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CIMcoK coKpalleHUMn

AT - apTepuasnbHas rUNepTeH3US

aroB - 6eJIoK amoaUIIoNpoTeNHA B

ACB - aTepockiepoTuyeckast 6/smKka

reCI'’XC - reTepo3uUroTHas ceMeiiHasi TUIiepxojieCTepUHEMUS
roCI'XC — roMO3UTroTHas ceMeliHasi TUIepxoaeCcTepuHeMuUs

I'XC - runepxosnecTepuHeMMusI

VIBC - niremuueckast 601e3Hb cepaiia

VIM - nHbapKT MMUOKapaa

KAT - xopoHapoaHruorpadust

JITI(a) - numonporenp(a)

JIHII-pelienTop - pelernTop JUIIOIPOTENI0B HU3KO TNIOTHOCTU
MCKT — mynbTHCIIMpaTbHas KOMITbIOTEpHAS TOMOTrpadust

OXC - 0611t XomecTepuH

CI'XC - cemeliHasi ruIiepxoaecTepuHeMMusI

CI — caxapHblif guaber

CC — cepaeyHO-COCYyaUCTBIN

CC3 — cepmeuHO-COCYAUCThbIe 3a00IeBaHNS

TT — Tpurnuuepnabl

THA - TpaH3uTOpHAasI ullleMuueckas aTaka

XC-JIBII - xonecTepyH IUIONPOTENL0B BBICOKOW INIOTHOCTU
XC-JIHII — XonecTepuH JUIOMPOTEUAOB HU3KOI INIOTHOCTU

KT - ajieKTpoKapauorpaMma

9x0KT - sxoxkapauorpadus

APOB - reH anonunonpoTtenHa B

DLCN - Dutch Lipid Clinic Network

HOA- HarmoHabHOe 0611eCTBO 10 M3YUEHMIO aTepOCKIepo3a
PKO - Poccuiickoe Kapayuo/aoTnueckoe o61ecTBo

EAS - European atherosclerosis society (EBporeiickoe 0611IeCTBO aTepOCKIEP03a)
ESC - European Society of Cardiology (EBpormneiickoe 0611eCTBO KapI/0JIOrOB)

PCSK9 - nponpoTerHKOHBEPTa3a CyOTUIM3YH/KEKCUH Tura 9



TepMI/IHbI n orpene/JieHus

TeteposurorHasi CI'XC - CI'XC, mpu kotopoit medektHsiii reH JIHII-pererntopa mepenaeTcst OT
OLHOTO U3 pOOUTENEeN.

Tomosurotuasi CI'XC - CI'XC, mpu Koropoit medektHbiii reH JIHII-pemenTopa mepemaeTcs OT
000X pOIUTEIIe.

CC3 aTrepockiepormueckoro reHesa (ot aumi. ASCVD (Arteriosclerotic cardiovascular diseases);
CMHOHMMBI: aTepockiepornueckue CC3; CC3, o6ywIOBIeHHbIE aTePOCKIEPO30M) — CEepHEeUHO-
cocymucTbie 3abojieBaHMsI aTePOCKIEPOTMYECKOTO TreHe3a, K KOTOpbIM oOTHocsaTcs UBC,
aTepoTPOMOOTMYECKMIT UIIeMUYecKuit uHCynbT, TUA, mnepudepuueckuii aTepockiepos ¢
aTepOCKIepOTUYECKUMM OISIIIKaMM, CTeHO3UPYIOLIMMM ITPOCBeT cocyma > 50%.

Panee passutue CC3 - pazsumue CC3 amepockiepomuueckozo zeHe3da y My>KUMH B Bo3pacre <55
JIET, Y )KeHIIMH - <60 JieT.

IToapocTKOBBIN BO3PACT - epuoJ pOCTa U Pa3BUTUS UesioBeKa, KOTOPbIi CyiedyeT Mocjie AeTCTBa
Y JJINTCS 10 AOCTVDKEHMS 3Peoro Bo3pacTa, To ecTh ¢ 10 go 19 ner.

IIpoGaHx, - TmepBoe JIMIIO B CEeMbe, y KOTOPOTO BBICTABJIEH MAMArHO3 HACIeJCTBEHHOTO
3aboseBaHus, B JaHHOM ciyuae CI'XC.

KackagHbIli CKPpUHMHT — TIO3TanHas uaeHTudukanys nauyeHToB ¢ CI'XC cpenyt WieHOB ceMbU
npobanga. Ilo Mepe BbIsIBJIeHMsI HOBbIX mnauueHToB ¢ CIXC, MX POACTBEHHMKM TaKKe
obctenyoTcs.



1. KpaTkas uHpopmanus

1.1 Ompenenenue

Cemeiitnas runepxoniecrepuaemusi (CI’XC) — mMoHoreHHoe 3a6ojieBaHMe C IPeuMYIeCTBEHHO
ayTOCOMHO-IIOMMHAHTHBIM  TUIIOM  HacjaefoBaHMSl, CONPOBOXIAIOIIEeCs  3HAUUTEIbHBIM
TIOBBIIIEHVEM YPOBHS XOlIeCTepuHa JUIIONPOTeNa0B HU3KOoM minoTHOCTU (XC-JIHIT) B KpoBM, U Kak
CJIe[ICTBME, NIPEXAEBPEMEHHBIM Pa3BUTUEM U MPOTPECCUPYIOUIMM TeUeHNEM aTepoCcKiepos3a, Kak
IIpaBUJIOo, B MOJIOLOM Bo3pacre [1].

1.2 3THogorua u rnaTroreHes

PasButne CIXC o00ycioBieHO medeKTaMy TeHOB O€JIKOB, YYacCTBYIOIIMX B MeTaboIM3Me
JIUTIONIPOTENZIOB, B pe3yjbTaTe KOTOPBIX HapyliaeTcs 3axBaT kieTkamy JIHII-yacTtun, u B KpoBU
noBsliaercst yposeHs XC-JIHII [4, 5].

Camas yacras reHetmueckasi npuumHa CIXC - MyTaiusi B reHe pellenTopa JUIIONPOTEUAOB
HU3KOI ioTHOCTH (JIHII-pererTopa), KOTOPBIi pacIioNokeH ITTaBHBIM 00pa3oM Ha MOBEPXHOCTU
renaTouUTOB UM WUrpaeT KIYEBYI0 pOJMb B CBSI3BIBAHMM U BBIBEAEHUM U3 KPOBOTOKA
uupkynupytomux JIHII-vactui, [100,6]. Ha ceromusirHuMit neHb u3BecTHO 6osee 1600 myTtaumit
LDLR, criocO6HBIX HApPYIIUTh (PYHKIIMIO pelienTopa 1 Bei3biBaTh pa3Butre CI'XC. MyTaiuu B reHe
LDLR o6ycnaBnuatot ot 85 1o 90% ciyuaeB CI'XC [7].

Bropas mo vactoTe npuumHa — MyTanus B reHe anosmmonporerHa B (APOB), KOOMPYIOLIETO
amo6eok B100 (aroB), Bxomsimuit B coctaB JIHIT-gacTuIl 1 OTBETCTBEHHBIN 3a cBsi3bIBaHue JIHIT ¢
pereritopoM. B pe3ynbrate u3meHeHMit B reHe ronoBuHa JIHIT-uacTui He Crioco6HA CBSI3aThCS C
JIHII-penieritopom [8]. Myrtauum reHa APOB obecreuyBaiorT oT 5 no 10% crygaeB CI'XC [9].
BoIsiB/IeHO HeCKOJIbKO MaToreHHbIXx MyTauuii reHa APOB [10]. [TokasaHo, UTO HOCUTeNIN MyTaLuii
reda LDLR umetor 6osee Bbicokuit ypoBeHb OXC u XC-JIHIT u Gonee BbIpaskeHHbIE MPOSIBJIEHUS
aTepocKiepo3a apTepuii, yeM Hocutenu Mmyrtauumii resa APOB [18].

TpeTuit reH, MyTaluM B KOTOPOM CIOCOOHBI NMPpUBOAUTH K pasButuio CI'XC, — ato ren PCSK9,
KOAVPYIOLINIA TMPOMPOTEMHKOHBEPTA3Yy CYOTWMIM3WH/KEKCMH TUIl 9 - CEepUHOBYIO MpOTeasy,
yJacTByoIIyi0 B paspymennu JIHII-penenitopa [11, 12, 56]. MyTatuu, mpuBogsiiye K YCUJIEHUIO
dyakumoHanpHOM akTuBHOCTM PCSK9 (MUCCEHC-MYTalMM), BbI3bIBAIOT MOBBINIEHHOE pa3pylieHue
JIHII-penienTOpOB, B pe3y/ibTaTe 4Yero yMeEHbIIAeTCs] KOJAMUYECTBO PEeLIelITOPOB Ha IMOBEPXHOCTU
kietTku u paspuBaetrcsi [XC [13]. Kpome Toro, myrtamnmu, ycuamuBamwiiye GYHKIMOHATbHYIO
akTuBHOCTh PCSK9, crIOCOGHBI CTMMY/IMPOBATh CUHTE3 IMEUYEHBIO JIUITOMPOTEUIOB, COMEePsKaIIMX
arnoB, uto Taxke mpuBoauT K I'XC [14]. MyTtauyu reHa PCSK9 obecrieunBaloT MeHblle 5% ciydaes
CIXC [7]. VpoBuu XC-JIHII y Hocuteneii mucceHc-myTtauuii PCSK9 oueHb BapbMpyloT OT
OTHOCUTEIbHO YMEPEeHHBIX 0 OYEHDb BbICOKUX [16].

Myranuu B reHax LDLRAP1, ABCG5, ABCG8, CYP7A1 uMelOT pelleCCUBHBIV TUIT HaCAeLOBaHUS U
KJIIMHUYECKU TTPOSIBIISIIOTCS TOBKO Kak romosurotHasi popma CI'XC [5].

B mocnenHee BpeMsi B KauecTBe I'eHOB-KaHAMIATOB, MyTallii B KOTOPBIX BbI3bIBAIOT pasBUTHE
CI'XC, paccmaTpuBatoTcst Takoke STAP1, LIPA u PNPLAS [17].

CornacHO COBpEMEHHOJ KOHLENUMM PasBUTUSI aTE€pPOCKIEPO3a, B COOTBETCTBUM C JUMUAHO-
MHOQUIBTPALIMOHHON Teopueil, GhOpMUpOBaHME aTEePOCKIEPOTUUECKON OISIKY 06YCIOBIEHO
MOCTyIUIEHNEeM B CyO3HJOTenuaabHOEe TIPOCTPAHCTBO KAaK HATUBHBIX, TaK U OKUCJIEHHBIX
(MomgudunpoBaHHbix) JIHII. YeM BbIllle ypOBEHb MOCIEHUX B TUIa3Me KPOBU, TEM MHTEHCUBHEE
nporekaetr 3TOT mpouecc [19]. Bonee Toro, npmu nautenbHOM Haxoxpenuu JIHII B kposu
BEPOSITHOCTb OKMCIeHMs yacTul, Bozpacraer [6]. ITauuenTtsl ¢ CI'XC xapaKkTepusyTCs AJIUTeNbHON
aKcro3unmeit Bbicokoro ypoBHS1 XC-JIHII B KpOBOTOKe, UTO M OOYC/JIOB/IMBAaeT DpaHHee WU
rporpeccupyloliee pasBuTHe aTepocKIeposa.

Ha pasButue atepockiepo3sa, B yactHoctu UBC, y maumeHToB ¢ CI'’XC oKa3bIBAlOT BAMSHME Te Ke
axTopsI pucka, uto u y mui, 6e3 CI'’XC [20]: Mmogubuuupyemble (apTepuasibHast ruriepreHsus (Al),



caxapHbiii  guaber (CI), KypeHme, Hu3Kasg Gusnueckass aKTUBHOCTb, OXUpPEHUE) U
HemoauduIIpyemMbie GaKTOPbI (MYXKCKO¥ TI0JT, BO3PACT, OTATOLIEHHOCTh CEMEITHOTO aHaMHe3a 10
cepmeyHO-cocynucTeiM 3a6oneBanusiM (CC3)). JomonHuTenbHbIe (HaKTOPhI pycKa aTepockieposa,
nomumo I'XC, ysenmmumBatoT cMepTHOCTD Iipu CI'XC [21].

1.3 dnuaeMmnoaorus

CornacHo meta-aHanusy 2017 r., pactipocTpaHeHHOCTb reTepo3uroTHoli CI'’XC B Mmupe cocTaBiisieT
1 ua 250 wyemoBek [153]. Ilo [JaHHBIM HEHABHETO SMUIEMMOJIOTMUECKOTO MUCCAEIOBAHMS,
MIPOBeLEeHHOro B ABYX pernoHax Poccuiickoit @enepauun, pacnpocrpaHeHHocTh CIXC cocrasiisier
1 Ha 108 yenosek [23]. PacnpocrpaneHHocTbh roCIXC — 3HaunTenpbHO MeHbIe (1 Ha 300 ThIC. - 1
MJIH. yenoBek) [1]. Cpeny iny, ¢ runiepxonecrepyuHeMuelsi CI'’XC BcTpeuaeTcss 3HaUMTeNbHO Yalie —
B 5-10% ciygaes [1].

CI'XC sBnstetcst mpuumHoii passutust UM o 45 siet B 20% ciaydaes [7]. ITanmenTtsl ¢ CIXC umeroT
TaKKe TIOBBIIIEHHBIN PUCK Pa3sBUTHUS MPEXIEeBPeMeHHO cMepTu [7]. Y My>kunH, 601bHbIX reCI'XC,
B wiyuae otcytcrBus yiedenus UBC pasBuBaetcs K 30 rogam y 5,4%, k 50 romam — 51,4%, K 60
rogam — 85,4%, a y skeHIIMH K 60 romam — y 53,3% [24]. CornacHo fmokiamy BO3 (1997), 50%
mykunH ¢ reCI'’XC ymumpalot B Bo3pacre 10 60 net u3-3a UBC [25]. B Poccuy mpogo/mkuTenbHOCThb
skn3HU y MyskumH ¢ reCIXC — 53 rona, y skeHIuH 62 rona [26].

Y HeneueHHbIX MNauyeHTOB ¢ roCI'’XC arepockiepo3 pasBuBaeTcsi B Bospacte no 20 jeT, u
MPOO/DKATEbHOCTD KM3HM cocTaBiisteT He 6omee 30 et [15].

1.4 Koguposanue no MKB10

Hapyuienus o0MeHa JTUIIONPOTeU 0B U apyrue aunuaemun (E78):
E78.0 — Yucras runepxoyieCTepuHEMUS

E78.2 — CMmelaHHas rurepannmumseMust

1.5 Knaccupukanmsa

PasnuuaioT reTepo3suroTHyio U romosurotHyio CIXC. B 3aBUCHMMOCTM OT TUIla HaCTeqOBaHUS
BBIZENSIOT cneaytommye dopmbl CI'XC:

- rerepo3urotHas CI['XC;
- romo3urortHas CI'XC.

VpoBeHb o61iero xonecrepuna (OXC) y manuueHTOB ¢ retepo3urotHoii ¢popmoii CI'XC (reCI'XC),
KOTZa TeHeTUYecKuit medeKkT yHacieqoBaH OT OJHOTO M3 POAuTesieli, 0ObIYHO cocTaBiseT 7,5-14
MMosb/7. [Tpu romosurotHoit CIXC (roCI'XC), mpu KOTOPO¥ reHeTHUecKuii qedekT yHacaenoBaH
ot 06oux ponureneii - 14-26 mmosnb/n [1]. Oco6oro BHMMaHMS 3aciykuBaroT HocuTtenu roCrXC, y
KOTOpbIX  Tspkenasi  rumnepxosnectrepuHemusi (IXC) TNpuBOAUT K  CEPAEYHO-COCYAUCTHIM
3aboneBanusim (CC3) y>ke B [eTCTBE U IOHOCTH [3].

B coorBercTBUM C nmmarHoctuueckumu kputepusimu Dutch Lipid Clinic Network (DLCN) mo
BeposiTHOCTY Hasinmuus reCI'XC BbIIesiioT:

- onipenenenHas CI'XC;
- BeposiTHasi CI'’XC:
- Bo3MmoxkHas CI'XC.

B coorBercTBUM c kpuTepusimu CaiimoHa Bpyma (Simon Broome) 1o BepOSITHOCTM HaIUM4MSsI
reCI'XC BbIZeNSIIOT:

- onpepenenHas CI'XC;



- BepositHast CI['XC.

1.6 Knuanueckasi KapTuHa

IMockonbky CIXC sBasgeTcss pe3yJbTaTOM TeHETHMYeCKOro HapylleHus win HapyueHui, ['XC
pasBUBAETCS yXKe C POKIEHMSI U MPUBOAUT K PAaHHEMY Pa3BUTUIO, MIPeXKIe BCETO, UIIeMUYeCKOii
6omnesun cepaua (MBC) [2]. B cBs3u ¢ Tem, uto ['XC cama 1o cebe He BbI3bIBAET HUKAKUX KOO,
3aboyieBaHMe IJIUTETbHbIE TOMbI TTPOTEKAET 6€CCUMIITOMHO M 3a4acTyi0 MaHUdeCcTUpyeT B BuUje
WBC, B uacTHOCTH, MH(bapKTa Muokapaa (MM) miay BHe3aITHOM CMepPTH.

V 30-55% nauyeHToB ¢ CI'XC BBISBIISIIOTCSI CYXOKMUTbHBIE KCAHTOMBI, KOTOPbIE MOKHO OOHAPYKUTH
B st060M Bo3pacte [22]. [TaTorHOMOHUYHBIM Tpu3HakoM 1yisi CIXC siBasieTcst JIUTIOMIHAS TyTa
POTOBUIIbI, BbIsIBJIIeMasi B Bo3pacTe 1o 45 jnet. [yna manuentoB ¢ roCIXC xapakTepHbI Takke
KOKHbIe KCaHTOMBI [7].

ManyenTsl ¢ CI'XC, naxxe rmpu orcyTcTBUM CC3 aTepoCKIepOTMUECKOTO TeHe3a, OTHOCSITCS K TpyTIIe
BBICOKOTO DMUCKa, a IIPU MX HAIMUYUM — K TPYIIE OYeHb BBICOKOTO PHMCKA Pa3sBUTUS CePHEYHO-
cocypycTbix (CC) ownoxHenmii [1].



2. lnarHoCTMUKa

Hambomnee 1enecoo6pasHbIM TIOAXOAOM IJISI BBISIBJEeHMSI HOBBIX ciaydaeB CIXC sBisiercs
MIpOBeleHNe 1eJIEBOTO CKPMHMHTA, HAIIPaBJIeHHOTO Ha IMArHOCTUKY JaHHOTO 3a001eBaHMs Cpean
CIeTYIOIINX KaTeropuit JINIIL:

* C MHOVBUIOYyIbHBIM M/MIM ceMeliHbIM aHamHe3oM ['XC (OXC> 7,5 mmonb/n mau XC-JIHIT> 4,9
MMOJIb/7 'y B3pocibix vy OXC> 6,7 mmosnb/n miu XC-JIHIT> 3,5 MMOJb/ y IeTeit);

* ¢ MHOVMBUIYaJIbHBIM aHAMHE30M paHHero (y MyXuMH <55 jer; y skeHIIMH <60 sIeT) pa3BUTUS
CC3 aTepoCKIepoTUUECKOTO TeHe3a;

® ¢ KOXKHBIMM/CYXOKMIbHBIMY KCAHTOMAMM VIV TTepUOPOUTATBHBIMY KcaHTenazmamu [1, 27, 51].

Cama pmar"Hoctuka CI'XC OCHOBBIBAeTCsS Ha IIPMMEHEHMM KpUTepueB, pa3pabOTaHHBIX IS
B3powibiX 1 aeteii ¢ reCI'CX u st maimeHTOB ¢ ToCI'CX (cm. HIsKe). Heobxomumast nHbOpMaIus
IJIT TIpUMEHEHMsI MaHHbIX KPUTEPUEB MO/DKHA ObITh ITOMlyYeHa B XO[e AMAarHOCTUYECKOTO
ob6cnemoBaHMs comiacHo mi.2.1-2.4. CaMy KpUTEPUM ¥ METOIOIOTHSI pabOThl C HUMU TIPUBEIEHbI
B [Tpmwioxkenusx I'l, I'3-T'5.

e PeKOMEH[IyeTCsl MpoBeleHMe OOCIeNOBaHNs, HAINPaBJIEHHOTO HA WCKIOUEHMEe TPUYMH
BTOPUYHBIX IUITePIUNIUIEMU, Y BceX null ¢ nogo3penmem Ha CI'XC [1, 29, 30].

VpoBeHb yoeauTeIbHOCTY peKoMeHanuii I (ypoBeHb JOCTOBEpPHOCTH K0Ka3aTeabCTB C)

KommenTapun: B Ilpunoxcenuu I'6 npueedeHbl 0CHO8Hble 3aA00J1e8aHUS/COCMOSIHUS, A MAKHE
JleKapcmeeHHble npenapamaol, Komoposle Mozy 00yC1asnu8ams pazeumue 8MopuUHbIX 2unepaunuoeMutl.
Ipu smom Hanuuue y nayueHma 3mux (pakmopos He uckawuaem ouazHo3 CIXC. Bo3MOXCHO
couemanrue CI'’XC u 8MmopuuHsix HapyuieHuti 1unudHozo 06MeHd.

Ycmanoenenue duaznosa 2eCI'’XC

e Pexkomenpyetcs [ ycTaHOBAeHMs auarHosa reCI'XC y B3poWIbIX MAalMeHTOB crapiue 17 jer
MUCTIONB30BaTh AuarHocTudeckme kputepuu Dutch Lipid Clinic Network (DLCN) (cm.
[Mpunoxenue I'l) [1, 27, 28, 29].

VYpoBeHb YOeaUTEILHOCTY peKoMeHAanuii I (ypoBeHb OCTOBEPHOCTH JOKa3aTelbCTB C)

Kommenrapuu: /[[ns onpedeneHus 95-20 nepuyenmunsi yposus JIHIT @ 3agucumocmu om noaa u
eo3pacma cnedyem ucnonv3oeams 3HaueHus, npueedeHHsvle 6 IIpunoxceruu I'2 (IlonynsyuoHHoie
nokaszamenu XC-JIHIT 8 3asucumocmu om noaa u 803pacma, no 0aHHsim ucciedosarus DCCE-P®D)
[52].

e PexomeHnyeTcsl ucrnonb3oBaTh kpuTepuu CaiimoHa Bpyma (Simon Broome Registry) mis
ycraHoBieHus: auarHoda reCI'’XC y B3pOCIABIX MAlUMEHTOB TOJBKO B CJIy4asiX OTCYTCTBUS
BO3MOxHOCTU onpenenenust XC-JIHIT (cm. ITpunoskenne I'3) [1, 27, 29, 30].

VpoBeHBb yoeauTeIbHOCTU peKoMeHanuii I (ypoBeHb JOCTOBEpHOCTH J0Ka3aTeabCTB C)

e PexkomenpyeTcs Jisl yctaHOBieHMsT aAyuarHosa reCI'XC y meTeii M IMOSPOCTKOB B BO3pacTe 0
16 net ucnonb3zoBath kputepun Caiimona bpyma (Simon Broome Registry, cm. IIpunoxkenne I'3)
¥/ MoguGUIMPOBaHHbIE KPUTEPUNM IKCIIEPTOB €BPOIIEIICKOTO 06IIecTBa M0 aTepoCKIepo3y
(EAS, 2015, cm. [Tpunoxkerue I'4), KOTOpble MOTYT ObITh UCIIONb30BaHbI Y JEeTei Y MOJAPOCTKOB
mo 19 ner [1, 29, 30, 51].

VYpoBeHb YOeaUTEILHOCTY peKoMeHAauuii I (ypoBeHb JOCTOBEPHOCTH JOKa3aTelbCTB C)

Ycmanoenenue duazunosa 20CI'’XC

e PekomMeHAyeTCSl MCIIONb30BaTh KPUTEPUM, MPENJOKeHHble SKCIepTaMyu eBpPOIeiiCKOro
obmectBa 1Mo arepockieposy, (EAS, 2014, cm. [Tpuiokerne I'5) Ojst yCTaHOBJIEHMST IMarHO3a
roCI'XC y Bcex nmaumueHTos [31].



VpoBeHBb yoeauTeIbHOCTU peKoMeHganuii I (ypoBeHb JOCTOBEpHOCTH J0Ka3aTeasCTB C)

2.1. )Kano6sl 1 aHaMHe3

e PekomeHnyeTcsI BO BpeMsl cOopa Kayjob ¥ aHaMHe3a y BcexX Jui ¢ momo3penneM Ha CIXC
BBISICHUTb Hanuuue y Hux CC3 aTepoCKIepOTMUYECKOro reHesa (CM. raBy «TepMuHBI U
ompeneneHus») [1, 27, 29, 30].

VpoBeHb yoeauTeIbHOCTY peKoMeHanuii I (ypoBeHb JOCTOBEpPHOCTH A0Ka3aTeabCTB C)

Kommentapum: OcHOo8HbIM —ocnomcHeHuem CIXC sensemcsi passumue amepockieposa U
accoyuuposaHHsix ¢ HUM 3abonesaHuti. [Iosmomy npu paccnpoce Heo6X00UMO OUEHUMb Haauuue
Hanob, xapakmephoix 011 HBC, amepockiepo3a apmeputi 207108H020 Mo032d U hepugepuueckux
apmeputi. Cmoum ommemume, umo auya ¢ CI’XC Ha doknuHuueckoli cmaduu 3a0601e8aHus Mo2ym u He
npedsneaams HUKakux xanob. Ilpu nanuuuu 8 amamuese nayuenma CC3 amepockiepomuueckozo
2eHe3d BaXHO YCMAHOBUMb 803pacm nocmadosku ouazHo3a. [ns CIXC xapakmepHo paHHee (Y
MY*CUUH <55 nem; y »cenujur <60 nem) pazsumue CC3 amepockiepomuueckozo 2eHe3a.

e PexkoMeHIyeTCs BO BpeMsi cOOpa aHaMHe3a YTOYHUTb HalMuMe aTepOCKIepOTUYECKUX
M3MEHeHMI KOPOHapHBIX, COHHBIX ¥ Tepudepuyeckux aprepuii 1o pe3ylIbTaTaM
MPOBOAMBILMXCS paHee uccaenoBaumii [1, 27, 29, 30].

VpoBeHb yoeauTeIbHOCTY peKoMeHanuii I (ypoBeHb JOCTOBEpPHOCTH K0Ka3aTeabCTB C)

KommenTapumn: /Ina CI’XC xapakmepHo paHHee (y MY>KUMH <55 j1eT; y skeHIIH <60 JIeT) nosieeHue
amepockiepomuueckoz0 NopaxdeHust KOPOHAPHbIX, COHHBIX U hepudeputecKux apmeputi.

¢ PekoMeHyeTcs BO BpeMsi c60pa aHaMHe3a BBbISICHUTD ATy U Pe3ylIbTaThl IIEPBOTO B TeUEHME
skusan  onpenenenusi OXC  w/mim  XC-JIHII, a Takke Hambosee BbICOKME U3
3apernCTpUpPOBAHHbBIX 3HAUEHMII 3TUX ITapaMeTpos [30].

VpoBeHb yoeauTeIbHOCTY peKoMeHganmii I (ypoBeHb JOCTOBEpPHOCTH A0Ka3aTeabCTB C)

Kommenrapumn: IIpu CIXC yposeHv OXC u/unu XC-JIHIT 6ydem cmabuibHO No8vluleH, HAYuHas ¢
demckoz0 6o03pacma, 6 meueHue @celi wusHu. Kpome moezo, Hy#HO ymouHums pakm npuema u
003UpOBKY 2UnoAUNUIEMULECKUX NPENApPamos Ha MOMeHM Kaxcdozo onpedesieHust 1unudos Kposu.

¢ PekomeHyeTCsI BO BpeMs cOopa aHaMHe3a PacCIpOCUTh O HAIMUYMM PAHHEro (Y MYKUMH < 55
JeT; y XeHIIMH < 60 jser) Havyasa CC3 aTepoCKIepOTMUYECKOTO TeHe3a Yy POICTBEHHUKOB
ManyeHTa Kak MMHUMYM TIePBOii CTereHM PofCcTBa (OTell, MaTh, POJHbIE 6paThst U cecTpsl) [1,
27, 29, 30].

VpoBeHb yoenuTeabHOCTH pekomenganuii I (YpoBeHb JOCTOBEpHOCTH JoKa3aTeabcTB C)

¢ PekoMeH[IyeTcs BO BpeMs c60pa aHaMHe3a PacCIpPOCUTh O HAIMUUM 6bicoKux 3HaueHuii OXC (y
B3pOC/IbIX > 7,5 MMOJb/N, y AeTeit > 6,5 mMoinb/m) u/vnu XC-JIHIT (y B3pOWIbIX > 5 MMOJIb/JI, Y
meteit > 3,5 MMOJIb/N) Y POACTBEHHMKOB IMal[ieHTa KaK MMHMMYM I1€pBOI1 CTeleHM POoACTBa
(oTelr, MaTh, IeTH, POIHbIE 6paThst U cecTpsi) [1, 27, 29, 30].

VpoBeHb yoeauTeIsHOCTU pekoMeHganuii I (YpoBeHb J0OCTOBEPHOCTHU 0Ka3aTeabCTB C)

KommenTapum: OcobeHHO 8axcHbl OaHHble cemeliH020 aHamHe3a npu obcnedosaHuu demeti u
noopocmkos ¢ nodosperuem Ha CIXC, mak Kak y HUX Kpome noebluleHHo20 yposHs XC-JIHIT
3auacmym, ocobeHHo 8 cnyuae 2eCI'XC, He yoaemcs 8visgums Opyzux peHomunuueckux nposieneHull
I'’XC: kcaHmom, 1unoudHoli dyzu po208ulsL, amepocKaepomuyecKux usMeHeHull 8 apmepusix.

2.2. ®PusuKajIbHOe 00C/IegoBaHMe

e PexomeHayeTcsl MpPOBECTM OCMOTP ¥ MNalblalUI0 CIeAYIOMUX CYXOXWINMI: axUJUIOBBIX,
pasrubaresneii MaableB PyK, TPULEIICOB ¥ KOJTEHHBIX CYCTABOB C L€/bI0 AMArHOCTUKMA HATNIMS
CYXOXXWIBHBIX KCAaHTOM [1, 29, 30].

VYpoBeHb yoeauTeIbHOCTU pekoMeHAauuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)



KomMmeHTapumu: BboisigneHUue CYXOMCUNbHBIX KCAHMOM $6]15emcss NamoZHOMOHUYHBIM NPU3HAKOM
CI’XC, o0Hako omcymcmeue KcaHmom He uckouaem duazvosza CI'’XC.

e PexkoMeH[IlyeTCSI TIPOBECTM OCMOTD KOXHBIX IIOKPOBOB C II€JNbI0 OUArHOCTMKM HaIW4uMs
Ty6epOo3HBIX KCAHTOM Ha Koke [1, 29, 30].

VpoBeHsb yoequTeIbHOCTU pekoMeHganyii I (YpoBeHb OCTOBEPHOCTH JOKa3aTeabcTB C)

KommenTapuu: Hanuuue KOMWHbIX MYyOepO3HbIX KCAHMOM 8 MOJ000M 803pacie XApakmepHo 8
6onbuteti cmenenu 01 20CIXC. OdHaxo ux omcymcmeue He uckatouaem ouazHo3a CIXC. KoxHbie
KCAHmMenasmsl He 68A51Mcsl NamoZHOMOHUUHbIM npusHakom CIXC.

e PexoMeH[IyeTCsI ITPOBECTY OCMOTD POTOBUIIBI 000MX I71a3 C LeJNbI0 AMArHOCTUMKM JIMIIOUIHOM
nyru porosuipl [1, 29, 30].

VpoBeHb yoenuTebHOCTH pekoMeHganyii I (YpoBeHb 0CTOBEPHOCTH JoKa3aTeabcTB C)

Kommenrapun: Haiuuue nunoudHoli dyzu pozosuusl 5871semcs NAmozHOMOHUUHBIM NPU3HAKOM
CI'’XC monbsKo 6 criyuae ee 06HapyxceHus 8 o3pacme 0o 45 nem.

2.3. JIabopaTopHasi IMarHOCTUKa

e Pexkomenpyercs onpenensitb ypoBeHb XC-JIHII Bcem ynnam ¢ nopospenmem Ha CI'XC [1, 29, 30,
80, 83, 86 ].

VYpoBeHb yoenuTeIbHOCTU pekoMeHAauuii I (YpoBeHb JOCTOBEPHOCTY AOKa3aTeabCcTB C)

Kommenrapumn: Onpedenerue ypogHs XC-JIHII donxHo npogooumscsi UCXOOHO 8cem hayueHmam ¢
2unepxonecmepunemueti. Ecniu yposens mpuenuyepudos s 4.5 mmonv/n, mo pacuem XC-JIHII HY#CHO
nposodums no opmyne dOpudsansda (cm. Huxce). IpdekmusHocmpb 2unonunudeMu4ecKoli mepanuu 8
naaue cHuxeHus CC pucko8 makxxe Hanpsamyrw ces3aHa co cHuxcerHuem yposHs XC-JIHIIL. Kaxcovlii 1
Mmonw/n cHuxceHust XC-JIHII accoyuupyemcsi o yMeHbleHUeM O0MHOCUMENbH020 pucka paseumus
UBC Ha 20%, noamomy Heobxoduma oyeHKa OUHAMUKU 31020 nokazames Ha QoHe yeueHus [80, 83,
86].

Yposenv XC-JIHIT> 4,9 mmonv/n y nayueHmos cmapuie 16 nem unu > 3,5 mmons/n y demeti u
nodpocmkos do 15 nem s8155emcst 0CHO8HbIM (peHomunuueckum npusraxom CI’XC.

YV demeii ¢ yposwem XC-JIHII Gonee 11 mmons/n mpebyemcs npoeodums duazHocmuky 20CIXC.
H3mepsims yposeHs xonecmepuHa y demeli cnedyem HAyuHasi ¢ 08yXJlemHezo 803pacma, eciu y
podumeneii umeemcsi CI'XC, kcanmomamo3 unu pavHee Hauano MBC. B maxux cemvsix ece auya
doswicHbL 6blmb 00cnedosarst dns uckaouerus CIXC kaxk moxcHo parsute [30).

e PexkomeHAyeTCsl MPOBOAUTD IpsiMoe onpeneneHe ypoBHsi XC-JIHII B ciyvae, KOoTAa ero Heslb3sl
paccunTaTh 10 popmyne @punsanbaa [28].

VpoBeHsb yoenuTersHOCTH pekoMmeHganuii I (YpoBeHb 0CTOBEPHOCTH JOKa3aTeabCcTB C)

Kommenrapuu: I[Ipu yposHe mpuenuyepudos > 4,5 mmons/n davHas opmyna daem HeKOppeKkmHboie
pe3ynbmamel, NO3MOMY 8 2MOM Clyuae npumeHsms ¢popmyny ®@pudsanvoa Henwv3s, u Heo6X00UMO
nposodums npsimoe Guoxumuieckoe onpedenerue yposHs XC-JIHII

e PexomenpayeTcs B ciyyae BbisiBieHue rosbieHns XC-JIHII > 4,9 MMorb/i1 y HallMeHTOB cmapuie
16 nem wniu > 3,5 MMonb/n y gerteit u nodpocmkog 0o 15 nem TIPOBOOUTH €r0 TMOBTOPHOE
u3MepeHye He TI03/iHee yeM yepe3 3 Mecsila C 11e/Ibl0 MICK/IIOUeHNMs BIVSHUS MHAMBULYaIbHOM
¥ 1a60opaTOPHOI BapmabelbHOCTM Ha AaHHbIN MToKasarens [1, 28, 29, 30].

VpoBeHsb yoenquTeIsHOCTU pekoMeHganyii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

e Pexomenpgyetcs omnpenensitb ypoBeHb OXC Bcem aunam c¢ nopo3peHueMm Ha CIXC ¢ menbio
pacueta ypoBHst XC-JIHIT o ¢opmyne ®@puaBanbaa u Ojast mocTaHOBKM nuarHosa reCI'’XC mo
kpurepusim CaiimoHa bpyma B cirydyae HeBO3MOKHOCTHU onpenenenust XC-JIHIT [1, 28].

VpoBeHsb yoeauTeIbHOCTH pekoMmenaanyii I (YpoBeHb 0CTOBEpHOCTH JoKa3aTeabcTB C)



KommenTapumn: @opmyna @pudasansda noseonsiem, 3uas snaueHus OX, XC-JIBIT u mpuznuyepudos,
paccuumams kKoHyeHmpayuro XC-JIHII:

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

Ecnu konyenmpayus. OX, XC-JIBIT u mpuenuyepudos evipaxceHa 8 mMz/0n, mo 0aHHas gopmysa umeem
cedyrowuti 8uo:

Konuyenmpayus XC-JIHIT (m2/0n)= OX — (XC-JIBII + TI/5)

e PexkomeHpyeTcsi onpenensaTh ypoBeHb XC-JIBIT Bcem smuam ¢ nogo3penyem Ha CIXC ¢ 1enbio
pacueta yposHst XC-JIHII o dopmyne ®punsanbaa [1,28].

VpoBeHb yoequTeIbHOCTH pekoMeHganuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabcTB C)

e PekomeHAyeTCsl onpenensaTbh YPOBeHb TPUTUIIEPUIOB BceM Juilam ¢ nomo3permem Ha CIXC c
menblo pacuera ypoBHsT XC-JIHII mo dopmyrne OpuaBaapga M MCKIIOUEHMS HaIMUMS
COITyTCTBYIOLIEN runepTpuraniepusemmn [1,28].

VYpoBeHb yoeauTeIbHOCTU pekoMeHAauuii I (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCcTB C)

e PexkomeHpyeTcsi C 1Lenbl0 MonTBepxkaeHus amuarHoda roCIXC mnpoBemeHMe MOJEKYISIPHO-
reHeTUYeCKOTO MCCIeNOBaHusI, HalpaBAeHHOTO Ha BBISIBIEHME TMATOTeHHBIX MM BEPOSITHO
MaTOTeHHBbIX BAapMAHTOB HYKIEOTUIHON MOCienoBaTesbHOCTM B reHax LDLR, APOB, PCSKY,
LDLRAPI1, ABCG5, ABCGS, CYP7A1 [30].

VpoBeHb yoequTeIsHOCTU pekoMeHganuii I (YpoBeHb JOCTOBEPHOCTHU JOKa3aTeabcTB C)

e PexoMeHIyeTCs C Lenbl0 ToATBepxkaeHus nauarHo3a reCI'’XC mpoBegeHne MOIEKYISIPHO-
TreHeTMUeCcKOoro McCiefoBaHMsl, HAMPaBAeHHOIO HAa TATOTeHHble MM BEpPOSITHO TaTOTeHHbIe
BapMaHTbl HYKJIEOTUAHON MocienoBaTeabHOCTU B reHax LDLR, APOB, PCSK9, y nul, ¢ cyMMOt
6ajioB 6 1 6GoJiee COIMIACHO KAMHMYECKMM KputepusiMm DLCN mam Impu IOCTAHOBKE AyMarHosa
reCI'XC cormtacHo kputepusam Caiimona Bpyma [30, 175, 176].

VYpoBeHb yoeauTeIbHOCTU pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTY JOKa3aTeabCcTB C)

Kommenrapum: ITocmanoeka duazno3a 2eCIXC 603MoxcHa 0e3 BbINOJIHEHUS MOJEKYIPHO-
2eHemuuecK020 Ucciedo8aHust N0 KJAUHUYECKUM Kpumepusim, 00HAKO 8blsejieHUe KOHKPEMHOU 2eHHOL
Mymauyuu cyujecmeeHHo o6sezuaem nocmanosky oJuazroza CIXC u nocnedyiouwee nposedeHue
KACKAoOH020 CKpuHuHea, ymouHsem puck pazeumus CC3, a makxce moxcem 0bimb NOAE3HbIM Npu
naanuposaxuu cemou. Kpome mozo, 8viseieHue mMymayuu Hepeoko yseauuusaem npusepmeHHoCms
nayuenma kK  mepanuu. C021ACHO  PAHOOMU3UPOBAHHOMY  UCCIE008AHUN,  2eHemuuecKoe
noomeepcderue duazxHoza CIXC ycunusaem eepy 8 3¢ppekmusHocms MeuKaAMeHMO3H020 CHUNEHUS
YPOBHS xosiecmepuHa [45].

2.4. UHCcTpyMeHTa/IbHasl AVMarHoCTUKa

e PexkomeHpyeTCsl BCeM B3pOC/IAbIM nauueHTam 30 jieT u crapuie ¢ nomospeHueM Ha CI'XC, He
uMerommm auaruosa MbC, npoBoanTh OLIEHKY MPeaTeCcToBO (anpuopHoil) BepossiTHOCTH UBC ¢
pellleHKeM BOIIpOca O HEOOXOAMMOCTM M BbIOOpe MeToia HmaybHejileii muardoctuku MBC, ¢
rocienyoieii crpatudukanyeit pucka CC ocIosKHEHMIT M BBIGOPOM TaKTUKM JIEUEHVSI COITIaCHO
JeCTBYIONIMM KIMHUYECKMM pekoMmeHpanusam «CrabuibHasi uiieMuueckasi 60Je3Hb cepiia»
(KP155) [1, 33, 120, 130].

VpoBeHBb yoeauTeIbHOCTU peKoMeHanuii I (ypoBeHb JOCTOBEpHOCTH J0Ka3aTeabCTB C)

e Pexkomenpyetcs y naiueHToB Miazaiie 30 et ¢ momo3peHueM Ha CI'XC, He MMeIoNUM AMarHosa
VBC, pemeHue BOMpoca O HEOOXOAMMOCTM OMarHOCTUMKYM WIBC TpoOBOAUTL C YYETOM
KJIMHUYEeCKO} KapTUHbI nauyeHTa, faHHbix JKI, cHITOJ B MOKOe, MHEHMsI Bpaua-KapAyuoJora,
MIPUMEHMMOCTY U JOCTYITHOCTY UMemXCsl MeTonoB nuardHoctuky UBC [33].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb J0CTOBEpHOCTH A0Ka3aTeabCTB C)

Kommenmapuu: Panee pazsumue HBC s8/155emcs 00HUM U3 Kpumepues hocmaHosku ouazosa 2eCI'’XC
no KAUHUYECKUM KPUmepusim.



e PexomeHAyeTCsl MPOBOAUTD AMArHOCTUKY HATUUMSI aTEPOCKIEPOTUUECKOTO MOPasKeHMSI COHHBIX
apTepuil U apTepuii HMKHMX KOHEUHOCTel Yy B3pOCIbIX JinL ¢ nopospeHuem Ha CIXC mpu
oMoty Y3U Bo Bcex ciiyuasx, KOTjia Takoe o0cieloBaHye He MPOBOAUIOCh PaHee B TeUeHue
nocnenHux 12 mecsues [1, 28, 50, 51, 149, 151].

VYpoBeHb YOeaUTEILHOCTY peKoMeHAanuii I (ypoBeHb IOCTOBEPHOCTH HOKa3aTelbCTB C)

KommenTapumn: OuyeHka Haiuuus amepockiepo3da COHHbIX apmeputi U dapmepuil HUNCHUX
KoHeuHocmell 'y 83pociblx Heobxoduma Kak oOns  nocmanoeku Ouaenoza CIXC — coenacHo
duazHocmuueckum Kpumepusm, mak u cmpamugurayuu pucka CC ocnoxcneHuli u onpedeneHus
MAaKmMuKu JieueHus.

2.5. KackagHbIii CKpUHUHT

e PekOMEeHIyeTCs C IIebl0 MCK/IIOUeHMs/TIonTBepkaeHmns: 3adoneBanus CIXC o6cienoBaTh
POLCTBEHHMKOB II€PBOI, BTOPOI, U, €CIM BO3MOXHO, TPETbell CTeleHM POJCTBA IalMeHTa C
ycranoBneHHbIM fuarHo3oM CI'XC (kackagHbIit cKpuHUHT) [1, 29, 30, 55].

VpoBeHb yoeaquTeIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEpPHOCTH A0Ka3aTeabCTB C)

Kommenrapum: KackadHoili ckpuHuHe — noamanuas udeHmugukayus nayuermos ¢ CIXC cpedu
uj1eH08 ceMblU NPobaHda (nepeoeo Jiuya 8 cemve ¢ YCmaHosaeHHbiM duazHo3om 2eCIXC), m.e. nepgozo
Jiuua 8 cemoe, y Komopozo eévicmasjied ouazHo3 CIXC. ITo mepe 8bisig/ieHus HO8bIx nayueHmos ¢ CIXC,
ux poocmeeHHUKU makxce oocnedyiomes. Kackaowelli ckpuHuHe - Haubosee yenecoobpasHwlii cnocod
JduazHocmuku pauee He duazHocmuposaHHoli CIXC, maxk Kax oH no3eoJisem 8bl18Ums NAyueHmos ¢
CrXc, e mom uucne Ha OoKAUHUYeCKOU cmaduu. Omo nomozaem nposooums npoguiakmuyeckue
meponpusmusl, eKuaujue usMeHeHue 00pasa Hu3Hu, Koppekyurw @akmopos pucka CC3 u
adek8aAMHYI  JIeKAPCMBEHHYI0  Mepanulo, CHUXAWYI0 YpoBeHb XOJecmepuHd 6 Kposu U
npedomepawaruyio pazsumue cepoeuHo-cocyoucmolx 0C10xHeHuli. Po0cmeeHHUKU nepeoli cmeneHu
podcmea: podumenu (Mames, omeu) u demu (cviH, dous), 6pam u cecmpa; 8mopoti: 6abywika, dedywka
U BHYKU, 8HYUKU, 050, mems U NAeMSHHUKU, NJIeMSHHUUbl, mpemveli: npaded, npababywka u
NpasHyKu, NpasHyuKu; 08010po0Hbsle Opam u cecmpd.

e PerkoMeH[IyeTCsSI DPA3bsICHSITh TMAalUMEeHTy BaXKHOCTh ITPOBENEHMSI KaCKaJHOTO CKPUHMHTA U
TIPUTTIAIIEHNS eT0 POJCTBEHHMKOB Ha 00C/IeJoBaHMe, TIOCKOJIbKY paHHee BbISIBJIeHe Cpefy HuX
HOBbIX ciryyaeB CI'XC Mo3BOIUT HAavYaTh MPOMWIAKTUYECKE MEPOTPUSITUS U JIeKaPCTBEHHYIO
Teparnuio, HarpaBjaeHHble Ha MpeJOTBpalleHne Pa3BUTUS CEPIEUYHO-COCYAVICThIX OCTOXKHEHUI
[29, 30].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb J0CTOBEpHOCTH A0Ka3aTeabCTB C)

e PekoMeHIyeTCs B Cjlyyae, e y TpobaHga ObUIO TPOBEIEHO MOJIEKY/ISIPHO-TeHeTUYeCcKoe
obcrenoBaHMe M BbISIBJIEH MATOTE€HHbIN MM BEPOSITHO-TIATOTEHHBI BapyaHT HYKIEOTUIHOM
nocyienoBaTtenbHoCcT TeHOB LDLR, APOB, PCSK9, mpoBeneHMe reHeTMUECKOTO KacKaJHOI'O
CKPVMHMHTA Y POACTBEHHMKOB MPOOAH/IA C 1[e/TbI0 ONpeAe/IeHNUs Y HUX HAJUUMST MU OTCYTCTBUS
JIAaHHOTO TeHeTMYeCcKoro Bapuasra [1, 29, 30].

VpoBeHb yoenuTeIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTH S0Ka3aTenbCTB C)

e PexomeHnyeTcsi TP TMOATBEPXKIEHUM HaAUUMs TATOTEHHBIX WIM BepOSITHO-TIATOTE€HHBIX
BapMAaHTOB Y POACTBEHHMKA ITOCTaBuUTh eMy auarHos CI'XC, naxke ecin ypoenb XC-JIHII y Hero
HIV3Ke IMArHOCTUYeCKUX 3HAUEeHU, XapaKTePHbIX [JIs1 JaHHOTO 3a6oneBanus [30].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEepHOCTH A0Ka3aTeabCTB C)

e PekOMeH[IyeTCsl TpU OTCYTCTBUM HAHHBIX MOJIEKY/ISIPHO-TeHEeTUYEeCKOTO 00CIeoBaHMS
npo6aHga MPOBOAUTh (HEHOTUIIMUYECKNUIT KaCKaJHbI CKPUHMHI CpPely ero pPOACTBEHHMKOB,
OCHOBaHHBIII Ha TpUMeHeHUN KputepueB nuarHocTuky CI'XC poncTBeHHMKOB MpobaHzaa (CM.
IMpunoxenne I'7) [1, 18, 29, 30].

VpoBeHb yoeauTeIbHOCTY peKoMeHanuii I (ypoBeHb JOCTOBEpPHOCTH A0Ka3aTeabCTB C)

KommenTapum: Yuumesigas 06osee 8biCOKY0 8epossmHocme Haauuuss CIXC y poodcmeeHHUKO8
npobaxoa (eepossmuocms 50% 0nst podcmeeHHUKo8 1 cmeneHu podcmea u 25% ons 2-oii cmenetu) no



CpasHeHUI0 ¢ 00WenonynayuoHHoll (opueHmuposouro 1/200), npumeHeHue omaoensHblx Kpumepues 0Jis
POOCMBEHHUKO8 NO8blUdem Yy8CMBUMeNbHOCMb NPU doCmamouHoli cneyuguuHocmu no CpasHeHuio ¢
Kpumepusmu, npumeHsieMsiMu y npobaxda. Beicokas uyscmeumensHocms (93%) u cneyuguurocmeo
(82%) smux kpumepued 8 duazHocmuke CIXC Obinia npooeMOHCMPUPOBAHA U O POCCULICKOLI
nonynsayuu [53].

e PekoMeHIyeTCs OTCAEXKMBATH OO0 O0CIeIOBAaHHBIX POACTBEHHMKOB IMpoOaHIa B paMKax
KacKaJHOro TecTupoBaHus. Ecim ocraloTcss HeoOGCIemOBaHHbIE POACTBEHHUKM, HEOOXOOMMO
00CYIUTh BO3MOXKHOCTYU MX 00CIeIOBaHMS C IPOGAHIOM WIM €r0 3aKOHHBIM IIPeICcTaBUTeIeM
(ecnu mpobaug mutaniie 18 ner) [30].

VYpoBeHb yoeauTeIbHOCTU pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

2.6 OueHKa cepaedyHO-COCYAMUCTOrO pUCKa

e He pexomeHIyeTcsl MPUMEHSTh OOIIepacrpocTpaHeHHble MmKambl 1yt omeHkn CC pucka
(®pemuHremckas wmkana, mwkana SCORE) y maumenTtos ¢ CI'XC [126].

VpoBeHb yoequTeIbHOCTU pekoMeHganyii I (YpoBeHb OCTOBEPHOCTH JOKa3aTeabcTB C)

e Pexomennyercsi Bcex Jymi, ¢ CIXC 6e3 CC3 arepoCKIepOTMUYECKOTO TeHe3a OTHOCUTh K
kareropum yiny Beicokoro CC pucka, npu Hanmumm CC3 - K KaTeropum o4yeHb BbIcOKOro CC
pucka [28, 127].

VYpoBeHb yoeauTeIbHOCTU pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTY JOKa3aTeabCcTB C)

e PekomeHayeTcs i1 yTOUHeHUSI MHAUBUIyanbHOTO CC prcKa 1 ero majabHeltiieit Moaydukammn
oleHMBaTh y Kaxaoro nanyeHTta ¢ CI'XC Hannume Takux (HakTOPOB pUCKa aTepocKiIepo3a, Kak
AT, xypenue, CJI, noBbilieHHbI ypoBeHb TT (>1,7 MMoinb/n), HM3KuUii ypoBeHb XC-JIBIT (<1,0
MMOJIb/TT' Y MY>KUMH U <1,2 MMOJIb/1 y skeHUMH) [20, 47, 128].

VpoBeHb yoequTeIbHOCTU pekoMeHganyii I (YpoBeHb OCTOBEPHOCTH JOoKa3aTeabcTB C)

¢ PekoMeH[yeTcs IJisl yTouHeHMsI MHAVBUAYyanbHOro CC pucKa U ero nanpHelimeit Mmoguduranm
oueHyuBaTh y Kaxporo mnaumeHta ¢ CI'XC ypoBeHb Jmmonporenza(a) (IaTosormyecku
3HAUMMBIM CJIelyeT pacCMaTpUBAaTh TMOBBINIEHME YPOBHS jumnomnporeuga(a) > 50 mr/mi) [20,
128].

YpoBeHb yoeauTeIbHOCTU pekomeHaanuii [la (YpoBeHb JOCTOBEPHOCTH AOKa3aTeabCcTB C)

e PexkomeHpyeTCsl BCeM IalueHTaM, Bkiawdas geteii, ¢ roCI'XC rocie MOCTaHOBKM AMarHosa
rpoBefieHMe KopoHapoaHruorpadmu WiM MYJbTUCIUPATbHON KOMITbIOTEPHON ToMorpadum
(MCKT) KopoHapHbIX apTepuii € KOHTpacTMpOBaHMeM [JiSI  OLIEHKM  CTeleHu
aTepOCKIePOTUYECKOr0 ITOPaKeHMsI KOPOHAPHBIX apTepuii [1, 33].

VpoBeHb yoeauTeIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTH A0Ka3aTeabCTB C)



3. Jleuenue

e PekomeHAyeTCS HANpaB/siTh Jull C BbIsiBIeHHO CI'XC B IIeHTpbHI, Cienuaausupylounmecs Ha
JIeYeHN HapyUIeHUi JIUIIMIHOTO OOMeHa C LIeJbl0 TOATBepKIeHMs OUarHo3a, onpeneneHus
TakKTUKM JieueHUs], MPOBeNeHMs KacKaJHOTO CKPMHMHIA U JUCHaHCEePHO-AVMHAMMUUECKOTO
HabmopeHus [29, 32].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEpHOCTH A0Ka3aTeabCTB C)

3.1. HemegukaMeHTO3HOe jieueHue (Bce ManMeHThbl)

e PekomeHpmyetcst BceM maiyeHTaM ¢ CI'XC BHe 3aBMCMMOCTM OT MX BO3pacTa B 006s3aTe€IbHOM
MOPSIIKE TTPOBOAUTH KOHCY/IbTHPOBAHME IO BOIIPOCAM AMEThI, p131UeCcKoii aKTUBHOCTHU, 06pa3a
kusHM [1, 29, 30, 118, 119].

VpoBeHb yOenuTeaIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTH S0Ka3aTenbCTB C)

e PekoMeH[IyeTCsI 1aBaTh PEKOMEHJAIMNU 10 3[0POBOMY MUTAHUIO U (HU3UUECKON aKTUBHOCTU
nauyenTy ¢ CI'XC npu Kaxkzom Bu3uTe K Bpauy [30, 118, 119].

VpoBeHsb yoenuTeabHOCTH pekomenganuii I (YpoBeHb JOCTOBEpPHOCTH JoKa3aTeabcTB C)

Kommenrapum: I[ayuerumst ¢ CIXC Moeym uchsimsl8ams uy8cmeo 6UHbl WU CMblid, eciu OHU
Hapywaiom duemuueckue peKoOMeHOAyuu Uuau eciu NoayuyeH aHalu3 ¢ HeHAONemaujum YpoeHem
xonecmepuHa. HpagoyuumensHaili n00x00 npu KOHCYJIbMUPOBAHUU NO 80NPOCaM KoppeKyuu o6pasa
MU3HU U Ouembl MOxem YCUIUBAMb 6blUEYKA3AHHble Uy8cmea y nayueHmos, umo Heo6X00uMo
YUUMbIBAMb NPU KOHCYNbMUPOBAHUU hayueHmos [41].

3.1.1 IueTa

e Pexkomenpyetcst Bcem nanyenTtam ¢ CI'XC ¢ uenbio cHmkeHus: ypoHsi OXC u XC-JIHIT u pucka
pasButust CC3 cobmofieHne OMeThl ¢ OrpaHnYeHneM MMoTpe6IeHsT HaChIeHHbIX KUPOB (<7%
OT TOTPeOIsIEMBIX KaJl/meHb) M TPaHC-KMPOB (< 1% Kaj/meHb) 3a CUeT BBEOEHMSI B PaIiOH
MOHO- (HepadMHMPOBAHHOE OJMBKOBOE MAaca0) ¥ IIOJIMHEHACBINIEHHBIX (HeraJIbMOBbIE
pacTuUTeNbHbIE Maciia) JXUPHBIX KUCIOT B KOJIMUYECTBe, obecrieunBaionieM mo0 30% CYyTOUHOTO
Kajopaxa [63, 64, 65].

VpoBeHb yoeauTeIbHOCTY pekomMeHganuii Ila (ypoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB B)

e Pexomenpyercsi Bcem mnanmeHtam ¢ CI'XC ¢ penpo cHuwkeHusi ypoBHS OXC m XC-JIHII
OTpaHMYUTD MIOTpebeHne xonectepuHa no 200 mr/oens [1, 29, 66].

YpoBeHb YOeauUTeIbHOCTY peKoMeHaanuii I (ypoBeHb OCTOBEPHOCTH JoKa3aTeabCTB C)

e Pexkomenpyercsi Bcem mnauueHtam ¢ CIXC c¢ menpio cHuskeHus ypoBHS OXC m XC-JIHIT
peryjsipHoe ToTpebjeHne MuiyM, 60TaToi PacTUTEIbHOM KIeT4aTKoil (110 KpaiiHeil mepe, 5
Top1uit oBolei u GPyKTOB B eHb) [67, 68].

VpoBeHb yoeauTeIbHOCTY peKOMeHaanuii I (ypoBeHb JOCTOBEPHOCTH OKa3aTeIbCTB A)

e Pexomenpyercss BceMm mauueHtam ¢ CIXC c¢ penpio cHwkeHus ypoBHs OXC u XC-JIHIT
perysipHoe TIOTpebeHre MUIIEBBIX MPOAYKTOB, OOOTAIEHHBIX CTAHOJMAMM U CTeposiamu [69,
70].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHAauuii I (ypoBeHb OCTOBEPHOCTY JOKa3aTeIbCTB A)

e PeroMeH[lyeTcsl KOHCYIbTMpPOBaHMe poauTeneii mnanyeHta ¢ CI'’XC BpauoM-IMeTONOroM IO
BOIIPOCAM 3J0POBOTO TUTAHMSI pebeHKAa, HauMHas C Bo3pacra 2 JjeT. [ueTuyeckue
peKOMeHJalMy aHAJIOTUYHBI peKOMeHAanusM st B3pocibix ¢ CIXC, ogHako HEo6XOmAMMO
co6momaTh 0CO6YI0 OCTOPOXKHOCTb, 4YTOObI M30€kaTh HeJoCTaTKa Kajaopuii (eciu Bec
HOpPMaJIbHbIN), ¥ KOHTPOAMPOBATh KPUBYIO pocta [20, 129].



VpoBeHs yoenurTensHOCTU pekomeHganuii I (YpoBeHb JocTOBEpHOCTH JOKa3aTeabCcTB C)

3.1.2 ®usuueckass aKTUBHOCTb

e Pexomengyercs Bcem mnanueHtam ¢ CIXC ¢ wenpo cHmkeHusi ypoBHsS OXC, XC-JIHII,
TPUIULIEPUOOB U moBbieHuss XC-JIBII aspobHast ¢usnueckass aKTUBHOCTb YMepPeHHOI
MHTEHCUBHOCTY (WJIM BBIIlIE 110 COTVIACOBAHMIO C BpauoM) 10 MeHblleil Mepe 30 MUHYT B IeHb B
TeueHMe He MeHee ueM 5 JTHeil B Hemesto. JIuil, KOTOpbIe TI0 COCTOSIHUIO 3[I0POBBSI, HE MOTYT
BBITIOJIHATh YMEPEHHO MHTEHCUBHYIO (M3MYECKYI0 HAarpysky, HEOOXOAMMO MOTUBMPOBATb K
BBITIOJTHEHUIO MaKCMMaJIbHO TTepeHOCUMOI1 I HUX Gu3uueckoii akTuBHOCTH [71, 72, 73].

VYpoBeHb YOeauTeIbHOCTU peKoMeHauuii I (ypoBeHb OCTOBEPHOCTY JOKa3aTeIbCTB A)

¢ PekoMeH[yeTCs TIpy BbIGOpe (P131uecKoii aKTMBHOCTY OTAaBaTh IPeAIouTeHye TOl, KOTopast
6bl7ia ObI MaKCMMaJIbHO AOCTYITHA [JIs1 MMal[ieHTa B eXKeJHEeBHOM pekiuMe, K IpumMepy, 6picTpast
xoib0a, MoAbeM I10 JIeCTHUIIE, e3/1a Ha Benocurene [30].

VpoBeHb YOeAUTETLHOCTM peKoMeHAauii I (ypoBeHb O0CTOBEPHOCTY A0Ka3aTeabCTB C)

3.1.3 OTKas oT KypeHus

e PexkomeHpayeTCsl OOBOOUTH OO CBeNEeHMSI BCeX KypsIIMX TMalMeHTOB C YCTAaHOBJIEHHBIM
nuarHozoM CI'XC mH(opManuio 0 Heo6X0AMMOCTY ITOJIHOTO OTKa3a OT KypPeHUsl, TOCKOJIbKY OHU
y3Ke MMEeIOT BbICOKMIA pyck pas3Butusi CC ocioxkHeHuit [74, 75, 76].

VpoBeHBb yoeauTeIbHOCTY peKOMeHaanuii I (ypoBeHb JOCTOBEPHOCTH K0Ka3aTeIbCTB A)

e PexkoMeHIyeTCsl NOBOOMUTb [0 CBeIeHMS] BCeX HEKypsSIIMX IallIeHTOB C YCTAHOBJIEHHBbIM
nuarHosoMm CIXC, B TOM uymc/e MOLPOCTKOB, MH(MOpMAaIM0 0 HEOOXOOMMOCTM M36eratb Kak
aKTMBHOTO, TaK ¥ [TaCCMBHOTO KypeHMsI, IOCKOIbKY OHM yKe MMeIOT BBICOKMII pyuck passutus CC
OUIOXKHeHui [77, 78].

VpoBeHb yoeaquTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTH T0Ka3aTeIbCTB A)

e PexoMeH[yeTcsI C 11eIbI0 MOBbILIeHNs 3 QeKTUBHOCTY OTKa3a OT KypeHNsl aKTMBHO NIPUMEHSITh
apmakonornueckue moaxonsl [79].

YpoBeHb YOeaUTeILHOCTY peKoMeHAanuii I (ypoBeHb OCTOBEPHOCTH JOKa3aTelIbCTB B)

3.2. MegukaMeHTO3HOe JieueHe B3POCIbIX MallieHTOB

3.2.1 OO01Me MoJIoKeHMS IJIs reTepo- u romo3urotTHoi CI'’XC

¢ PekomeHpayetcst uHGopmMupoBaTh nanyueHToB ¢ CIXC 0 Heo6X0aAMMOCTHM TUITOIUITNAE MIUUECKO
Tepanuu B TeUeHMe BCeil SKM3HU ¢ 1enbio mpodunaktuky pa3sutus CC ocnoxuennit [80, 81, 84].

VpoBeHb yOenuTeTbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTH JOKA3aTENLCTB B)

e PexomeHIOBaHHbIN 1eyieBol ypoBeHb XC-JIHII myast B3pocibix manueHToB ¢ CI'XC, nMmenmmx
x0Ts1 661 0fHO CC3 aTepoCK/IepOTUYECKOro reHe3a, CocTaBisieT MeHee 1,5 mmonb/n [82, 83, 87].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTH A0Ka3aTe/lIbCTB B)

e PexkomeHA0BaHHbIN LeneBoit yposeHb XC-JIHIT gyist B3pocnbix naunueHToB ¢ CI'XC, He uMeroumx
B aHamMHe3e CC3 aTepoCcK/IepOTUUECKOTo reHe3a, CoCTaBIseT MeHee 2,5 MMOJIb/J1 [84, 86].

VpoBeHBb yoeaUTeIbHOCTU peKOoMeHganuii I (ypoBeHb JOCTOBEpHOCTH JOKa3aTe/lIbCTB B)

¢ PekomeHyeTCSI BCEM B3pOCIBIM IAlMEHTAM C YCTAHOBJEeHHBIM auarHo3om CIXC Ha3HAUUTHh
Tepamnmuio CTaTMHAMM B BBICOKOMHTEHCUBHOM PEXMME C IEIbI0 JOCTVKEHMS 11€JIEBOTO YPOBHS
XC-JIHIT [83, 85].



VpoBeHBb yoeaUTEeIbHOCTY peKoMeHanuii I (ypoBeHb JOCTOBEpHOCTH JOKa3aTe/lIbCTB B)

KomMeHTapum: BbICOKOMHTEHCUBHASI Tepamusl CTAaTMHAMM [OApAa3yMeBaeT Ha3HaueHue
aropBactraTuHa™* B go3e 40-80 mr/cyTku miu posyBactatuHa** - 20-40 M/CyTKM.

e PekomeHpayeTrcsl y B3powibix jul ¢ CIXC cTpeMMTbCS K HasHAaYeHUI0 MaKCHMMAaJIbHO
pPeKOMEeHOOBaHHbBbIX (COI‘JIaCHO MHCTPYKUMU I10 HpI/IMEHeHI/IIO) MM MaKCMaJIbHO ITI€epeHOCUMBbIX
JI03 CTaTUHOB [83, 85].

VpoBeHBb yoeauTeIbHOCTU peKoMeHanuii I (ypoBeHb JOCTOBEPHOCTHM TOKA3aTeabCTB B)

3.2.2 Tonmo/iHeHMe K JIe4YeHUI0 B3pocibIx ull ¢ reCI'XC

e PekomeHAyeTcsl HasHauuTh 33eTuMub** 10 mr/cyr w/mwin uHruoutop PCSK9 B3pocibiM
nanuentam c¢ CIXC B wiyyae, eciM Ha3HaueHMe CTATMHOB IPOTMBOIIOKA3aHO WM MMEETCS
JOKa3aHHasl HellepeHOCMMOCTb cTaTuHOB [179, 180, 181, 182, 183].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHAanuii Ila (YpoBeHb JOCTOBEPHOCTH 1OKAa3aTeIbCTB B)

KommeHTapumn: OnpedesieHue HenepeHOCUMOCMU CMAMUHOE (8biNOJIHEHUE 6CeX NepeuuceHHbIX
ycnosuti [184]):

1. HenepeHocumocmos Kak MUHUMYM 2-X CMAmMuHo8, 00UH U3 KOMOPbIX 8 MUHUMALHOL cmapmosoti
do3e, smopoli - 8 11000l 0o3e.

2. HenepeHocumocms 8blpaxcaemcss 8 pdazeumuu hodmeepuc0eHHblX, HenepeHOCUMbIX NOOOUHBIX
2(pdexmos, accoyuupoBaHHbIX ¢ NPUEMOM CMAMUHO8, UNU 3HAUUMOM OMKIOHEeHUU J1a60pamopHbsIx
nokazameeti.

3. Hcue3HogeHue uiu ymeHvuleHUe NnposiesieHull no6ouHsix 3exmos Ha oHe ymeHvuleHUs 003bl
CmamuHa uiu npekpawjeHus ezo npuema

4. Pazgumue nobGouHvlx 3ppekmos He O00JIHHO Oblmb  00YCN0871€EHO  JIeKAPCMBEHHbIMU
s3aumodelicmeusmu  uiau  Opy2umu  COCMOSIHUAMU, NOBbIUAWUMU PUCK HenepeHOCUMOCmu
cmamuHos

¢ PekoMeHyeTCs Ha3HAUUTh 33eTuMu6™** 10 mr/cyt u/mam nurn6utop PCSK9 B KoMOGMHALIMM CO
cTaTMHaAMM B3powibiM MamyueHTaMm ¢ CI'XC B orydae, eciu Ha ¢GoHe IpMemMa MaKCUMMaJIbHO
pPeKOMeHIOBaHHBIX (COIVIACHO MHCTPYKLMM 10 TPMMEHEeHMI0) UM MaKCMMaabHO IIepeHOCUMbIX
MMaIeHTOM 103 CTaTMHOB ypoBeHb XC-JIHII ocTaeTcsl BbImie 2,5 MMOJb/JI IPU OTCYTCTBUU
vy Beiie 1,5 mmonb/n nipu Hanmuuu CC3 atepockiepoTnyeckoro reHesa [88, 91, 92, 93, 94,
95].

VpoBeHb yoeauTeIbHOCTY pekomeHnganuii Ila (ypoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB B)

KommenTapumu: Boibop mexcdy 3zemumubom unu uHeubumopamu PCSK9 donxcen nposodumscs,
ucxo0s u3 Heobxodumoti 011 docmudiceHust yesie8oz2o yposHs cmenenu cHuxceHus XC-JIHII, npuHumas
80 BHUMAHUe, Umo 33emumub ymeHouiaem yposeHv XC-JIHII npumepHo Ha 20%, a uneubumopst PCSK9
- Ha 60%. Uneubumopst PCSK9: 260n10kymab™* 140 mz n/k 1 pas 6 2 nedenu uau anupoxymao* 75-150
Mz n/k 1 pa3 e 2 uedenu. [lanHas cxema 000CHOBAHA K NPUMEHEHUI0 Makxe 8 amOyJiamopHbiX
YC08USX, YCI08UAX CMAYUOHAPA, OHE8H020 CMAUUOHapa (8KAKUAs NAYUEHNMO08, HYHOAUWUXCS 6
npumeHeHuu memooa agepesa. Cm. Huxce paszden 3.5).

3.2.3 lonosiHeHKe K JTedeHNI0 B3pOouiIbIxX jaul, ¢ roCI'XC

e PekoMeHIyeTCsl HasHauMThb 33eTuMM6** 10 Mr/cyT u/munu 3Bonokyma6™* 420 mr m/k 1 pas B
Mecsi maiueHTtamM ¢ roCrXC>12 jer, He mnomydaromuMm JIIT adepes, MDOMOTHUTENBHO K
MaKCMMaJIbHO TTOJ0OpaHHOI Tepanuu CTAaTUHAMU B CTyuyae, eciiu Ha GoHe UX MpuemMa ypoBeHb
XC-JIHIT ocraercsi BbImie 2,5 MMOJb/T NPU OTCYTCTBUM WM Bbilie 1,5 MMOJb/I MpU
Haymmuny CC3 aTepockiepoTuyeckoro renesa [96, 115].

VpoBeHb yoeauTeIbHOCT pekoMeHaanyii Ila (ypoBeHb JOCTOBEPHOCTH JOKa3aTeabCTB B)

Kommenmapuii: B nacmoswuti MomeHm cpedu uHzubumopos PCSK9 monbko 38010Kymab umeem
nokasaHue 0ns neueHust 20CI'’XC ¢ 12 nem.



e PekoMeHAyeTCsl HasHAUUTDh 33eTUMUO™* 10 Mr/CyT u/Wimu 9BOJOKyMa6b™* 420 mr m/k 2 pas B
Mecsi1 B cooTBeTcTBUM C Tpadwmkom JIIT adepesa maumentam c¢ roCI'XC, momyuatomym JIIT
adepes, TOMOTHUTETHHO K MaKCUMAaIbHO MMOAOOPAHHOI Teparuy cTaTUHaAMM B CTydae, ecii Ha
done ee mpuema ypoenb XC-JIHIT ocTaeTcs Bbiie 2,5 MMOJIb/J/I IPU OTCYTCTBUY VJIM BBIIIIE
1,5 mmoub/n ipu Hasmmuny CC3 aTepoCcKIepoTUYeckoro resesa [96, 177].

VpoBeHsb yoenuTeIsHOCTU pekoMmeHganuii Ila (ypoBeHb JOCTOBEPHOCTY JOKa3aTeabCcTB B)

Kommenrapun: bosee nodpobHo nokasaumus 01 npoeedeHus JIII agepe3a npusedeHvt 8
coomeemcmaywuiem pasoene OaHHbIX peKOMeHOayuti.

3.3. MeguKaMeHTO3HOe JiedeHle MalieHTOB JeTCKOro BO3pacTa

3.3.1 O011ee MOJIOKEHUS IJIsl reTepo- ¥ romo3uroTHoi CI'’XC

e PexkomeHA0BaHHbIN 1eneBoit ypoBeHb XC-JIHIT y manpunkoB u geouyek ¢ CI'XC B Bo3pacre 1o
10 et cocrasiset <4,0 mmounb/1 [1, 29, 30, 97, 98].

VpoBeHb yoeauTeIbHOCTU pekoMeHaanuii Ila (YpoBeHb JOCTOBEPHOCTH AOKa3aTenbCTB C)

e PexomeHnoBaHHbIN 1eneBoii ypoBeHb XC-JIHIT y manpumkoB u meBouek ¢ CI'XC B Bo3pacre
crapure 10 et cocrasmsiet < 3,5 mmonw/n [1, 29, 30].

VpoBeHb yoequTeIbHOCTY pekoMeHganuii Ila (ypoBeHb JOCTOBEPHOCTH AOKa3aTeabCcTB C)

e PexomenpoBaHHbIN LeneBoii ypoBeHb XC-JIHIT y pereitr ¢ CIXC npu Hammumm CC3
aTepOCKIepOTUYECKOro reHesa cocrasisieT < 1,8 mmonb/a [31].

VYpoBeHb yoenuTeIbHOCTY pekoMeHAanuii IIb (ypoBeHb JOCTOBEpPHOCTH AOKa3aTeabCTB C)

e PexkomeHAyeTCsl B KaueCTBe MpernapaToB nepBoii imHuu gis nedenuss CI'XC y gereit Ha3HavyaTh
CTaTWHbI, OFOOPEHHbBIE TSI KIIMHUYECKOTO MPUMEHEHMS B AeTCKOM Bo3pacte [99 -107 |.

VpoBeHb yoeauTeIbHOCTU pekoMeHaanuii Ila (YpoBeHb JOCTOBEPHOCTY JOKa3aTenbCcTB B)

KommenTapuu: B Hacmoswuii momeHm 8 PD 0ns neueHus eunepxosiecmepuHemuu y demeii ¢ 2eCI'XC
3apezucmpuposansl amopsacmamui ¢ 10 nem, cumgacmamui ¢ 10 nem u gnysacmamun c 9 sem.
O0Hako 6 danvHeliwem Opyzue CmamuHsl Mo2ym NOJIydums NOKA3aHUus Osl HA3HA4eHUsl 8 0emcKOM
eospacme. Tak, 6 CIIA u EC oOna neuenus oOemeii ¢ CIXC 10 nem 0000peHsl CUMBACMAMUH,
Jloeacmamut, amopsacmamut, ¢aysacmamut. Kpome mozo, npasacmamut 0do6peH ¢ CIIIA ¢ 8 nem,
a posysacmamut - ¢ EC ¢ 6 iem [51].

e PekoMeHyeTCs HA3HAUUTD 33eTUMMO™** 10 Mr/cyT B KOMOMHALIM €O cTaTuHaMu meTsm ¢ CI'XC,
et Ha (OHe TIIpMeMa MaKCMMaJTbHO PEKOMEHIOBAHHBIX (COIJIACHO WHCTPYKLUM IO
MIPUMEHEHNIO) MJIY MaKCYMMaJIbHO ITePeHOCHMBIX MTAallIEHTOM 103 CTATUMHOB HE YIAeTCs JOCTUYb
0603HaYeHHBIX BbIlIe IieseBbIxX ypoBHeit XC-JIHII [1, 29, 30].

YpoBeHb YOeaUTEeIbHOCTY peKoMeHAauuii I (ypoBeHb JOCTOBEPHOCTH AOKa3aTeabCcTB C)

KommenTapum: B Hacmoawjuti momeHm 8 P azemumul™** 10 mz/cym 3apezucmpupos8aw 071 jeueHus
2unepxonecmepuxemuu y demeti ¢ 2eCI'’XC ¢ 10 nem.

¢ PekoMeH[IyeTCsI HA3HAUUTD 33eTUMuU6** 10 mMr/cyT B Bue MmoHoTtepanuu getsim ¢ 10 set ¢ CI'XC
B CIy4yae, eCIM Ha3HaueHMe CTAaTUHOB I[IPOTMBOIIOKA3aHO WM MMeeTCs [OKa3aHHas
HeIepeHOCUMOCTb CTaTUHOB [30].

YpoBeHb YOeauUTeILHOCTY peKoMeHaanuii I (YypoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

¢ PexkomenayeTcst uHGOPMMUPOBATH AeTel C yCTAaHOBIeHHbIM quarHo3oM CI'XC u ux ponuTesneit o
HeoOXOOMMOCTY T'UITONIMIMIEMMUUYECKO) Tepamnuy B TedyeHMe BCeil JKUM3HM C  LeIbIo
npodbumnaktmku passutusi CC ocmoskHeHwmii [30, 84, 99].

VpoBeHb yOenuTeIbHOCTY peKoMeHganuii I (ypoBeHb JOCTOBEPHOCTH S0Ka3aTenbCTB C)



e PekoMeH[IyeTCsI MPOBOIUTD PETY/ISIPHBbINT MOHUTOPUHT pa3BuTusi peberka ¢ CI'XC ¢ yyactnem
Bpayva-IiefuaTpa U Bpauya-IeTCKoro kapguonora [1].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanyii I (ypoBeHb I0CTOBEPHOCTH JoKa3aTeabcTB C)

3.3.2 [lonmosiHeHMe K J1eueHn1o gereii reCI'’XC

e PexomMeHAyeTCs MHULIMMPOBATD TePaNMIo CTaTMHAMM, HaUMHAs C HU3KMX 103, KaK Y MaJb4MKOB,
TaK " y leBOYEK C yCTaHOBJIeHHbIM nuarHo3oM reCIr'’XC ¢ Bo3pacta 8 jieT u crapiie B ¢iyyae,
ec Ha (oHE KOPPEKUMM IMEThI M YPOBHS (pusmueckoii akTuBHOCTH XC-JIHIT ocTaeTcst BbIIle
YKa3aHHBIX 11eJIeBbIX 3HaUeHUii, KaK MMHUMMYM IIPU OBYX MOCTAE€LO0BATeIbHbIX M3MepeHusxX [1,
29, 100].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb J0CTOBEPHOCTH JOoKa3aTeabcTB C)

3.2.3 JlonnosiHeHMe K J1eueHuIo geteii ¢ roCI'’XC

e PekomeHpayetcs HabmopeHue neteit ¢ roCI'XC B eHTpax, ClenMaaIu3UPYIOIINXCS Ha JIeYeHU
HapylieHuit JUMUIHOro o6MeHa, Tak Kak JeTu ¢ ToCI'XC OTHOCSTCS K IPYIIe OYeHb BbICOKOTO
pucka pa3BuTus paaHux (go 20 ieT), B Tom uncie datanbhbix, CC ocnoskHeHnit [29,32].

VpoBeHb yoeauTeIbHOCTU peKoMeHaanuii I (ypoBeHb I0CTOBEPHOCTH JOKa3aTeabCTB C)

e PekOMeHIyeTCs HauaTh rUnoannuaeMmueckyro tepanuto geteii ¢ roCI'XC Kak MOXHO paHbIile
110CjIe ITOCTaHOBKY AyarHosa [29, 109].

VpoBeHb yoeauTeIbHOCTY peKoMeHanmii I (ypoBeHb JOCTOBEpHOCTH A0Ka3aTeabCTB C)

e PexomeHIyeTCS HA3HAUUTh MaKCMMaJIbHO ME€PeHOCUMYIO0 Tepanuio CTaTMHAMM B COYETaHUM C
33eTMMU60M** 10 MI/CyT C 1Ie/TbI0 AOTIOMHUTENbHOTO CHMKeHus1 XC-JIHIT [29, 109-115].

YpoBeHb YOeauUTeIbHOCTY peKoMeHaanuii Ila (ypoBeHb JOCTOBEPHOCTH 1OKAa3aTeIbCTB B)

e Pexkomenpyetcst y peteil ¢ roCIXC B Bo3dpacTe >12 jieT B (iyyae HeNOCTVDKEHMUS 11€/1€BOTO
ypoBHSI XC-JIHIT 106aBUTh K KOMILJIEKCHO MeIMKaMEHTO3HOM Tepamnuiu 3BoJoKyMa6™* 420 mr
/K 1 pa3 B MecsIl TPy OTCYTCTBUM MJIM 9BOJOKYMa6™* 420 Mr 11/K 2 pasa B MeCsIL] TPy HaJIMIumn
comryterBytomiero JIIT adepesa [96, 177].

VpoBeHb yoeauTeIbHOCTU pekoMeHganyii IIb (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeabCTB B)

Kommenmapuii: B Hacmoswuti momeHm cpedu uHeubumopos PCSK9 monvko 38070Kymad umeem
noxasatue ons jieueHus: 20CI'XC ¢ 12 nem.

3.4 Adepes TUIIONIPOTEUIOB

Adpepe3 nunonpomeudos (JIII agepe3) — epynna cenekmusHslx Memodos 3IKCMPAKOPNopanbHoli
2eMOKoppeKyuu, obecneuusarowjux ceJieKmugHoe u 3¢gekmugHoe yoaieHue u3 Kposu xojuecmepuHa u
amepozeHHbIX TUNONPOMeuUdos.

Cywiecmeyem 6 memodos JIII agpepe3a, uchonw3ylowux pasiuuHvle C8oLiCMea amepozeHHbIX
aunonpomeudos 01 ux yoaneHus U OA3UPYIOWUXCA HA PA3HbIX MEXHONO02USX: KACKAOHAas
niasmoQuibmpayus, — AUNUOHAS — QuaBMpayus, — 2enapuH-uHOyyuposamHas — npeyunumayus
Junonpomeudos, a@uHHas naasmo- U  2eMocopOyUs  AUNONPOMeudos,  UMMYHOCOPOUUS
Jlunonpomeudos.

B ocHose yoanenus aunonpomeudos npu KackadHoti u JunudHoli punsmpayuu aexcum ux pasmep, npu
2eNapuH-uHOyyuUpoBaHHoll npeyunumayuu Jaunonpomeudo8 - CcnocoOHOCMb JUNONPOMeudos K
0Ca}c0eHU0 8 NPUCYMcmeuu zenapuHa npu docmuxceHuu pH nnasmot yposHs 5,2, npu agppurHolii u
UMMYHHOU copOyuu — usauko-xumuueckue u OUOXUMUUECKUE C80UICMea anobenkos, 8X00AWUX 6
cocmas aunonpomeudos.



Bwibop npednoumumensHozo memoda JIII agepesa onpedensemcsi 0CO6EHHOCMAMU KOHKPEMHO20
nayueHma u 603MOXCHOCMAMU JieueOH020 yupexcOoeHus. JIII agepe3 sessiemcs <«30710Mblm»
cmanoapmom yieueHus: 2omo3uzomroti CI'’XC.

e Peromenayetcst mpoBenenue JIIT adepesa mamyenTam ¢ auargosom roCI'XC, HaumMHast ¢ 7 JeT,
peryyisipHO IJUTENbHO C MePUOAUYHOCTBIO 1 pa3 B 1-2 Hefenu B ciayvyae, eiM He yOAeTcs
nmobutbest meneBoro ypoBHsi XC-JIHIT (ueneBoit ypoBeHb st manueHToB ToCIXC 6e3 CC3
aTepoCK/IepOTUYECKOTO TeHe3a COCTaBisieT MeHee 2,5 Mwmonb/n, npu  Hammumm CC3
aTepOCKJIepPOTUYECKOTO reHe3a - MeHee 1,5 Mmoib/) [54, 154-158].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHanuit GPP

e Pexomenpyercsi mpoBemenne JIII adepeza muuam c reCIXC mnpmu Hammumm y Hux CC3,
00yCJIOBJIEHHBIMM ~ aT€pPOCKJIEpO30M, TIPM  HEJOCTATOUHON  3(PPeKTUBHOCTM  W/UIU
HerepeHOCMMOCTY MaKCUMMaabHO BO3MOKHOM MeqVMKaMeHTO3HO JIUMNICHVKAIOIIel Tepanun
B COYETAaHMM C [AueToN. JleueHye MOKHO OCYIIECTBISITbCS MPOTPAMMHO [IIUTENbHO C
TeproaNYHOCTHIO 1 pa3 B 2-4 Hemenu [54, 154, 157, 159-164].

VpoBeHb yoeaquTeIbHOCTY peKoMeHaanii I (ypoBeHb JOCTOBEPHOCTH S0Ka3aTeIbCTB A)

Kommenrapumn: ITo0 HedocmamouHoli 3¢gekmusHocmpio MeOUKAMeHMO3HOU JunudcHuxcaroujet
mepanuu NOHUMAarm cryuau:

e K020a y nayueHmos ¢ CC3, 00ycn081eHHbIMU amepocKaepo3om, yposeHo XC-JIHII ocmaemcs 8biuie
4,1 MMONb/N nocne 6 mecayes MAKCUMANbHO B03MOMCHOL MeJUKaAMeHmMO3HOU JUNUOCHUMaowet
mepanuu 8 couemanuu ¢ ouemoti;

e K020a cywecmgylom o00seKmusHble 00KA3aMenbCmed NnpozpeccuposaHus amepockieposd, Odxce
Hecmompsi Ha docmuceHue 6oJiee HU3Kux ypogHeli XC-JIHII, a maksce umerom mecmo pecmeHo3bl
nocie pesackynapusupyrwux onepayuii Ha cocyoax uau pesackyaspusupyroujue onepayuu Ha
€ocyoax npomueonoKa3aHs! U HE803MOMCHDL.

e JIII acpepe3 pexomeHndyemcs 83pocisim nayuenmam ¢ CC3, 06yc10871€HHbIMU AmMepocKaIepo3oM npu
2eCI'XC 6 couemanuu gvlcokum ypoeHem aunonpomeuda(a) [/In(a)] > 60 me/on 6 cnyuae, eciu He
yoaemcs dobumscst yposHs JIn(a) < 60 mez/on. JleueHue OO0JIHCHO OCYUIECBIAMbCA NPOZPAMMHO
onumesnvHo ¢ nepuoduurocmoto 1 pas e 2 nHedenu [157, 165-170).

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEPHOCTH A0Ka3aTe/lIbCTB B)

o JIIT adepe3 pekoMmeHmoBaH Ipu reCIXC mpy oTMeHe MeOMKAaMEHTO3HONM JIMITMICHVDKAKOIIE
Teparnuu B CBsI3U C 6epeMeHHOCTbI0 TTPK BbicOKOM pricke CC ocstoskHeHwmit [54, 171-174].

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii I (ypoBeHb JOCTOBEpPHOCTH A0Ka3aTeabCTB C)

3.5 OcOGeHHOCTH JIeYeHNs JKeHI[MH PelPOAYKTUBHOTO BO3pacTa

¢ PekoMeHyeTcss MH(GOPMUPOBATD KeHIMHY, 60nbHYI0 CIXC, uTo Hammume 3a6oneBanuss CI'XC
caMo 10 cebe He SBISeTCS MPOTUBOINOKA3aHMEM [ 6GepeMeHHOCTM WM TPYSHOTO
BckapmiuBaHus [30, 133].

VpoBeHsb yoenuTersHOCTU pekoMeHganuii I (YpoBeHb J0CTOBEPHOCTHU JOKa3aTeabcTB C)

KommenTapun: JKenuwuHot ¢ CI’XC, komopsle naaHupyrom b6epemMeHHOCMb Ui 6epeMeHHbl, 00JIHCHbI
npotimu 3xkcnepmuoe 06cnedo8aHue KaxK y euHekonozd, mak u y xapouonoza. Heob6xoduma oyeHka
pucka uuiemMuueckoli 6one3Hu cepdya, a makxie UCKIUeHUe CmeHo3d aopmbol, Ymo 0C06EHHO B8AXCHO
ona weHwuH ¢ 20CI’XC. Bonpocsl ommeHsl eunoaunudemuueckoti mepanuu neped naaHupyemoti
bepemeHHOCMbI0 NpedcmasieHsl 8 paszoene «JleueHuies.

e PexkoMeH[yeTcsl KeHIIMHAM DPeNPOAYKTUBHOTO Bo3pacTa ¢ ayarHo3oMm CI'XC monb30BaThCs
HaJeXHbIMM MeToJaMM KOHTpalenuuy (KOMOGMHMPOBaHHbIE OpajlbHble KOHTPALleNTUBBHI,
BHYTPMMAaTOUYHbIe YCTPOICTBA, 6GapbepHble MeTOoxbl) Ha (oHe Mpyuema IMIIONUITUIEeMUYECKON
Tepanuu [1, 29, 116].

VYpoBeHb YOeaUTEIbHOCTY peKoMeHAanuii I (ypoBeHb OCTOBEPHOCTH JOKa3aTeabCTB C)



¢ PekoMeH[IyeTCs JKeHIIMHAM PEerpoayKTUBHOTO Bo3pacTa ¢ nuarHo3oM CIXC oTMeHUTD JT06YI0
TUMIOMUNMIEMMYECKYI0 Tepanuio He I03JHee, YeM 3a 3 Mecsila [0 IIpeKpalleHus
NpefoxXpaHeHus: OT 6epeMeHHOCTM U He BO300OHOBJSAThH €€ MpPUeM A0 OKOHUYAHUS TPYLHOTO
BcKapmimBanus [29, 30, 116].

VYpoBeHb YOeaUTEILHOCTY peKoMeHAanuii I (ypoBeHb IOCTOBEPHOCTH HOKa3aTelbCTB C)

e  PerkomeHAayeTcss B ClIyyae He3alUIAaHMPOBAHHOV OGepemeHHOCTM skeHIMHe ¢ CIXC
He3aMe[JUTeNbHO IPEeKPaTUTh IpueM JII0ObIX TUIIOIUINAEMUUYECKUX CPEeICTB U CPOYHO
MIPOKOHCY/IBTMPOBATHCS CO CBOMM JieyaliM BpadoM [1, 29,116].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii Ila (ypoBeHb JOCTOBEPHOCTH AOKa3aTeabCcTB C)

e PekoMeH[IyeTCsI B (Jlyyae HaCTyIUIeHUs1 6epeMeHHOCTH Y KeHIMHbI ¢ reCIXC U cOMmyCTBYIOMUM
CC3 arepoxiepotudeckoro renesa mmu ¢ roCI'XC nposenenue JIIT adepesa Bo BpeMs BCEro
repuona 6epeMeHHOCTM U TPYIHOTO BckapMmimBauus [29, 31, 54, 116, 117, 171-174].

VpoBeHb yoeauTeIbHOCT pekoMeHaanyii Ila (ypoBeHb JOCTOBEPHOCTH AJOKa3aTeabCcTB C)

KommeHnTapumn: JKenwjunam ¢ 20CT'’XC, menaroujum 3abepemeHems, J0JI#HO Oblmb peKOMEH008AHO
mujamenvHoe 006cne008aHuUe C NOCIEOYOWUM peuleHuemMm 80npoca 0 NOMEHYUANbHbIX puckax 0is
6yodyuieti Mamepu u niood.

3.6 IIpodmnakTrKa pasBUTHUS aT€POCKIEP03a M ero OCI0KHEeHMIt

e Pexkomenpyercsi nanyeHtam ¢ CI'XC BHe 3aBUCMMOCTM OT Hammumsi mam otcytctBus CC3
aTepOCKIepPOTUYECKOr0 TeHe3a KOpPPeKTUPOBATh BO3AENCTBME TakKuxX (aKTOpPOB puckKa
aTepockiepo3a, Kak Al, kypenue, CJI, moBbllieHHbIi ypoBeHb TI' (>1,7 MMOmb/m), HU3KUIA
yposeHb XC-JIBII (<1,0 MMO/b/NT y MY>XXUMH 1 <1,2 MMOJIb/N Y )KeHIIMH), oxkupeHnue [20, 47, 128].

VpoBeHb yoequTeIsHOCTU pekoMeHganuii I (YpoBeHb J0CTOBEPHOCTH JOKa3aTeabcTB C)

KommenTapum: Bonpocsl Ouemsl, (Gu3uueckoll axkmueHocmu U 6030epuaHus om KypeHus y
nayuermos ¢ CIXC nodpoGHo npedcmasneHsl 8 pasdenax «HemeduxameHmosHoe JieueHue» U
«Peabunuamuyus» 0aHHbIX peKOMeHOayuli.

e Pexkomenpyetcsi jieueHne ATI' m CII y nauyeHtoB ¢ CI'XC mpoBOAMUTb B COOTBETCTBUM C
YTBEPXXAEHHbIMM KIMHNUYECKMMU peKoMeHmauusamu [29, 128].

VpoBeHb yoequTeIbHOCTH pekoMeHganyii I (YpoBeHb OCTOBEPHOCTH JOKa3aTeabcTB C)

e PekomeHpayeTCsl  KOHCyJAbTMpOBaTh  manueHToB ¢ CIXC wm  oxXupeHuem  U/Uan
MHCYJIVMHOPE3UCTEHTHOCThIO TI0 BOIPOCAM CHIDKEHMSI MAacChl TeJla M PAaCUIMpeHus: aspobHOi
dusuyeckoit akTuBHOCTHU [29, 128, 1531].

VYpoBeHb yoenuTeIbHOCTU pekomeHganuii I (YpoBeHb TOCTOBEPHOCTY JOKa3aTeNbCTB C)

e PexkomeHAyeTCS Ha3HaueHMe aleTWICAUIMUWIOBOM KucioThl nauyeHtam ¢  CIXC c¢ CC3
aTepOoCK/IePOTNUYECKOTO TeHe3a C IebI0 CHIKEHMSI PUCKA CepIeYHO-COCYIMCThIX OCTOKHEHMI
[132].

VpoBeHb yoeauTeIbHOCTU pekoMeHganyii I (YpoBeHb TOCTOBEPHOCTY AOKA3aTENIbCTB A)

KommenTapun: ITamozeHe3 CC3 amepockiepomuueckozo zeHe3a y 6onsHuix CIXC He omauuaemcs
om namozerHeza CC3 amepockiepomuueckozo zeHe3a y auy 6e3 CI’XC, 8 c8s3u ¢ ueM pe3ynbmamel
uccnedosanuti, dokazaswux 3¢HekmusHocms ayeMuacaruuinosoli Kucaomol Ons CHUMEHUS PUCKA
cepdeuHo-cocyoucmolx ocnoxcHeHuti y Jauy ¢ CC3 amepockiepomuueckozo zeHedd, mozym 6bimb
akcmpanoauposatst Ha auy ¢ CC3 amepocknepomuueckozo zeHe3a u CI'’XC.



4. PeaOunuranus

e PekomeHAyeTCSl BceM TalMeHTaM C yCTaHOBJIeHHbIM AuarHo3oM CIXC KOHCYIbTUPOBaHME TI0
BOIIpPOCaM MaToreHe3a 3abosieBanust, mocnenctsuii Hammums CIXC mj1st manyeHTa U ero CeMbu
(vuguBuayanbublii CC pucK, HacaemoBaHue 3aboyeBaHMsl meTbMu 6onmbHbIX CIXC u 1mp.),
MeTtomoB jedeHuss CI'XC, ¢akTOpoB pucka aTepocKaeposa, 00s3aTelbHOIM ITOTPEeOHOCTU B
TUIIONUIMIEMUYECKO TepanuMy KakK MeAVKaMeHTO3HOM, TakKk M HeMenuKaMeHTO3HON [1, 30,
118, 119].

VYpoBeHb yoeauTeIbHOCTU pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

KommenTapun: [loxkasaHo, umo 01 JocmudeHust ycnexa 6 peanusayuu meponpusmuti no
peabunumayuu nayueuma ¢ CI’XC (pusuueckas akmusHocmu, 300posoe NumaHue U NPUGepIHeHHOCMb
K JleueHu10) KIUuesylo polb Uzpaiom coyudnbHle yCmaHo8Ku JUMHOCMU, d He 0CO3HAHUE Cepbe3HOCmu
3abonesarus [42].

e PekomeHpmyeTcs Kapauopeabuaurtauus nauueHTam ¢ CIXC ¢ mepeHeceHHbIM CepAeuHO-
cocynucteiM cobbiTeM (MM, OHMK, omepanus peBacky/sipusauuu u mp.) [37].

VYpoBeHb yoeauTeIbHOCTU pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTY JOKa3aTeabCcTB C)

KommenTapun: Kapouopeabunumayus - 3mo cKoopouHUpOBaAHHOE MHO202PAHHOE BMeUIamMenbCinao,
HanpasneHHoe Ha ONMUMU3AYUI0 GU3UUECKO20, NCUXON02UUECKO20 U COYUAIbHO20 (BYHKYUOHUPOBAHUS
nayuenmos ¢ CC3, 00NOIHUMENbHO K CMmabuausayuu, 3amedNeHur0 Nnpozpeccuposaxus u oaxce
06pamHoMy paseumuilo amepockaepomuueckozo npoyeccda, u ecaedcmeue 3Mozo, CHUMawujee
3abonesaemocms u cmepmHocmes. Heomsemniemoll uacmeio peabunumayuu s6Jissemcsi 8mopuuHas
npoguaakmuxa.

Bmecme oHu ekJouaiom e cebsi azpeccusHoe ynpasjeHue pakmopamu pucka (zunepaunudemus, AT,
u30bimouHulli 8ec u oxcuperue, C/I, KypeHue u 0p.), Qusuueckyr peabunumayuro, NCUXoa02u4ecKyro
adanmayur K HAAUYUKD XPOHUUECK020 3ab0jie6aHus U KOHMPONb 3d HAONEHAWum npuemom
KapouonpomekmugHblx npenapamos, yayuuaowux npozHo3 nayueHmos [35, 36].

e PekomeHIyeTCSl peabMINTALMOHHbIE MEPONPMSATMS IPOBOOUTb B  COOTBETCTBUM  C
JeMCTBYIOLIMMM peKOMeHJAUMsIMM [0 peabMiIuTaluy IallMeHTOB C COOTBETCTBYIOIIE
CepreyHo-CoCyIUCTOM Ho3omorueir [121, 122].

VpoBeHb yoequTeIbHOCTU pekoMeHganyii I (YpoBeHb OCTOBEPHOCTH JoKa3aTeabcTB C)

e Peromenpnyercs y maumeHToB ¢ CIXC mepen HavyaJoM BBITIOJIHEHUST JTI000I MPOTrpamMMbl
busnueckux ympakHeHMI OlleHKa KapauanbHOV (yHKUMM (3mekTpokapavorpamma (IKT),
axokapauorpadust (9xoKI'), Harpy3ouHbIii TECT) C IeJIbI0 MCKIIOUEHMS] CKPBITON WIIEeMUU
MMOKapza, aopTajabHOro crerosa [20, 29, 120, 130].

VpoBeHs yoenuTensHOCTU pekomeHganuii I (YpoBeHb JOCTOBEPHOCTH q0Ka3aTenbCTB C)

e Pexomenpyercs nauyentam c CIXC mncuxocouyanbHOe KOHCY/IbTMPOBaHME IICMXOJIOra WK
Bpaua-mncuxorepanenTa [31, 38, 39, 40, 46].

VpoBeHb yoequTeIbHOCTU pekoMeHganuii I (YpoBeHb J0OCTOBEPHOCTHU JOKa3aTeabcTB C)

KommenTapun: ITocmanoska duazno3a CI’XC moxcem nosausimes Ha NCUXOCOYUATIbHOE COCMOsIHUE U
Kauecmeo MU3HU uesi08eKd, 8 C853U C ueM Ncuxosozudeckas nodoepxka nayueHmos ¢ CIXC donxcHa
6vime uacmeto pymurHoti nomouwju nayuenmam ¢ CI'XC [31]. OcobeHHo 3mo 0MHOCUMCS K NayueHmam
¢ 20CI'XC, ¢ maxensim meueHuem 2eCI'XC, nayueHmam, Noayuarwjum JeyeHue mepanesmuieckum
agepesom.

Hayuenmst ¢ CIXC, nonyuawowjue pezyasipHoe JieueHue dagepe3om, coobwawom, umo ux 00Je3Hb
N0BJUS/IA HA UX CEMEUHYI0 U COUUAIbHYI0 HU3Hb, 8 UACMHOCMU, 6071€3Hb 02PAHUYUIIA UX 8 NOJIyUeHUU
NOJIHOYEHH020 00pa308aHus, 6 evlbope npogeccuu. OHU yyscmeyom ceds OMJIUYHBIMU OMm Opy2uXx,
<HOPMAIbHBIX», 1100, a HEKOMOopble CMuldsimcst c80eli 60J1e3HU U NbIMArmcs CKpbimy ee.



IIpobGnempl 3cmemuueckozo xapakmepa, HeOnpeoeseHHOCMs OMHOCUMENbHO JanbHeliulezo paseumust
3a60ne6aHusl NPOBOYUPYIOM IMOYUOHANLHYIO USONAYUI U YCYy2yOnsom ncuxonozuueckue npoonemol
nayuenmos ¢ msixcesoim meueruem CI’XC [38].

Iayuenmot ¢ 2eCI’XC, He cmpadaiouwjue Kakumu-aubo opyzumu 3a60nes8aHusimu, 06bI4HO cuumaom
cebs1 300posbiMU J1I00bMU, 0OHAKO 8 psde Clyuaes Mozym UCNblMbleams NpoOiemsbl, C8I3aAHHblE C
pezysIipHbIM NPUeMOM Npenapamos, U 4ye8cmeo 8UHbl, K020d OHU He coO0dam pekoMeHOayuu no
JleyeHuro [39], npu 3mom, c021acHo paHoOMUu3Upo8aHHOMY UCCe008AHUI0, YPOBEHb MPEBOHCHOCMU U
denpeccuu y Hux He omuuuaemcs om auy 6e3 CIXC [46]. [Todasnsioujee uucio nayueHmos ¢ CIXC
npednouumarom 3Hamo 0 ceoem duazHose [39, 40].



5. IIpodunakruka

5.1 PanHee BboIAB/IeHMe nanyeHToB ¢ CI'XC

e PekomeHAyeTCs ITpOBeieHe MepOpUsITUIA, HAalIpaBAeHHbIX Ha paHHee BbisBieHne CIXC:

- aKTMBHBIV CKPMHMHT B3POCIOrO U AETCKOTO HaceleHUsI C 1e/bl0 BbISIBIEHMSI IUI], C BbIpaXKeHHOIA
I'XC, B T.Y. Ipu IPOBeleHUM IMUCIIaHCepU3alMu, /WK UL, C PAaHHUM MHOVBUIYaIbHBIM WU
cemeliHpIM aHamHe30M CC3 aTepocK/IepoTMYecKoro reHesa (o 55 netr y myxkuuH u 60 et y
JKEHIIH), KCAaHTOMAaT030M M Ja/lbHeIIM MX HallpaBjieHyeM K CllelyaaucTaM, MMeIoyM OIIbIT
paborsl ¢ mamyenTamu ¢ CI'XC;

- IpOBeJieHMe KacKaJHOTO CKPMHIMHTA POACTBeHHUKOB nmaiueHTa ¢ CI'XC [123, 124, 125, 134].
VYpoBeHb yoeauTeIbHOCTU pekoMeHaauuii I (YpoBeHb JOCTOBEPHOCTY JOKa3aTeabCcTB C)

KommeHTapum: Yuumeigas mom ¢axm, umo 8 ocHoge 3aboneganuss CIXC nexcum zeHemuueckoe
HapyweHue, Ha ce2o0HAWHULl JeHb He cywecmgeyem npoguiakmuieckux mep, CNnocoOHbIX
npedomepamume paszseumue CIXC. O0Hako, npuHumas 60 8HUMAaHue, onumesbHoe 6ecCUMNMOMHOe
meueHue CIXC saxcHbiM npedcmasnisemcs: paHHee 6blsigjieHue 3ab0e8aHusl ¢ yeavio KoppeKkyuu
ypoeHs XC-JIHII u npogunakmuku pazeumus CC3.

5.2 luHaMmuUUyecKoe HaO/IoaeHne

e PexkoMeHIyeTcs OMHAMMUuyeckoe HabmomeHne rmanyeHToB ¢ CIXC Bpayom-TeparieBTOM/
reJMaTpoM Win BpauoM-Kapauonorom [135, 136, 137].

VpoBeHb yoequTebHOCTU pekoMeHganyii I (YpoBeHb OCTOBEPHOCTH JOKa3aTeabcTB C)

e Pexomenpyercs maumeHTy ¢ CI'XC Kak MMHMMYM JBe KOHCY/IbTallMM Bpada-kappuonora (1
IepBMUYHas 1 1 MOBTOPHAs KOHCY/IbTALMS Bpaua-KapAuoiora) B rofi € Le/IbI0 OLleHKM COCTOSHUS
CC cucrembl u KoHTposst pazButust CC3. IIpu mog6ope uin KOPPEKIUY TUTIOTUTTAIEMUYECKO
Tepanyy KOJIMIeCcTBO KOHCY/IbTAI[Mii MOXKeT ObITh yBemnueHo [1, 135, 140-141].

VpoBeHsb yoenuTersHOCTU pekoMeHganuii I (YpoBeHb 0CTOBEPHOCTH JOKa3aTeabCcTB C)

KommeHnTapumn: KoHcynsmayust epaua-kapouosnoza ekniouaem 8 cebss onpoc, c6op cemeliHozo
avamuesa, usuxkanvHelli ocmomp, usmepenue AJl, onpedeneHue UHOeKCa MAcCbl mend, usmepeHue
OKPYXCHOCMU MAUlU, KOHCYIbIMUPOBAHUE NO 80NPOCAM KypeHUSl, Xapakmepda NUManus u Guauueckotl
akmusHocmu. TIpu no8MOpHOU  KOHCYIbMayuu nposooumcs: uxHmepnpemayus pesyasmamos
00cnedo8aHus, OyeHKa nposooumoll mepanuu, HasHaveHue/Koppekyus (npu Heobxodumocmu,)
eunoaunudemMuueckoli mepanuu.

e PekoMeHAYeTCS C MeNbI0 OIeHKM 3D (MERTUBHOCTY TUTIOIUITAEMIYECKO Teparmy maieHTam
¢ CI'XC omnpenenenne ypoBHsi OXC, XC-JIHII, XC-JIBIT u TT nipoBoauTh yepe3 8+4 Hemenu nocie
Ha3HAueHNs/KOPPeKLINY Tepanuy, najiee, mocjie mopoopa tepanuu, 1 pas B rog [1, 28, 142, 143,
144].

VpoBeHb yoeauTebHOCTH pekoMeHganyii I (YpoBeHb OCTOBEPHOCTH JoKa3aTeabcTB C)

KommeHTapuu: YposeHs JUnuoHbsx nokasameJieli He00X00UMO OUeHUBAMD C Yelbl P PeKmusHoCmu
npos8ooumoti Kak MeouKameHMmMo3HolL, Maxk u HemeoUKaMeHMO3HOL 2unoaunudemMuieckoli mepanuu.

e PexoMeHAyeTCs C 1ebl0 OLIEHKM [1ePeHOCUMOCTY TUIIONUITUIEMMUUECKO Tepanuy naiueHTam
¢ CI'XC ouenuBathb ypoBeHb AJIT 1 pas B rof [28, 138-141].

VpoBeHb yoeauTebHOCTH pekoMmenganyii I (YpoBeHb OCTOBEPHOCTH JoKa3aTeabcTB C)

KommenTapumn: Eciu yposens AJIT npesbviuiaem HOpPMY, HO MEHbUIE 3 8EPXHUX 2pAHUL HOPMbl, MO
cedyem npoooJixumes nposoouMyio 2unoaunudeMudeckylo mepanuio u uepe3 4-6 Hed. nposecmu
nosmopHoe uccnedosaue ypogHs AJIT. Eciu yposeHs AJIT npessiuiaem 8epxXHiow0 2pavuyly Hopmol 8 3



pasa, mo Heo6X00UMO Npekpamumos npuem CmamuHa (Unu 0py2020 2UNOAUNUOEMUUECKO20 Npenapama,
Ha YCMOmpeHUe 8paud) UWiU CHU3UMs 003y NPUHUMAEMbIX 2UNoJaunudeMuueckux npenapamos,
npoxkoHmpoauposas yposens AJIT uepe3 4-6 Hed. ITocne 8o3spauyerus yposHs AJIT Kk Hopme cnedyem
nonpo6osams ¢ 0CIMOPOMCHOCMbI0 BepHYMbC K nhpexcHemy pexcumy JeueHus. Ecnu ypoeens AJIT
ocmaemcs NOBbIWEHHBIM, NPOBEPUMb Opy2Ue 803MONCHbIE NPUUUHABL.

e Pexomenpyercs nauyeHtam ¢ CI'XC, NpuMHMMAKOLIVM TUIOJIUIINAEMUYECKYI0 Tepamnuio, Ipu
BO3HMKHOBEHMY MbIIIEYHbIX CMMIITOMOB olieHKa ypoBHs KOK [1, 28, 145].

VpoBeHsb yoenuTeIbHOCTH pekoMmenganyii I (YpoBeHb 0CTOBEpHOCTH JoKa3aTeabcTB C)

¢ PekomeHpayeTcs npu HabmogeHun 3a namyentamu ¢ CIXC exkerogHo py MEPBUYHOM OCMOTPE
paccrpamyBaTh O JOMArHOCTMPOBAHHBIX C MOMEHTA MOCAeOHEro BU3UTA COIYTCTBYIOUIMX
3a60JIeBAHMSIX U COCTOSTHUSIX, IIOTEHIIMAIBHO BbI3bIBAIOIIVX BTOPUUHYIO TUITEPIUTTUIEMUIO (CM.
Ipunoxkenmue I'6), a Takke MCKIOUATh AaHHbIE COCTOSIHMS TIpM cbope Kajgob, aHaMHe3a U
usukampHOM ocmoTpe [1, 30].

VpoBeHb yoenquTeasHOCTY pekomeHganuii I (YpoBeHb JOCTOBEPHOCTY J0Ka3aTenbCTB C)

e PerkoMeHIyeTCs C IIebl0 OLIEHKM OPYrMX Gmoxumuueckux ¢axtopoB CC pucka manueHTaM C
CI'’XC exkerofHO ONpenensaTh YPOBEHb ITIIOKO3bI ¥ KpeaTMHMHA C pacdeToOM CKOPOCTY KITyOOUKO
dbunprpanum [1, 128].

VpoBeHsb yoeauTebHOCTH pekoMmenaanyii I (YpoBeHb I0CTOBEpHOCTH JoKa3aTeabcTB C)

e Pexomennyetcsi mauueHtam c¢ CI'XC mposemeHue OxoKI' 1 pa3 B 5 JieT Mpu OTCYTCTBUMU
AOpPTAJIBHOTO CTEHO3a MM HayaJbHOM aoOpTaJbHOM CTeHO3e, 1 pa3 B TOf, - MPU yMepeHHOM
cTeHo3e, 1 pa3 B 6 MeC. - IPU TSKeJIOM aoOpTajJbHOM CTEeHO3€e C 1IeJbI0 KOHTPOJISI CTeleHu
CTeHO3a B OMHAMMKE ¥, TIPY HEeOOXOOMMOCTH, OIpede/eHus] TOKa3aHuii K XUPYpPrUueCcKOMY
neuyeHuio [49, 146, 147].

VpoBeHb yoeaquTeIbHOCTU pekoMeHganuii I (YpoBeHb JOCTOBEPHOCTY JOKa3aTenbCTB C)

e Peromenpnyetcss 1 pa3 B rox Bcem B3powibiM maryeHTam ¢ CIXC 6e3 ycraHoBiaeHHOU WBC
MPOBOJIUTD OLIEHKY IMPeATecTOBOM BeposiTHOCTU VIBC ¢ pelreHueM BOIMpoca 0 HEOOXOIMMOCTHU
IIPOBeLeHNs M MeTOle Harpy304YHOro TecTupoBaHus [1, 33, 120, 130].

VYpoBeHb YOeaUTeIbHOCTY peKoMeHAauuii I (YpoBeHb JOCTOBEPHOCTH TOKa3aTeabCTB C)

Kommenmapuu: Memod uccnedosanus (IKI-Hazpy30uHbili mecm, 8U3yanusupyrowuli Hazpy3ouHsiii
mecm, cyunmuzpagus ¢ Hazpyskoti, MCKT xopoHapHbix apmepuii u 0p.) onpedensemcs ucxoos us
NOKA3aHULl (C yuermom KJIUHUHeCKOll KapmuHel U pe3yasmamos npedmecmogoii eeposmnocmu UBC) u
803MOMCHOCMELT UeHmpPA.

e PexkomeHpyeTcsl B3pocabiM namnmeHTaM ¢ CIXC myruiekcHoe ckaHMpoBaHMe 6paxyoredanbHbIX
aprepuit 1 pa3 B 2 roza npu creHo3e MeHee 50%, 1 pa3 B rop, - ipu creHo3e 50% u 6osee, 1 pa3 B
6 MecsIIeB - TP HaIMUMM HeCTaOMIbHBIX aTepOCKIepOTUIeCcKUX bstiex [50, 135].

VYpoBeHb yoenuTeIbHOCTU pekoMeHaanuii I (YpoBeHb JOCTOBEPHOCTHU TO0Ka3aTelbCTB C)

KomMmeHTapuu: npu Haauuuu amepockaepomuueckoli onsiwku (ACE), cmeHo3upyoweli npocgem
coHHOlI apmepuu Ha 50% u 6onee, unu HecmabunwsHoli ACE Heo6X00UMO oyeHums Haauuue NOKa3aHuli
0N Xupypeuueckozo JieueHus, npu Heo6Xo0uMocmu peKoMeHO08amy KOHCYIbmayuio cepoeuHo-
cocyducmozo xupypza [57].

e PekomeHayeTcst AeTsSM ¢ TeTepo3uroTHoi CIXC myruiekCHOe CKaHMpoBaHMe OpaxuoredaabHbIX
apTepuii 111 OLEHKM CYyOKIMHMUECKOTO aTepocKiaeposa ¢ Bospacta 10 JeT MCXOmHO Mpwu
BoeIsiBiieHnn CI'XC m manee kaxnpie 4 roga (Npy NMPOBENEHUN TUIIOIUNUAEMUYECKON Teparn)
MM Kaxkgple 2 Toma (TIPU OTCYTCTBUM IO KAaKUM-TMOO MPUYMHAM TUIOIUUIEMUYECKON
Teparnuy UV BISIBIEHUY aTepOCKIepo3a Ipy epBOM UcciiefoBaHmy aprepuii) [51, 149].

VpoBeHb yoeauTeIbHOCTH pekoMmenganyii I (YpoBeHb OCTOBEPHOCTH JoKa3aTeabcTB C)

e Pexomenpyercsi persim ¢ romo3urotHoit CIXC exeromHoe TIIpoBefeHMe OYIIEKCHOTO
CKaHMpOBaHMs OpaxuolnedanbHbIX apTePUii C 1[eIbI0 BbISIBIEHMS U OLIEHKM IIPOrPeccupoBaHMs



aTepPOCK/IepO3a, IMMpu HaAJIMUNUN HeCcTabMIbHBIX ATEPOCKIEPOTUUYECKMUX 6J'IHIJ.IEK -1 pa3 B 6 Mmec
[150].

VpoBens yoenuTerbHOCTH pekomenganyii IIb (YpoBeHb gocToBepHOCTH AJOKa3aTeabCcTB C)

e Pexomendyemcs ecem Kypauwjum nayueHmam ¢ CI’XC u nayuenmam ¢ CI’XC, umerowum »anodsl Ha
nepemexcaruyocs xpomomy, excezo0Hoe onpedeneHue n00vixeuHo-naeuee020 unoekca. Ipu JIIHA
<0,9 pexomeHdyemcs npoeedeHue OYNJEKCHO20 CKAHUPOBAHUS apmepull HUMHUX KOHeuHocmell
[151].

VpoBeHsb yoeauTeIsHOCTU pekoMeHganuii I (YpoBeHb J0CTOBEPHOCTHU 0Ka3aTeabCcTB C)

o Pexomendyemcsa 8cem nauyueHmam ¢ CIXC OdynnekcHoe CKAHUpo8aHue dapmeputi HUMCHUX
KoHeuHocmeli 1 pa3 8 2 2z00a npu cmeHo3e meHee 50%, 1 pa3s 8 200 - npu cmeHo3e 50% u 6oee, 1 pa3s
8 6 Mecsyes - npu Haauuuu HecmabuibHslx amepockiepomuueckux ACE [50, 151].

VpoBeHb yoeauTeIbHOCTH pekoMmeHaanyii I (YpoBeHb 0CTOBEPHOCTH JoKa3aTeabcTB C)

e Pexomendyemcsi KoHcynsmupogarue nayueHma ¢ CIXC cepdeuHo-cocyoucmsiM Xupypeom npu
HaIu4uu NoKasaHuti (3Hauumsle CmeHo3sl apmeputi, aopmasivHolii cmeHo3) [152]

VpoBeHs yoenuTensHOCTU pekomeHganuii I (YpoBeHb JocTOBepHOCTH JOKa3aTeabCcTB C)

e PeKOMEH[yeTCsl He peXe OIHOTO pasa B rofi 06CYKIATh C KeHIIMHAMM JE€TOPOJHOTO BO3pacTa
PUCKY [JIs TIJIOAA MPY 6epeMeHHOCTY Ha (hoHe TUTIONUIIUIEMUYECKOI JIeKapCTBEHHOI Tepanun
[148].

VpoBeHb yoequTeIbHOCTH pekoMeHganyii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabcTB C)

° PeKOMEHI[yeTCH HUCIIO/Ib30OBAHMNE HAAEKHBIX METOOOB KOHTpanelnuuM >XEeHIIMHaMU
JEeTOPOOHOIo0 BO3pacCTa, IIOJAyYaloIIMMU TUIIOIUIINAEMNYECKYIO JIEKAPDCTBEHHYIO TepaIlio [30,
148].

YpoBeHb yoeauTeIbHOCTU pekoMmeHaauuii I (YpoBeHb JOCTOBEPHOCTH TOKa3aTelbCTB C)



6. lonmoHuTebHasAs MHGoOpMaIs, BAUIIONIas Ha
TeyeHye ¥ ¥ICXO0H 3a00/IeBaHus

6.1 OpranusanuMOHHbIE aCIeKThbl OKa3aHUSA MeIVUIMHCKONM ITOMOIIM

e PekoMeH[yeTcsl IIpoBefeHre 06C/IeI0BaHMs MAlMeHTOB C momo3peHneM Ha Hamnunre CTXC B
MeOUIIMHCKUX OPTaHM3alMsIX, OKa3bIBAIIMX IEePBUUHYI0 CIEeMaIM3MPOBAHHYI0 MeANKO-
CAaHUTAPHYI0 TOMOIIb B aMOY/IaTOPHBIX YCIOBUSIX, MMEIOMIVX MaTepuaJbHO-TEXHUYECKME U
Ka/IpOBbIe BO3MOXKHOCTH JIJISI TPOBeIeHNsT Heo6XoamMmMoro obcienoBanus [178].

VYpoBeHb y6eauTeabHOCTH pekomenaanuii I (YpoBeHb 10CTOBEPHOCTH TO0Ka3aTelIbCTB C)

e PekomeHyeTcsl IIpOBeIeHMe MoA0opa Tepanum 1 jeueHre MalMeHToOB C AMarHOCTYMPOBAHHOI
CI'XC B MeZMUMHCKMX OpPTraHM3aLMSIX, OKa3bIBAIOUIMX IIEPBUUHYIO CIIELMaIU3UPOBAHHYIO
MeIMKO-CAaHUTAPHYI0 IIOMOIb B aMOY/JIaTOPHBIX YCJIOBMST WM B YCUIOBUSX JAHEBHOTO
cTalMoHapa WM B MeAUIMHCKMX OpraHM3alMsiX, OKa3bIBAIOUIMX CIelMaIN3MPOBAHHYIO
MeAVIVHCKYIO IOMOLIb B YCJIOBMSX JHEBHOTO CTallOHapa Win crtauyoHapa [178].

VpoBeHb yoeauTeIsHOCTU pekoMeHganuii I (YpoBeHb J0CTOBEPHOCTH 0Ka3aTeabCcTB C)

e PeroMeH[IyeTCsI TIpOBeJleHMe JiedeHUs C WCIOIb30BaHMeM adepe3a JUIOMPOTEUAOB B
MeAVLVHCKMX OPTaHU3aLMIX, 0Ka3bIBAIOIINX CIELMaTN3MPOBAHHYI0 MEIUIIMHCKYIO TTIOMOIIb B
YCIOBMSIX ~ CTallMOHapa W/WiM [JHEBHOIO CTaluoHapa (LeHTpaX WM  OTHeNeHUsIX
SKCTPaKOPIOPATbHON reMOKOPPeKLUH, SKCTPAKOPIIOPAJIbHONM NeTOKCUKALUM, TPaBUTALMOHHOMI
XUPYPTUM KpOBU U 1Ip.) [178].

VYpoBeHb yoenuTeIbHOCTU pekoMeHAauuii I (YpoBeHb JOCTOBEPHOCTH JOKa3aTeabCcTB C)

e PeromeH[IyeTCsl TpOBefieHMe UCIIAHCEPHO-AMHAMMIECKOTO HAOIIOfeHMs] 3a TalyeHTaMu C
CIrXC B MeOMUMHCKMX OpraHM3alysaxX, OKasbIBAIOIMX IIePBUUHYI0 Me[MKO-CaHUTapHYIO
nomouip [178].

VpoBeHb yoenuTeIbHOCTU pekoMeHganuii I (YpoBeHb J0CTOBEPHOCTH JOKa3aTelbCTB C)

e PekomMeHHyeTCsl cO3laHMe U MoAJepKaHMe paboThl perucrtpa mnaumeHtoB ¢ CIXC,
TT03BOJISIIONIETO OLIEHNBATh KIMHMUECKMe xapakTepuctuky nanyeHToB CI'XC u apderkTuBHOCTD
UX JIeYeHMs B peaJIbHOM KIMHUUYECKO! IIpaKkTuKe [43, 44].

VpoBeHsb yoenuTeIbHOCTH pekoMmenaanyii I (YpoBeHb I0CTOBEpHOCTH JoKa3aTeabcTB C)

Kommenrapumu: Pezucmp nayuenmos ¢ CIXC npedcmaensiem coboii delicmeeHHsili pabouuti
UHCmpymeHm 07 8visieJieHus npobiem oxazaxusi nomowju nayuenmam ¢ CIXC u Oanvhetiweti
paspabomku npozpamm peadbunumayuu hayuermos ¢ CI'’XC.



KpMTepMI/I OL€HKM KauyeCTBa MQ,Z[I/IIJ,I/IHCKOﬁ

IIOMOIIM

Kputepun onjeHkM KauecTBa MeOUILIMHCKON TOMOIIY B3pocabIiM nanuenTam ¢ CI'XC:

Kputepuu kayectBa nepeBuyHoro o6cnenoBaHusa ANA NMOCTAaHOBKMU
AvarHosa Crxc

YposeHb y6eanTenbHocTH
pekoMeHAaumi

YpoBeHb
AOCTOBEPHOCTHN
AOoKa3aTeNnbCTB

BbinonHeH c60p M OUeHKa MHAUBUAYaIbHOro U ceMeltHOro aHamHesa no
Hanuyuio CC3 aTepoCK/IepOTUYECKOro reHesa W MOBbIWEHHOrO YPOBHS
OXC, TT, XC-JIHM, XC-/1BI

C

MposeseHo duankanbHoe o6crenoBaHne Ha NPeAMET BbIABNEHNA KOXHbIX
N CYXOXWSbHbIX KCAHTOM, KCaHTeNasM 1 MMNOUAHOMN Ayrn poroBuLibl

BbinofHeH aHanu3 nokasaTtenein nunuaHoro cnektpa kposu (OXC, T,
XC-JHM, XC-N1BM)

BbinonHeHo obcneposaHne Ha Hanunuve CC3  aTepoCKIepoTMHeCcKoro
reHesa: AynnexkcHoe CKaHunpoBaHune SKCTpaKpaHuanbHOro oTtaena
6paxuouedanbHbiXx apTepuii M apTepuil HUXHUX KOHe4yHocTel (npwu
OTCYTCTBMM MpOBeAeHUs B nocnegHne 12 mecsues), npoBeAeHa oueHka
I'Ipe,CLTeCTOBOﬁ BEPOATHOCTU NBC n npu HEOﬁXOLlVIMOCTI/I npoBeAeHbl
HarpysouHble U/unv Busyanusmpytowmne TecTbl Ans avarHoctmku UBC

Kputepuu kauyectsa AOMNOJIHUTENILHOIO 06C/Iel0BaHNA U NledeHus
nauymeHTa C YCTaHOBJIEHHbIM AnarHosom CIrxc

YposeHb y6eanTenbHoCTH
pekomesaLmnit

YpoBeHb
AOCTOBEPHOCTHN
AoKa3aTeNbCTB

lMpoBeaeH  KacKkafHbIi  CKPUHWHT Ha Hanuume CIMXC y Bcex
POACTBEHHMKOB 1 1 2 CTeneHu poAcTBa C 0653aTenbHbIM OnpeaeneHneM
XC-NHN

C

MauveHTam 18 neT w cTaplwe HasHayeHa Tepanusi cTaTMHamMu B
BbICOKOMHTEHCMBHOM pexwume (atopsactatuH 40 Mr/cyT u Gonee wunu
po3yBacTtatuH 20 mr/cyT un 6onee

BbinonHeH aHanu3 KpoBW NS OLEHKU 3PdeKTUBHOCTU M 6e3onacHocTn
NpoBOAUMOI rMNOAUNUAEMUYECKON Tepanuun B nepuoa 8+4 Hea.: AJTT u
rnokasaresnel nunuaHoro cnekTpa kposu (OXC, T, XC-JIHM, XC-NBIM)

MauuneHtam 18 net n crapwe nNpu HEJOCTUXEHWUW Lenesoro yposHsa XC-
JIHM (meHee 2,5 MMonb/n y nuy ¢ CITXC 6e3 UBC unu ee 3KBMBaNEHTOB
vnn MeHee 1,5 mmonb/n y nuy ¢ CMXC u Hanmumem UBC  wnu ee
SKBMBAJIEHTOB) Ha OHE MaKCMManbHO MEepPeHOCUMbIX [03 CTaTUHOB
AOMOMHUTENBHO HasHayeHa Tepanusi 33eTuMmbom** B aose 10 Mr/cyT
unn 3Bonokymabom** B paose 140 Mr 1 pa3 B 2 Hegenu uam
anupokymabom** 75-150 Mr 1 pa3 B 2 Hefenu.

MauuneHtam 18 net n craplwe Npu HEJOCTUXEHWUW LeneBoro yposHs XC-
JIHM (menee 2,5 mmonb/n y nuu ¢ CITXC 6e3 UBC unn ee 3kBMBaNeHTOB
wnn menee 1,5 mmonb/n y nuy ¢ CMXC u Hanuumem WBC unu ee
SKBWBAJIEHTOB) Ha (OHe [BYXKOMMOHEHTHOW rUMOAUMUAEMUYECKON
Tepanuu npoBeAeHa TPEXKOMMOHEHTHas runoauMnuaemMuyeckas Tepanus
(cTaTuH+33eTeMnb+3B0oNIOKYMab**/anupokymab**)  unu  nposeaeHbl
npoueaypbl JIN-adepesa (Npy HanMymMm nokasaHuin)

10

an HEeNnepeHoCMMOCTU CTaTUHa Yy NauneHToB 18 netun CTapuwe CHMXeHa
ero [fosa WAM npoBeAeHa 3aMeHa Ha [Apyrol CTaTuH, MNpu MNOHOW
HernepeHOCMMOCTM 2-X U 6Gonee CTaTMHOB MpoBejeHa Tepanus
33eTemnbom B po3e 10 wMr/cyT w/unu uHrnbutopamm PCSK9
3BOJIOKYMabomM** B no3e 140 mMr 1 pas B 2 Heaenu uan anmpokymabom**
75-150 mr 1 pa3 B 2 Hepenu

ITa

Kputepum kauecTtBa AMHAMUYECKOro HabnoaeHus naumeHta ¢
reCrxc

YpoBeHb ybeanTenbHoOCTN
pekomezauui

YpoBeHb
AOCTOBEPHOCTHN
AoKa3aTeNbCTB

He pexe 1 pasa B roa nposedeHa 1 nepsuyHas u 1 nosTopHas
KOHCynbTauusa Kapauosora C npoBeaeHneMm 6MOXMMUYECKOrO aHanus
KpoBM Ha onpepeneHue AJTT v nokasaTtenei nunuaHoro cnektpa (OX, Tr,
XC-1THM, XC-N1BN),

C

12

MposBeaeHo obcnenosaHve Ha BblSIBNIEHNE Hanuuve CC3
aTepoCK/IepOTMYECKOro reHesa: BbIMOIHEHO AYM/EKCHOe CKaHWpoBaHue
6paxuouedanbHbix apTepuii 1 pas B 2 roaa npu creHose meHee 50%, no
AaHHbIM Npeablayllero nccneaosanus, 1 pas B rog - npu creHose 50% wu
6onee, 1 pa3 B 6 MecsueB - NpPWU HaIMYUU HeCcTabunbHbIX
aTepocKnepoTuyecknx bnsauwek; a Takxe sbinonHeHo IxoKr 1 pas B 5 ner
npu OTCYTCTBMWM Q@OPTaibHOro CTEHO3a WM HayaJbHOM aopTasibHOM
CTeHo3e, MO [aHHbIM MpeablayLero nccnenoBaHus, 1 pas B roa - npu
yMepeHHOM cTeHo3e, 1 pa3 B 6 Mec. - Npu TAXKEIOM aopTanbHOM CTEHO3e,
a Takxe He pexe yeM 1 pa3 B roa mnpoeejeHa OLeHKa NpeaTecToBOW
BeposaTHocT! MBC v npu Heo6X0AMMOCTU NPOBEAEHbl Harpy3o4Hble u/unmn
BU3yanusnpyoLme TecTbl Ana anarHoctukn MBC

13

MauneHTam 18 neT u cTaple Npu HEJOCTMXKEHWUM LiesieBoro ypoBHsi XC-
JIHM (meHee 2,5 mMonb/n y nvy ¢ CMXC 6e3 UBC nnu ee 3KBMBaNeHTOB
wnn menee 1,5 mmonb/n y numy ¢ CMXC u Hanuumem WUBC unu ee
SKBMBASIEHTOB) Ha OHE MaKCMManbHO MEepPeHOCUMbIX [03 CTaTUHOB
AOMONHUTENBHO HasHayeHa Tepanus 33eTuMMboM** B fo3e 10 Mr/cyT
unun 3Bonokymabom** B posze 140 mMr 1 pa3 B 2 Hegenu wam
anupokymabom** 75-150 mMr 1 pa3 B 2 Heaenu.

14

MauuneHTam 18 net n crapwe Npu HEJOCTMXKEHWUWU LieneBoro yposHs XC-
JIHM (meHee 2,5 mMonb/n y nuu ¢ CITXC 6e3 UBC unu ee aKBMBaNeHTOB
wnu meHee 1,5 mmonb/n y nuy ¢ CMXC u Hanuumem WBC unu ee
5KBUBaNEHTOB) Ha (dOHe ABYXKOMMOHEHTHOW rUMNoAMnUAEMUYEecKon
Tepanuu npoBeAeHa TPEXKOMMOHEHTHasi runoavnuaemMuyeckasl Tepanus
(cTaTuH+33eTeMnb+3B0oNOKYMab**/anupokymMab**) wan rnposefeHsbl
npoueaypsbl JIM-acdepesa (Npyn HanMyYnKM nokasaHui)
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ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMX peKOMeHaauumn

KnuHnuueckme peKOMeHIanuy paspaboTaHbl —CIIeNMaaucTaMu-3KcIepramy  HalloHaIbHOTO
obmiecTBa IO M3YYEHMIO aTepockieposa. IIpyu ITOATOTOBKE PEKOMEHIALVIi YUUTHIBAINUCH
MOCJIeIHMEe OOCTVDKEHMSI JOOKasaTeJbHOM  MEOMIIMHBI, OTEUYEeCTBEHHBII UM  3apyOeXKHBI
KIMHUYECKUIT OIBbIT B obmactu mayuenust CI'XC, aTepockiepos3a U ero ociokHeHuit. OCHOBOI
HACTOSIILEI BepcuM KIAMHUMYECKMX PeKOMEeHIALMii CTaaM pOCCUilcKMe U 3apyOeskHbIe
dbyHmameHTasbHbIE PYKOBOACTBA, MOHOTpauyu IO KapAMOJIOTMM M BHYTPEHHUM OOJIe3HSIM,
pe3yabTaTbl KPYITHBIX MEXAYHAPOAHbLIX MEIMUIMHCKUX PEerucTpoB " PpaHAOMMU3IMPOBAHHBIX
UCC/IeIOBaHMIA, TIOCIEMHME BEepPCUM  MEKIYHAPOOHBIX METOOMUECKUX PYKOBOIACTB  [IIJIs
CIIeUMaNMCTOB-KapAMOIOTOB M Bpaueii 00Ieii MNpakTUKU. VICTOUHMKaMM COBPEMEHHBIX
OGHOBJIEHMIT GbLIM JKypHa/bHbIe IYOAMKAIIMM B PpELieH3MPYyeMbIX >KypHajax, BXOISIIUX B
poccuiickme 1 3apyoeskHbIe MHIEKChI HAYYHOTO IIMTUPOBAHMS.

IleneBast ayauTOpPUs JAHHBIX KIVHUYECKUX PeKOMeHIalmii:

1. Bpa‘{—KapnMonor MeIULIMHCKUX OpI‘aHVIBaHVIﬁ, OKa3bIBAIOIIMII MOMOIIbL B aM6y.T[aTOprIX n
CTAalIMMOHAPHbIX YCJIOBUSX.

2. Bpau-TepameBT MeAMUIIMHCKMX OpPraHu3alMii, OKa3bIBAIOIIMII TMOMOIIb B aMOyIaTOPHBIX U
CTAI[MOHAPHBIX YCIIOBUSIX.

3. Bpau o6111eit mpakTuKy (CeMeifHbIi Bpay).
4. Bpau-Tpacdy3monor MeJUIIMHCKUX OpraHu3aluii, MpoBOASIMX mpouenypsl JITT-adepesa.

B xome pa3pabOTKM WMCIONb30BAHbl YPOBHU YOEAUTETbHOCTM PEKOMEHZAIMI U YPOBHU
IOCTOBEPHOCTY TOKA3aTeIbCTB (Tabi. 1 v Tadi. 2).

Ta6auna 1 YpoBHM YOeOUTETbHOCTM PEKOMEeHI ALl

YpoBeHb OnpepeneHue dopmMynmpoBka
y6eauTtenbHocTH

pekoMeHaaumni

I [lokasaHo unu o6LEeNnpU3HaHHO, YTO MeToA uccnefoBaHus / | PekomeHayeTcs / nokasaHo

neyenus noneseH, abPeKTUBEH, UMEET NpenMyLLecTBa

II MpoTuBoOpeuMBble AaHHbIE W/WAW  PACXOXAEHWE MHEHUI O
nonb3e v 3chPeKTUBHOCTM METOAA UCCeoBaHNsA / eyeHuns

IIa BONbLWNHCTBO AaHHbIX / MHEHWI1 B NONb3Yy MeToAa MpumeHeHne LenecoobpasHo
IIb [laHHble / MHEHUsI 0 Nonb3e MeToAa He CTosb y6eanTenbHbl MpvMeHeHne BO3MOXHO
III JlokaszaHo unn ob6LlienpusHaHHO, 4YTO METoA WcCnenoBaHus / He PexkomeHayeTcst

NeYeHnsa He NOoJIE3EeH, He 3¢)¢)EKTMBGH, MOXET NPUHOCUTbL Bpea

Ta6muiia 2 - YpOBHM JOCTOBEPHOCTH J0Ka3aTelIbCTB

YDOBeHb AOCTOBEPHOCTU JlaHHble HECKONbKMX PaHAOMU3NPOBAHHbBIX KINHUYECKUX WCMbITAaHWI NN MeTa-aHann3oB
AoKasaTenbcTs A

YpoBeHb AOCTOBEPHOCTU | [laHHble OAHOrO PaHAOMM3MPOBAHHOTO MM HECKOMbKUX HEepaHAOMM3MPOBAHHBIX KIMHUYECKMX
fiokasaTenscTs B vcnbITaHUi

YpoBeHb poctoBepHoct | CornacoBaHHOe  MHeHWe  JKCMepToB  W/uAuM  pe3ynbTaTbl  HeGOMbWMWX  UCCIeAO0BaHWUM,
nokasatenscTs C PeTPOCMEKTUBHBIV UCCIeA0BaHNUI, PErMCTPOB

[MopsimoK 06HOB/IEHNMS KIIMHUYECKUX PeKOMeHaalnii
VpoBenb GPP - cioxuBLIasICSl KIMHUYECKast MPaKTUKa

Knuunueckue peKoMeHOanummn 00HOBIISIOTCS 1 pba3 B 3 roma c Y4e€TOM HOBBIX pOCCIAf;ICKMX n
MEXOYHapOOHbIX MAaHHBLIX IIO ISIINAEMMUOJTIOTUN (bOpM 3860]’[8B3.H1/I$[, MeTOO4aM WM TaKTHuKe
JAVAardHoCTUKN, criocobam MEOIMKAMEHTO3HOIO JIeUeHMda M IIOKa3aHMAM [OJid HallpaB/JIE€HMS Ha
XUpypruyeckue BMelaTe/JaIbCTBa.



IIpunokenue A3. CBsi3aHHBIE JOKYMEHTbI

KP400. Xponuyeckuii 6omeBoit cuaapom (XBC) y B3pOWIbIX MAIIUEHTOB, HYKTAIIIUXCS B
[a/UIMAaTUBHONM MeIULIMHCKON TOMOIIN
KP337. bonesoiit cunnpom (BC) y nerei, HyXAAOIWIMUXCS B MA/VIMATUBHON MeIULIIMHCKONM ITOMOIIYU



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

IIpnnokenue b. Airopurmsl BejeHMs nalnyieHTa

1. Anroputm guarsoctuku CI'XC

lunepxonecTepuHemuA (yposers OX
> 6.7 mmone/n unn XC-TIHM > 3.5
MMOns/N y My Monoxe 18 nety nuy
monoxe 18 net, ypoeeHs OX =
7.5mmone/n unu XC-NHM > 4.9
mmons/n y nuy 18 ner m cTapwe

Her ”cna"‘ffg;ﬁu“n- [l YeTpaHeHue BTOPUUHLIX
w peabunurauma npiuitH FXC
MNoeTopHoe
onpeaeneHUe NUNWA0E
KpOBM
T
Her OX. > 13 MMONLIN WAk [ Kputepuu roCIXC EAS,
XC-IHM = 11 mmone/n, 2014
BozpacT raCIrXc
1
Na Her
I MaumeHT cTapwe 17 net? 1
Nunuge kposn Tunngel kpon

X > 7.5 mmone/n u
AC-NHM =49
MuMonsin?

% > 6.7 mmons/n u
XN-NHM = 3.5
Muons/n?

Ouarnoz CTXC
ManoBepoATeH

Kputepuu EAS, 2015

Kputepuu EAS, 2015
unu Cafmona Bpyma

[ unu Caiimona Bpyma

reCrxc reCrxc
CexeexmpoBanme reHos LDRL,
APQOE? PCSK9 ¢ uensio
[AansHefLero NPOBSAEHNA L

KACKAQHOTO CKPUHWHIE CRaam
POACTEEHHUKOB

2. Anropurm jieueHusi reCI'’XC y B3pocibIx



HemepueameHTosHoe nauesue
AveTa, (hUIMYecKan aKTUBHOCTb,
0TKa3 OT KypeHuA

HaznaunTs BEICOKOMHTEHCUBHYKD, A
NP HEBOIMOKHOCTH - MAKCUMANEHO
MEPSHOCUMYK TEPANMED CTATUHAMM

Her

WmeeTcA N HenepeHoCMMOCTb CTaTHHOE 7 p [MpogormsnTe cTaTHHEI

r_I

HaszHaunts 33eTummd nnu unrmbutop Her 0a MpogonxuTe nedeHue,
9 QONOMHUTENEHO UMK KaK JlocTHrHYT N1 LENesoit ypoBEHE AMCMaHCepHoe
MOHOTEDANMKD NP HENEPEHOCHIMOCTH XC-HN*? HabnionekMe U
CTATUHOB peabunuTaumio

LOCTHPHYT N UENEEOH YPOBSHE
XC-NHN=?

l

MpUCoEAUHUTL AOMONHUTENLHLIA
KIACT FUMOMMIMASMUHECKON
Tegarmn. A33€TUMUD MK MHIMDUTOP
PCSKY & 3aeucumocTh oT ToOro, uTo
BINO HA3HAYEHD paHee, MK
NN-athepes#

[locTMrHyT nu ysnesoi ypossH
XC-NHN*?

Ha3HauMTs TPEXKOMMOHEHTHYKD
TEpanuH (CTATHH (NPW OTCYTCTBMK
HENEPEHOCMMOCTH) + 338TUIMNE +
uHrnbuTop PCSKS) u NMMN-adepes#

T HemepeHOCHMOCTb CTaTMHOB OIpefesieTcs] Kak HeBO3MOKHOCTb IIPMHMMATh >2 CTATMHOB B
MUHMMAaJIbHO 3apeTrMCTPUPOBAHHON CYTOUHOI 03e, M3-3a MOSIBJIEHNSI CUMIITOMOB CO CTOPOHBI
MBbIIIEUYHOM CUCTEMbI, B YacCTHOCTM 6ojieit, CIaboCTu WM CYZOPOXKHBIX CTTMBAHMUIA,
HAUMHAIONMIMXCS WM HapacTaomux Ha (OHe Tepanuu U IPeKpallaloyXcs IMOCIe OTMEHbI
CcTaTUHA.

" Ilenesoit yposenb XC-JIHII mna nanuentos reCI'XC 6es CC3 aTepocKIepoTHMUeCKOrO reHesa
cocraBjsieT MeHee 2,5 MMosb//1, ipyu Hammumu CC3 aTepoCKIepoTUUYecKoro reHesa - meHee 1,5
MMOJIb/J.

~ Bpi6op Mexay a3etumub6oM 10 mr/cyT wiau uuruburopamu PCSK9 mosskeH mpOBOAUTHCS, UCXOMS
13 HeoOXOAMMOV [IJIs1 MOCTUKEHMST 11eJIeBOTO YPOBHS crernenu cHypkenust XC-JIHIT, npuHumMast BO
BHMMaHMe, 4To 33eTMMM6 ymeHbiiaeT ypoBenb XC-JIHIT nmpumepHo Ha 20%, a uHrM6UTOpbl PCSK9
- Ha 60%.

# Adepes MUIIONIPOTENIOB MOXKET OBbITh HA3HAUEH U PaHbIe MPU JOCTUKEHNUY [eIeBbIX YPOBHEN
XC-JIHIT Ha doHe MeOMKaMEHTO3HOI Tepanuu: KOTrAa CylleCTBYIOT OObeKTUMBHbIE JOKA3aTEIbCTBA
MIPOrpeccMpoBaHMs aTepOCKIepo3a, faske HeCMOTPSI Ha SOCTVKeHMe LieneBbix ypoBHeri XC-JIITHII,
KOT/Za TOBBIIIEH YPOBeHb jmnomnporenga(a) [Jim(a)] > 60 mr/oa, Korga MMeT MeCTO PecTeHO3bl,
1ocae PeBacKy/JSIpU3UPYIOLIMX Omepanuii Ha CcoCygax WiIM, eclM peBacKyIsipusupymoliye
orepanyyu Ha COCyax MPOTUBOITOKAa3aHbI W HEBO3MOXKHBI. KpoMe TOTro0, adpepes MUIONMpoTen1i0B
MoKa3aH, Korga HeoOXoayMa OTMeHa MeIVKaMEeHTO3HOV JUMUACHMKAIOIEl Tepanun B CBSI3U C
6epeMeHHOCTHIO ITPY BBICOKOM pricke CC OC/IOSKHEHMIA.

3. Anroputm neuenus reCI'XC y mereii
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nedennA HabniogeHne
e Na MPOAOMKUTE HEMEANKAMEHTO3HOE
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TEPANMI0 CTATUHAMM
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HEMEPEHOCHIMOC TS

CTaTuHOB ?

4 HpD,ELGI'I)KMTb CTaTHHLI

[ocTurHyT nu ueneeoi yposexb XC-NHM?

HasHauuTe 33eTummb gononHuTensHo
MMM K3K MOHOTEDANWI NpK
HEMEPEHOCHIMOCTH CTATMHOB

T HemepeHoCHMOCTb CTaTMHOB OMpefeseTcs Kak HeBO3MOXKHOCTb NMPUHMMATh >2 CTaTMHOB B
MMUHMMAaJbHOM 3aperMcTpMpOBaHHON CyTOYHON A03€e, U3-3a MOSIBJIeHMSI CMMIITOMOB CO CTOPOHBI
MBIIIIEYHO CUCTEMbI, B YaCTHOCTM Ooseit, c1aboCcTy WM CYIOPOXKHBIX CTSITMBAHMUIA,
HAUMHAOIIMXCS WIM HApacTAlIUX Ha (OHe Tepanmuy M TPeKPalaoluUXCs I0Cae OTMEeHbI
CTaTUHA.

" lenesoii ypoers XC-JIHIT a5 seteit reCTXC 6e3 CC3 aTepoCKIepoTHUeCckoro reHes3a B BO3pacTe
8-10 net meHee 4,0 MMob/J1, cTapiie 10 ieT — MeHee 3,5 MMOJIb/JT, & TIPY HAJTMUUM XOTSI ObI OJTHOTO
CC3 aTepoCcKIepoTMUECKOTO TeHe3a - MeHee 1,8 MMOIb/7.

Anroputm neuenust roCI'’XC
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T HeHep(-EHOCI/IMOCTb CTaTMHOB OIIpeaesdaeTCcad KakK HeBO3MOKXHOCTb IMPMHMMATDb >2 CTaTUMHOB B
MMHMMaJIbHOM BHDEI‘I/ICTpI/IpOBaHHOﬁ CYTO‘IHOVI J03€ M3-3a MOSABJJIEHUA CMMIITOMOB CO CTOPOHbBI
MBIILIEUHOM cucrembl, B UYACTHOCTU 60]'[6]71, w1aboctu  Wn CYOOPOKHBIX CTHI‘I/IB&HMVI,
HaUMHAIOIIMXCSI WM HapaCTallMX Ha (l)OHe TepaliMuM M IIpeKpalalomuxca I10CJIe OTMEHbI
CTaTHHa.

" IleneBoit yposeHb XC-JIHII mis mamyentoB roCIXC 6e3 CC3 aTepoCKIepOTMUECKOTO reHe3a
cocraBisieT MeHee 2,5 Mmonb/n, ipu Hamnumu CC3 aTepoCKIepOTUYECKOTo reHe3a - MeHee 1,5
MMOJIb/J.

A B HacrosimMii MOMEHT cpeau MHTMOUTOpoB PCSK9 TOMBKO 9BONOKYyMadb uMeer
3apermcTpupoBaHHOe Mokasanue 1 sedyeHns roCI'XC.

# JITl-adepes HasHauaeTcs peryaspHO, JIMTENbHO C IEPUOAMYHOCTBIO 1 pas B 1-2 Hemenn
namyenTam ¢ roCI'XC, HaumHas ¢ 7 JIeT.

JIlT-acdepe3 MOXeT OBITh HA3HAUEH M paHblile, IPU IOCTVDKEHMM IiesieBbIX ypoBHeit XC-JIHIT Ha
dboHe MemuKaMEHTO3HOV Tepanmuu: KOrJa CYIIECTBYIOT OOBEKTMBHbIE [I0Ka3aTebCTBA
MIPOrpeccMpoBaHMs aTepOCK/Iepo3a, Jaske HeCMOTPSI Ha OOCTMKeHMe LeyeBbix ypoBHeri XC-JIITHII,
KOr[la MOBBIIIEeH ypoBeHb numnonporeuga(a) [Ji(a)] > 60 mr/ai, Korga MMeT MeCcTO PeCTeHO3bl,
IOCJIe  PEeBAaCKYISIpU3MPYIOLMX OIlepaluii Ha COCyJax WM, eCIM peBacKyIsapusupyrouiye
omepanMyu Ha COCYAax WPOTMBOIIOKA3aHbl MM HEBO3MOXHBI, KOTIa Heo6XoguMma OTMeHa
MeIVKaMeHTO3HOM JTUTTUACHIKAKONIEH Tepanuu B CBSI3U ¢ 6epeMEeHHOCTbI0 TP BBICOKOM PUCKe
CC ocno>kHeHMIA.



IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

CEMEVHAS TUITEPXOJIECTEPUHEMUS
Ymo maxoe zunepxoneciepuxHemus?

CemeifHass TUIIEPXOJECTEPUMHEMMUS — I3TO HACAeACTBEHHOe 3aboyieBaHyue, ITIPpM KOTOPOM
reHeTMUYeCcKoe TMOBpeXAeHMe SBISIETCS TPUUYMHON BBICOKOTO YPOBHSI XOJIeCTepMHA KpPOBU U
repefaeTcsl U3 TIOKOJIEHUSI B TIOKOJEHME, MHOTA BO3MOXHA Iepemava 3abosieBaHUS uepes
nokojeHue. ['MrepxonecrepyHeMysl O3Ha4yaeT BBICOKMII XoyieCTepUMH KpoBU. TuUIl XojecTepuHa,
KOTOPBIN CrieluGUIHO TIOBBIIIAETCS IIPU CEeMEHOM TUIepXojJeCTepUHEMUM — XOJIeCTePUH
JIMTIOTIPOTENI0B HU3KOI 1ioTHOCTU (XC-JIHIT).

CeMmeifHast TUIIEPXOJIECTEPUMHEMMSI - ONHO M3 Hambojee paclpOoCTPaHEHHBbIX HaCAeICTBEHHBIX
3aboneBanmit. IIpubmusutensuo 1 3 200 yesoBEK B MUPE MMEET TeHeTUYeCKye MOBPEXIeHNs,
SIBJISIIONIMECS TIPUUMHOM ceMeliHOl TuliepxojecTrepyuHeMun. EciM oguH M3 poauTesieli MMeer
CeMeIfHYI0 TUIepxoiecTepMHeMUIo, TO B 50% ciryuaeB OHa Oy/IeT Y ero CbIHA WM IOUYEePU.

CeMeltHas TuUIlepXojieCTEpMHEMMS CBsI3aHA C TIOBBIIMIEHHBIM PUCKOM CepPIeUHO-COCYAMCTHIX
3a00eBaHMii. PMCK pa3jInyaeTcsi OT CEMbM K CEMbE UM 3aBUCUT OT YPOBHSI XOJeCTEPUHA, IPYTUX
HaCIeCTBEHHbIX (DaKTOPOB, GaKTOPOB 00pasza >KM3HM, TAKUX KaK MUTAHME, KypeHMe, YPOBEHb
(usnueckoit akTUBHOCTU, U Jjaske OT TOTO, MY>KUMHA Bbl MJIM KeHI[MHA. JKeHIIMHbBI ¢ ceMeltHO
rUIepxoiecTepMHeMueii 3a60/1eBal0T CEPAEUHO-COCYAVCTHIMM 3a00IeBaHMUSIMM B Bo3pacTte 55-60
JIeT, a MYKUMHBI - 45-50 jieT. BakHO KaK MOXXHO paHbllle (MIeaJbHO B JETCKOM BO3pacTe)
BBISIBJISITh M TIPaBUJIbHO JIEUUTH CEMEIHYI0 TUIIePXOJIeCTePUHEMIIO, TaK KaK 3TO 3HAUUTEbHO
CHIKAeT PUCK Pa3BUTUS CEPIEUHO-COCYIMCTHIX 3a00I€BaHMIA.

BAJKHO

CemeliHas eunepxonecmepuHemust Hacnedyemcs u nepedaemcsi 8 cemve. Hanuuue 8bIC0K020
XonecmepuHa Kposu, 0c00eHHO 8bicoko20 XC-JIHII, noewiuiaem puck pamHezo Hauaid cepoeuHo-
cocyoucmoix 3a60ne8aHuli.

YT0 TaKkoe X0JIeCTepUH JUMOIPOTEUT0B HU3KOM IJIOTHOCTU?

XosecTepMH — 3TO JXMpOBas CyOGCTaHIMS, KOTOpasi HeoOXOomyMa HamieMy OpTaHu3My [Jisi
TOCTPOEHMUS KJIETOK, CMHTe3a TOPMOHOB M TPOM3BOACTBA >KeMYHBIX KUCJIOT B meyeHu. OpHaKO
BBICOKMI1 YPOBEHb XOJeCTepyHa B KPOBM MOKET MPUBOAUTH K TOMY, UTO JIMILHUIA XOJIECTEPUH
HaKalIMBaeTCsI B  CTEHKaX KPOBEHOCHBIX  COCYAOB, UYTO BeoeT K 06pa3soBaHMIO
aTepOCK/IepOTUYECKIX BIISIIIEK, Cy>KaIOIIMX IIPOCBET cocyaa. YacTo aTepockaepoTniyeckme OsiimKm
CY’KMBAIOT ITPOCBET apTepuii, KPOBOCHAOKAIOMINX JKM3HEHHO BayKHbIE OPTaHbI HAIIIETO OpraHM3Ma:
cepzlie, TOJIOBHOM MO3T, TIOUKM U JIP., YTO MOKET IPUBOAUTH K PA3BUTUIO CEPbe3HBIX CepPAeUYHO-
cocyaucTbix 3aboneBanuit. XC-JIHIT — 9TO 4acTUIlbl, KOTOPbIE COMEPIKATCSI B KPOBU M SIBJISIIOTCSI
TPaAHCIIOPTHO CHUCTeMOIi, KOTOpasi IIePeHOCUT XOJIeCTepPUH OT OJHUX KJIeTOK Halllero opraHmn3ma K
opyrum. Yactuibi XC-JIHIT uMMerOT cIleluajibHblii HPUCOeIMHEHHbII 6eI0K, Ha3bIBAIOUIUIICST
anojuIionpoTerH B. AmonumnomnpoTrerH B Hamomo6ue mocTa cBs3biBaeT uvactuilbl XC-JIHIT ¢
KJIeTKaMM Ballero opraHmsma, kotopsie mmeroT JIHII-penentop. Peuentop momoraer KiaeTkam
«y3HaBaTh» yacTuilpl XC-JTHII. Ecsin petieniTop miy 6e10K aronuionpoTenH B «paboTaioT» Mmioxo,
TO YPOBeHb XOJjeCTepuHa B Ballleii KPOBM MOBBIMIAETCS. DTO SIBJSIETCSI NMPUUMHONM CeMeHO
TUIepXoieCTepUHEMUN.

BAJKHO

JlunonpomeuHsl HU3KOU NJIOMHOCMU MPAHCNOpMUpPYom X0JleCmepuH 68 eauleli Kposu K KAemKam.
XonecmepuH Hyx#eH Ons CMpoUumenscmea Kjaemok, npou3eoocmeda 20pMOHO8 U Npou3soo0Ccmsa
HeenuHovlx  Kuciom. Oo0Haxo, ecnu XC-JIHIT cauwikom MHO20, OH HAKANAUBAEMCS 6 CMEHKax
KPOBEHOCHBIX COCYD08 8 8Ude amepocKaepomuyeckux Osuiex.

Tpuuunst cemetinoii 2unepxonecmepuxemuu

Oco6GeHHOCTY, KOTOpble Mbl HacjJeqyeM OT pOJUTeNel, OmpenensioTcs WHbOpMaIuei,
xpansmeiicst B JHK. ITHK comepskuT TeHbI, B KOTOPBIX HaxXomuTcs WMHOOpMamus O Bcex
XapaKTepPUCTUKAX OpraHusma. VM3MeHeHMs] B reHaX MOTYT ObITh MPUUYMHONM HACIeICTBEHHbIX



3abosmeBaHMit. B GOMBIIMHCTBE CIy4aeB, IPU CEMEITHOI TUITePXOIeCTEPUHEMUN 3TU U3MeHEeHUS
HaxonOsITCsI B TeHe, KOTOpbIi KomupyeT JIHII-pemenTop. ODTOT peuLeNnTop pacholiokeH Ha
MOBEPXHOCTU K1eTOK u ypansieT yactuipl XC-JIHIT u3 kxposu. Ismenenus B rene JIHII-penentopa
TIPUBOAST K TOMY, UTO OH TepsieT CIIOCOOHOCTD K YAAJEHMIO XOJIeCTePUH-COIePXKAIIMX YaCTULL U3
KPOBU.

BonbIIMHCTBO JTI0fIell € ceMeifHOi rurepxoiecTepMHeMueli HawIeoyloT OnuH MedeKTHbIN TreH
JIHIT-penieniTopa OT OJJHOTO M3 poOAuTeNei, U OAVMH HOpMasbHbli reH JIHII-peuieriTtopa oT Apyroro
poautens. CiemnoBaTebHO, OHM UMEIOT TolbKo 50% HopmanbHO paboratoimyx JIHII-penenTopos
Ha MOBEPXHOCTU KJIETOK. ITO BefeT K TOMY, YTO y HuX ypoBeHb XC-JIHII B KpoBM 3HAUMTENBHO
TIOBBIIIEH C CAMOTO POXKIEHMS TI0 CPAaBHEHMIO C JIIOAbMMU 06e3 CeMeliHOl TUIepXoeCcTepUHEeMUMN.
TakuM 00pasoM, y JIIOfei C CeMeiHO! TIuUIepxosiecTepyuHeMyeil BbIllle PUCK Pa3BUTUS
aTepOCKIePOTUYECKIX OJISIIIIEK M CEPIIETHO-COCYMUCTBIX OCIOXKHEHMIA, KOTOPbIE MOTY Pa3BUBATHCS
B MOJIOJOM BO3pacTe.

BAJKHO

TpuuuHoii cemeliHoli 2unepxonecmepuHeMuul s8H0MCs U3MEHEHUs 8 2eHe, Komopwlli Kodupyem JIHIT-
peuenmop. [epexmmuwili JIHII-peyenmop He moxcem yodaname XC-JIHIT u3 kpoeu. H36bimox
XoJlecmepuHa HAaKkanaueaemcst 8 CMeHKAx KPOBEHOCHBIX COCYy008, Npusoodst K passumur) cepoeuHo-
cocyoucmeix 3a60ne8aHuli.

Kak mo3cHo 3ano00o3pums cemeiinyio sunepxosiecmepuxemuio?

CeMeifHYI0 TUIIepX0JieCTepUHEeMMI0 MOXKHO 3aIloflo3pUTh, KOIJla B CeMbe eCTh CIydau paHHero
Hauaja CepAevyHO-COCYIUCThIX 3aboneBaHmii. Tak, eciM KTO-TO M3 UWIEHOB CeMbU IlepeHec
MHGAPKT MMUOKapaa (CepaeuHblii MPUCTYIT) WIX MO3TOBOI MHCY/IBT B Bo3pacTe paHee 50-60 e,
9TO MOYKeT GbITh C/IE[ICTBMEM BBICOKOTO YPOBHSI XOJeCTepuHa. B Takux cIyyasx peKOMeHIyeTcst
OIpenennThb ITOKA3aTeN JINITUIHOTO IMTPOGM/IS KPOBY Y WIEHOB CEMbM TTallMeHTa:

- IUIIUIHBINA TIPOGU/Ib ONpeneseT pasandHble TUIIbI JUIIOPOTENIOB B KPOBM, TaKMe KaK OO
XOJIeCTEePUH, XOJeCTepUH JIMIIONPOTeUAOB HM3KOM 1oTHOcTM  (XC-JIHII), xonecrepuH
JIUTIOTIPOTEUA0B BbICOKOI MIOTHOCTU (XC-JIBII) U TpUTAULIEPUIBI.

- IMarHOCTUPOBATh U JIEUNTh CEMEHYIO0 TUTIePXOIeCTePUHEMMUIO BAXKHO YKe B TeTCKOM BO3pacTe.
Jleuenne Oonee 3¢G@EKTUBHO, KOrma OHO HAuMHAETCS paHO M OO TOrO, KakK HAKOIIeHMe
XOJIeCTepMHA B CTEHKAX COCYOB MPUBOAUT K OOpPa3OBaHMUIO aTEPOCKIEPOTUYECKMX OIsIiex,
CUJIBHO CY)KMBAIOMIMX TIPOCBET KPOBEHOCHBIX COCYHNOB, M TPUBOMSIINX K PA3BUTUIO CEpPIEeUHO-
COCYIMCTBIX KaTacTpod — MHOAPKTOB ¥ MHCYIHTOB.

EcTb HeECKONbKO BHEIIHMX IIPU3HAKOB, KOTOpble MOTYT ONpefessiTbCsl IpU CeMeHOM
TUIIEPXOJIeCTEPUHEMUN: YTONIIEHME CYXOXKWIMIA WIM 3KeJTOBaTble OJIAIIKM BOKpPYr IJia3
(KcaHTeNasMbl), HO OHM He Bcerja ObIBAIOT y TMAIMEHTOB C CEMEITHOI TUIlepXoyiecTepyuHeMMeid.
WHorpa xonecTeprH OTKJIAAbIBAETCSI B pafykke (LIBETHOM 4acTM) I/ia3a B BUAE apku (IUOUIHAS
Jyra pOrOBUIIbI).

BAJKHO

CemeliHas zunepxonecmepuHemust Moxem 0Obimb 3an0003peHa y Jioodeli, Komoposle UMenm paHHee
Hauano cepoeuHo-cocyoucmoix 3ab0Ne8aHuli 8 meueHue HU3HU 8 COUeMAHUU C BbICOKUM YPOBHEM
xonecmepuHa 6 Kposu. PodcmeeHHUKU maxkux nayueHmos 00JHbl onpedeaums y ce6s nokasamenu
JUNUOHO20 NPOPUIISL.

Kak duaznocmupyiom cemeliHyro 2unepxoJiecinepuHemuio ?

CeMeHYI0 TUIIePX0JIeCTEPUHEMMUIO JUATHOCTUPYET Bpay, IPUMEHSIS CIIelaibHO pa3paboTaHHbIe
ANATHOCTUYECKMe KpUTepuM, YUMUTbIBAKOLIIMe HQIIbe/i KOMIIJIEKC  KIIMHNYEeCKUX (ypOBEHb
XO0JIeCTepPUHA, HATIMUMe CYXOXKMUIbHBIX KCAHTOM, 3a00/IeBaHMii, 06YCIOBIEHHBIX aT€POCKIEPO30M Y
ranyeHTa M WIEHOB ero cemMbM U [p.) U TeHeTuueckuM (axkTopoB. s TeHeTHuecKoro
obcrenoBanMs — ucrmonb3yior  JHK,  BbigeseHHYy0 M3 KIeTOK  KpoBu.  CeMeiiHyiO
TUITepX0JIECTEPUHEMMIO IMArHOCTUPYIOT, Haxomds nedeKT reHOB, HaIIpumMmep, reda JIHII-penernropa.
Bru3kue pomcTBEHHUKM, TaKMe KaK POAUTENV, 6paThsl M CECTPHI U eTH TalMeHTa C CeMelHOM
rumnepxonecrepuHemueit, umeroT 50% pucK Takke UMeThb 3TO 3a6oneBanne. O6CIeI0BaHNe YIeHOB
CeMbM SIBJISIETCS KIIIOUEBBIM JIJIS1 PaHHEeN AMarHOCTUKY CeMeJiHO rUIepxonecTepyuHeMuUn.



BAJKHO

CemeliHas eunepxonecmepuHemus OudazHOCMuUpyemcsi Had OCHOBAHUU KJAUHUYECKUX OAHHbIX U
2eHemuueckozo 00ciedosanusl. BoisienieHue onpedeneHHbIX Mymayuti 8 psode 2eH08, 0MEemcmeeHHbIX 3a
passumue cemeliHOl 2unepxonecmepuHeMul, n0360jsem He mMOAbKO nodmeepoums OudazHo3 y
06cnedyemozo uenogekd, Ho U Npogecmu mecmuposaHue ONU3KUX Ul1eHO8 €20 CeMblU C Uebl0 PaHHel
JuazHoCcmMuKuU 3mozo 3a60ne8aHusl.

B kaxkom eo3pacme Hy3#cHO OUZHOCINUPOBAING CEMELIHYIO 2unepxosiecmepuHemuio?

JIrooyu ¢ ceMeifHOi TrurepxoyiecTepyHeMueli 06bIYHO MMEIOT BBICOKMIT OOIIMii XOJIecTepuH u
Bpicokmii  XC-JIHIT ¢ poxngeHusi. PekomeHIyeTcsi DPOOUTENSIM, MWMEWIIUMM CeMEHYI0
IUIePX0IeCTePMHEMMIO, 06pallaThCs K Bpauy Jjisi 00CIeOBaHMs CBOMX JIeTei M0 HOCTUKEeHUS
MMM IIKOJIBbHOTO Bo3pacTa. [ToaTBepskaeHMe IMarHo3a BaXKHO B JeTCKOM M IOHOIIIeCKOM BO3pacTe.
YeM paHbllle U3MEHUTD JMETY, IIUIIEeBble MIPUBbIUKM ¥ HAUyaTh JieueHue, TeM MeHbIle GyIeT pucKk
PasBUTHS aTePOCKIEPO3a U CBSI3aHHBIX C HUM OCJIOKHEHUIA.

BAJKHO

B cembsax ¢ 0uazHocmupo8aHHoli cemeliHoll 2unepxonecmepuHemueli pekomeHdyemcs mecmuposaHue
demeil 0na OuazHocmuku 3moz0 3abojieéaHuss 00 B0CLMUNEMHE20 603pacma. Dmo Nno360Jisem
nposecmu HeoOX00UMYIO KOppeKyur numadus u o6pasa Hu3Hu peGeHKd, a makxe npu
Heo0X00UMOCMU HA3HAUUMb emy P PeKmusHoe neueHue.

Kax moxcHo ymenvwume XC-JIHIT?

CHU3UTH XOJIeCTePUH MOXKHO ITPU TIOMOIIM AMETHI, PETy/sIpHOi h1U3MIeckoi aKTMBHOCTY, OTKa3a
OT KypeHMs ¥ IPUMEeHeHMS CllelaIbHbIX JIeKaPCTBEHHBIX ITperapaToB.

V3meHeHMsI B UTAHUM — TEePBbIMi LIar B CHMKEHUM YPOBHS XOJIeCTepuHa ISl BCeX JIIIel C
CceMeifHOIi TUIIepxoyiecTepuHeMueil. IsMeHeHUs B leTe MOTYT CHU3UTh XoyecTepuH Ha 10-15%.

[nst mrofeii ceMeitHOM TUITepxoiecTepruHeMMei 3TOTO CHIKeHMsT ObIBaeT HeAOCTATOYHO, IIO3TOMY
Ha3HAYaIOTCsl XOJieCTepMHCHIKAloIye mpenapatbl. Llenb nedyeHus (ZueTbl M JI€KapCTBEHHBIX
TperaparoB) - CHU3UTh ypoBeHb XC-JIHIT Huske 2,5 MMOJIb/MT Y B3POCIBIX U HUKE 3,5 MMOJIb/MT Y
nmeteit. [Iya Tex mereit u B3powibix ¢ CI'XC, KTo yke MMeeT 3a0ojieBaHMe cephiia 1 cocyaos, XC-
JIHII mosmkeH ObITh HIsKe 1,8 MMOJIb/J.

Korma uenmoBek HaciemyeT AedeKTHbBII TeH OT o0oux pomuteneit, JIHII-perenTop MOXeT
IIOJIHOCTBIO OTCYTCTBOBATh B KJIeTKaxX. B 3TOM ciyyae MMeeTcss MeCTO 3KCTPEMAalbHO BBICOKOE
nosbiiienne XC-JIHII, nymg cHMKeHMsT KOTOPOrO Hapsiny C JOUeTOM U JieKapCTBEHHbIMU
rperapatamMy HeOOXOAMMO TMpPOBeleHye peryasipHoil (Kaxnpie 1-2 Hemenu) MpPOLEAYpSI,
HampaB/IEHHOI Ha MeXaHWYecKoe yhaJeHue M3 KpoBU M30bITKA XojiecTepuHa. Takas mpoiemypa
rosryumia Ha3BaHue JIlT-adepes.

BAJKHO

HsmeHeHus 8 numaHuu mozym cHusume xonecmeput JIHII na 10-15%. Ina nayueHmos ¢ cemetiHoti
2unepxonecmepuHemueli 3mozo Mmoxem Obimb  HedoCcMAmMouHo, No3Imomy duemy  ciedyem
KOMOUHUPOBAMb C NPUEMOM MeOUKAMEHTNO08, CHUMAWUX YPOB8EHb X0oecmepuHa. st msxicesnsix popm
cemeliHOli 2unepxoyiecmepuHemMuu 0ONOJHUMEILHO MOycem Oblmb NPUMeHeHd MeXHON02Usl OUULeHUS
Kposu om usbvimka xonecmeputa (JIHII-agepes).

Kak duema deiicmeyem na xonecmepun JIHII?

Bce skmppl B Tuile SIBASIIOTCSI CMECbIO HACBIIMIEHHBIX ¥ HEHACBIIIEHHBIX JXMPHBIX KUCIOT.
HacpliiieHHbIe SKMPHbIE KMUCIOThI HAXOASTCS B MPOAYKTaX SKMBOTHOTO ITPOUCXOKAEHMS (MOTOUHbIE
U MSICHBIE), TBEPJbIX MaprapuHax 4 B OOJIbIIMHCTBE BUMOB IeUeHbs, GMCKBUTOB, KEKCOB, dacT-
(dyme. 3T HachIleHHbBIE XXMPHBIE KMCIOTHI TOBBINIAIOT XOJIECTePUH, B OT/IMUMM OT HeHACBIIEHHbIX
SKMPOB M3 PAaCTeHMIi ¥ PbIObI, KOTOPbIE CHYSKAIOT MU AeCTBYIOT HelTpaabHo Ha XC-JIHII.

Hwuskoe norpebieHne xoaectepyHa peKOMEHIOBAHO JIIOASIM C BBICOKMM YPOBHEM XOJeCTepyuHa B
KpoBu. HambGosblliee KOIMYECTBA XOJIECTEPUHA B TUINE COHMEPKUTCS B IPOAYKTAX >XKMBOTHOTO
TIPOUCXOXKIEHMSI, TAKUX KaK SIMUHbIE JKEJITKMU, MOTPOXa, MSICO M KUPHbIE MOJIOUYHbBIE TTPOAYKTHI,
HaIpumep, CbIp, CIMBKUA Y MacJIo.



JKupHas peiba M pbiOMiT XKUP HACBIIEHbI OMera-3 >KMPHBIMM KHUCIOTaMM, KOTOpbIe MMEIOT
6naronpusiTHbIil 3¢ dexT. OMera-3 Takke CHUXKAIOT YPOBEHb TPUMINUIEPUAOB. [Ijisi obecrieueHust
JIOCTATOYHOTO MOTpebneHns OMera-3 peKOMeHLyeTCs eCThb SKMPHYI0 MOPCKYI0 PBIOY He peske ABYX
pa3s B HeJeio.

BraronmpusiTHOe BO3[eiiCTBMEe HA YPOBEHb XOJIeCTepPMHA OKa3bIBAIOT BOJIOKHA, COMepIKalecs: B
KPYITHO3€PHUCTBIX KyKYPY3HBIX U II€JIbHO3EPHOBBIX 3JIAKOBBIX IIPOAYKTaxX, O0OOBBIX, TOpOXe,
¢dpykrax, sirogax u oBomax. PacTutenbHble BOJOKHA, MOTpPeOJsieMble C TUINE, CBSI3BIBAIOT B
KUIIEYHMKE TOCTYIMUBIINIA C €0 XOJeCTePUH. IJTO MPUBOAUT K TOMY, UTO YMEHBIIAETCS
BCacbhIBaHMeE XOJeCTepUHA U3 KUIIEUHUKA, a, CJIE0BATENIbHO, U €r0 KOHIIEHTpanus B KpoBu. Kpome
TOTO, TPOAYKTbI C BBICOKMM COAEPKaHMEM KIETYATKM SIBJSIOTCS BaKHBIM MCTOUHMKOM
BUTaMMHOB, MMHEPAJIOB ¥ aHTUOKCHU/IAHTOB.

Kakas duema pexomeHdosaHa npo cemeliiHoli zunepxoyecimepuHemuu?

[luTanme [jIs WUl C CEMEITHOI TUIIepXojecTepuHeMMeil MOMKHO ObITh Pa3sHOOOpasHbIM U
cObaaHCHPOBAaHHBIM. [IJIs1 meTeli ¢ ceMeifHOI TUITepXoyieCTepUHEMMEN COOMIOIeHNE TMEeThI JO/IKHO
TTOAKPEIUISITbCST M3MEHEeHMeM IUTAaHMUSI IJIs BCEX UJEHOB CeMbM. BaskHO, UTOOBI MPUBBIYKA
3[0POBOTO MMUTAHMS YCTAHABIMBAINCH KaK MOXKHO paHblIie. Vi3MeHeHNe IVeThl TpedyeT BpeMeH!,
YacTO MeCSIeB WIM JIET, M TpeOyeT PeryisspHOTO HaOMIOmeHMSI KIMHUYECKMM OMETOJIOrOM WIN
BpauoM. To, UTO BbI eiuTe peryasipHO, O4eHb BaskHO! CiryyaliHble OTKJIOHEHUSI OT peKOMeHLyeMOi
IMeTbl He IPUBOJIST K ITOBBILIEHMIO YPOBHS X0/IeCTepUHA B KPOBMU.

BAJKHO
ITamb eascHblx pekoMeHdayuii 0 cOANIaHCUPOBAHHO20 NUMAHUS:

e ynompeoOasaiime MeHbvllie ¥upd, 0COOEHHO MeHblE HACbILEHHO20 HUPA,

® 3aMeHUmMe HACLIWEHHbIE HCUPbl HEHACHIUWEHHBLMU HUPAMLU,

* euibme 60JblULE NPOOYKINOB8, COOEPHAUIUX K/IEMUAMKY, 080U U (hPYKMbl KaxOblli OeHb,

o ynompeobnatime meHvlue NPoOyKMO8 € 8bICOKUM COOEPHAHUEM XONeCMePUHA,

® 02paHuybme KOJAUUECMB0 NULYU U HANUIMKOS C 8bICOKUM COOEPHCAHUEM CAXapa Uil aako207s.

Kaxk nekapcrBeHHBbIe mpenaparsl Bausao0T Ha XC-JIHII?

JlekapcTBa, KOTOpble MOTYT CcHU3UTb XC-JIHII, yBenuumBaioT koindectBo JIHII-pelenTopos,
yTOOBI JTyumie momionaTth XC-JIHIT n3 Bamiei KpoBu. ViIsMeHeHUST B IUTAHNUY TOJKHBI COUETAThCSI C
MeIMKaMeHTO3HbIM JiedeHeM, YTOObl CHU3UTh YPOBEHb XOJeCTepUHA 10 HeOXOAMMOTO YPOBHSI.
JlekapcTBeHHas1 Tepanus JJIsI CeMEeNHOV TIUIlepXojecTepUHeMMUM IIPUMEHSIETCSI He TOJIbKO Y
B3POC/IBIX, HO U Yy JeTeii. Y [eTeil C IOATBEPXKIEHHON! CeMeHOM TuIlepxojlecTepuHeMuent
PEKOMEH[IyeTCsSI HAuMHATh MeAuKaMeHTo3Hoe JeueHue c 10 Jjer. JleueHue HOOMKHO ObITh
IJTUTEIbHBIM, OHO IIOMOXKET 130€KaTh Pa3BUTHSI CEPIEYHO-COCYIUCTHIX 3a00I€BaAHMIA.

Kaxkue nekapcmeenHsle npenapamol cHuxcarom XC-JIHIT?

JlekapcTBeHHbIE cpencTBa, cHypKaouye XC-JIHII, BKIIOYAIOT CTaTUHBI, MHIMOUTOPbI IIOIJIOIIEHISI
xojecTepuHa 1 uHru6buropsl PCSK9. Bair Bpau MOXKET JIEUUTh BaC OOHUM WMIM HECKOJIbKUMMU U3
9TMX TUIOB JeKapcTB. Ecmm XC-JIHII cHmKaeTcsl [0 HEOOXOAMMOTO YPOBHS, OTIOKEHNE
X0JieCTepyHa B KPOBEHOCHBIX COCYHAX ¥ BOKPYT IVIa3 WU CYXOXKUINIL YMEHbITUTCS.

Houemy 8iCHOE 3HAYEHUe umeem JieueHue 6 MmeveHue OnuUme1bH0O20 epemeHu?

Opranmsm IpPOM3BOAUT  XOJECTePUH IOCTOSIHHO. OpHako y JIIOfeil ¢ ceMeiiHOM
rUIepxoiecTepuHeMueil 13-3a reHeTnyeckoro nedekra HapylleHa CIIOCOOHOCTb OpraHmsma K
yOATIeHMI0  M30BITOYHOTO  XojecTepyHa. JleKapcTBeHHble — IperapaTbl  CIOCOOCTBYIOT
BOCCTAHOBJIEHUIO 3TOM criocobHocTu. Kak Tompko XC-JIHIT ymMeHbIIMICS B pe3y/ibTaTe JedeHmus,
BaYXKHO TIPELOTBPATUTH €ro IMOBTOPHOE IOBBILIEHVe, KOTOpoe OyneT Heu30eXKHbIM IIpU OTMeHe
rperiapatoB. [109TOMY JII000Ji Ye/I0BeK C CeMeHOM TuIepxoecTepuHeMueil JODKeH MOCTOSTHHO
MIPUAEPKUBATBCS OVETHI, 3M0POBOr0 06pasa SKM3HM M MPUHUMATH IPEnapartbl, CHMKAKOIINE
YPOBEHD X0JIeCTepMHa.

Ymo makoe cepdeuHo-cocyoucmete 3a601e6aHuUsn?

3aboeBaHMsI cepama M KpPOBEHOCHBLIX COCyOdOB, BbI3BAHHbBIE€ aTEPOCKIEPO30M, OTHOCATCA K
CepaedyHO-COCyaAMCTbIM 3a60/IeBaHMSIM. ATepOCKJ'IepOB COIIPOBOXOAETCS HAKOIIJIEHMEeM JKMpa



(BKIIOUAsT XOJIECTePMH) B aTEePOCKIEPOTUUECUKMX OJISIIKAX, KOTOpble CYKMBAIOT IIPOCBET
KPOBEHOCHBIX COCYIOB, YTO MOSKET MIPUBECTHM K HAPYIIEHMIO KPOBOCHAGKEH S JKM3HEHHO BasKHBIX
OpraHoB: Cepjiia, TOIOBHOTO MO3Ta, ITouYeK u ap. Ecin aTepockiepos pasBUBaeTCs B KPOBEHOCHOM
cocyie, TOCTaBISIoNeM KPOBb K CEPITY, TO BO3HMKAET MiemMuueckast 607e3Hb cepiiia, Haubosee
IPO3HBIM TIPOSIBJIEHMEM KOTOpOii sIB/seTcsl MHGAPKT Muokapma. EwiM  aTepocKiepo3om
IopaskaeTcst KPOBEHOCHBIN COCY, KPOBOCHAOKAIOIINIT TOJIOBHOM MO3T, TO BO3HMKAET HapyIIeHye
MO3TOBOTO KPOBOOGpaIleHMsI, IIPOSIBIISIONIeecs B BiIe TPAH3UTOPHONM MIIEMUYECKOi aTaku U
MHCYJIbTA.

BAJKHO

CepdeuHblli NPUCMYN U UHCYbIN ABASHOMCA KOHEUHBIM PE3YNbINAamoM amepockiepo3d. Amepockiepo3
- 3MO0 CyMeHUe KPOBEHOCHbIX COCY008, B8bI36aHHOE HAKONIEHUEM X0JeCmepuHa U 60CNAleHUeM, C
o6pasosanuem OnawKu. Basuwika ymeHvaem pasmep npoceema KposeHoCHo2o cocyda. ITospexdenHas
O2IAWIKA MOXCem 8b136aMb 00pA308aHUe C2YCMKA KPO8U, npusodsiuiee K 0UeHb ObICMPOMY CyHEeHUI0 UlU
3aKynopke Kp08eHOCH020 cOcydd.

Kakue cywiecmsyrom ¢pakmopet pucka?

@aKkTOpbl pUCKa - 3TO 0COGEHHOCTU (6MOIOTMUECKME, TICUXOIIOTUUYECKME WIIM IKOJOTUUYECKUE),
KOTOpble TOBBIIIAIOT BEPOSITHOCTb PasBUTMSI  aTepocKiepo3a U  CepIeuyHO-COCYIMUCTBIX
3a6oneBaHuit y yenoBeka. OgHUM U3 Hanbomree BaskKHBIX (HAKTOPOB PUCKA CEPAEYHO-COCYAMUCTHIX
3ab0eBaHMiT SIBsIeTCST BBICOKMIT ypoBeHb XC-JIHII. K gpyrum ¢dakropaM pucka OTHOCSTCS
caxapHbIit rabeT M BBICOKOE apTepuasibHOe NaBjieHNe, KOTOpble B CBOIO O4Yepelb MOTYT ObITh
pe3ysnbTaToM W30bITOYHOI MAacChl Tejla, HeJZOCTATOYHOTO TMOTpebseHns (GPyKTOB U OBOIIEH,
HM3KOIV (QU3NYECKOV aKTUBHOCTU. PeryisipHble (Qu3nueckue YIPakKHEHUSI CIOCOOCTBYIOT He
TOJIBKO CHMKEHWIO MAacChl Tela, HO M 6JarOTBOPHO BAMSIOT HA JIMIIMIHBINA TPOGUIb, CHYDKAS
ypoBeHb XC-JIHIl u TpurnuuepuaoB, M TMOBbILAsT ypoBeHb xonecrepuHa JIBII ("xopoimit
XOnecTepun").

KypeHne yBenmumBaeT PUCK Pa3sBUTUSI CEPIEUYHO-COCYAMCTHIX 3a00eBaHMii, Haxke eC/ii YPOBEHb
XOJlecTeprHa B KPOBM HOPMasibHbI. Tem 6ojee OHO OIMACHO [JIsi TALMEHTOB C CeMeNHOI
runepxonecrepuHeMmueii. KypeHue BbI3bIBaeT [ONOJHUTENbHOE IIOBPEXIeHMEe KPOBEHOCHBIX
COCYZOB U CHIDKAeT B KpPOBM ypoBeHb xosnecrepuHa JIBII ("xopowmmnit xonectepun”). ITanmeHTsI C
CeMeIfHOli rUIepxojiecTepMHeMueli, He ToyJalollue jieueHne, MMeloT B 25 pa3 6ojee BbICOKMIA
PUCK PasBUTHUSI CEPAEUHO-COCYAMCTBIX 3a60/€BaHNI 10 CPAaBHEHMIO C JIIOAbMM, HE MMEIOUMMU
ceMeitHOl TunepxosecTepuHeMun. Y He JIeUeHHbIX 60JIbHbIX C CeMeIHOI IUIIepXoiecTepUHeMMEN,
KOTOpbIe TaKKe KypsIT, pUCK yBeIu4uBaeTcs B 75 pas!

Kpome TOro, CepreuHo-CcoCyoyCTbhie 3a00/IeBaHNsI Pa3BUBAIOTCS Yallle C BO3PACTOM, U MYKUMHBI
3a60j1eBaloOT MMM MpuMepHO Ha 10 jieT paHbile, ueM sKeHIMHbL. ECTn y ueioBeka eCcTh HECKOIbKO
M3 TepeuncaeHHbIX (GaKTOPOB PUCKA, TO BEPOSITHOCTh DPasBUTHUS CEPAEUHO-COCYAMCTOrO
3a60JIeBaHNS Y HETO ell[e BhIIIIe.

MoxHo Ju  cHU3uUmMs puck cepdeuHo-cocyoucmsix 3abosieeaHuii npu  cemetliHoli
eunepxonecmepuHemuu?

HOA! ViccnemoBaHusi Mmokas3bIiBalOT, 4TO CHWKeHue ypoBHS XC-JIHII cHukaeT puCK cepmedyHo-
COCYAUCTBIX 3a001eBaHMii. BeposiITHOCTh BOSHMKHOBEHVE aTePOCKIePOTUUECKNX OJISIIIeK 3aBUCUT
ot ypoBHsT XC-JIHIT u OuTeNbHOCTY ero BO3[eICTBMSI Ha CTeHKy cocyna. Yem Bbile 06a 3TUX
(dakTopa, TeM paHbllle pa30OBbeTCS aTepockiaepos. IloHmwkas ypoBHM XC-JIHII, MOXKHO
3HAUUTEJIbHO CHM3UTh PUCK PasBUTUSI CEPAEUHO-COCYAUCTBIX 3a00/€BaHUI, CBSI3AHHBIX C
aTepocKIepo30oM. BakHO Kak MOKHO paHbllle HauaTh cHkeHme XC-JIHIL. [TpekpanieHue KypeHust
¥ KOppeKIus Apyrux GakTOpoB pMcKa, 0 KOTOPhIX TOBOPUJIOCH BhIllIe, MUMeeT pelllaiollee 3HaUeHMe
JIJIST TOTIOJTHUTEIbHOTO CHYDKEHMSI PUCKA Pa3BUTUS CEPAEUHO-COCYAVCTBIX 3a60/1€BaHMIA.

TAKHM OBPA30OM:

e CeMeiiHass TI'UIIEPXOJECTEPUHEMUST SIBISIETCS HACIEICTBEHHBIM 3a00JIeBaHMEM, BbI3BAHHBIM
yale BCero HapylieHreM paboTel reHa JIHII-perenTopa.

e Hapymenne pabotel reHa JIHII-pelienrTopa MOXKeT MPUBECTH K YBEIMUYEHUIO comepskanust XC-
JIHIT B KpoBM, M30BITOK KOTOPOTO BBHI3BIBAET DPa3BUTHE aTEPOCKIEp03a M TAKUX TPO3HBIX
CepaeYHO-COCYIUCTHIX 3ab60IeBaHMil, KaK MH(MAPKT MUOKAP/A U VHCYIIbT.



o Jls1 II0Jeit ¢ ceMeifHOl TuIepxoiecTepyuHeMeil XxapakKTepHO pasBUTHE CepHeUuHO-COCYIMCThIX
3a60eBaHMit yke B MOJIOJJOM BO3pacTe.

¢ BajkHO BBISBJISATb CEMEMHYIO TUIIEPXOJIECTEPMHEMMIO KAK MOKHO paHbliie, T03TOMY, ey y Bac
IMarHOCTMPOBAHO 3TO 3aboseBaHKe, HEOOXOMMMO 00si3aTelbHO 00C/IenoBaTh uaeHOB Barireii
CeMbMH, BKITIOUAst JeTeii.

¢ CBOEBpeMEeHHO (KeJaTeJbHO C JEeTCKOTO BO3pacTa) HavaTble MEPOIPUSITUSI I0 BeIEHMUIO
3,0poBOro obpasa, cob/omeHe cOaMaHCUPOBAHHOM OMEThHI M IIPUEM XOJIeCTePUHCHVIKAIOIIX
MperapaToB MOTYT 3HAUMTEIbHO CHU3UTh PUCK Pa3BUTUS CEPAEUHO-COCYAMCTHIX 3a60/1eBaHMit
Y JIIOZEM C CeMeNiHOV TUIepXoyieCTepUHEMUEIA.



IIpnnokenmne I.

ITpunoxeuue I'l. Kputepuu DLCN (Kpurepuu
P Dutch LipRi Clilljr,lic Networi()p P

Kpurtepun DLCN pyia guarHoctuku reCI'XC y B3pociasbix (18 neT u crapiue).

Kputepmn DLCN yunThIBalOT fJaHHbIe HACAeLCTBEHHOTO aHaMHe3a, MHAMBMAYaJIbHOTO aHaMHe3a,
dusukanpHoro o6cemoBanus, ypoBeHb XC-JIHII ¥ pesynbTaThl MOJIEKY/ISIPHO-T€HETUUYECKOTO
TecTupoBanus (aHanm3sa [JTHK).

[narHo3 yCcTaHaBIMBAETCS HA OCHOBAaHUM CYMMbI OaJIJIOB, TTOMYYEHHBIX B KaXK/I0¥ rpyrine. BHyTpu
IPYIIbI 6AJUTBI HE CYMMUPYIOTCSI, YUYUTBIBAETCS TOJIBKO OAVH TIPU3HAK, MAIOUMii MaKCMMaabHOE
KOJMIMYeCTBO 06a/uioB BHYTPM Kaxknoit m3 rpymn. K mpumepy, ecmu y ob6cienyemMoro ectb u
JIUTIONAHAS [yra POTOBUIIbI (4 6Ga/l) M KCAaHTOMbBI CYXOXWIMiI (6 6a/uioB), TO MAJIST TPYIIIIbI
«Du3uKajbHOe 00CIeI0BaHe» HY>KHO YUMTHIBATb TOIBKO 6 GaJIJIOB. B COOTBETCTBUM C HAGpaHHOI
cymmoit 6anmoB CI'XC MoKeT ObITh OIpeaeseHHOV, BepOsITHOM MM BO3MOXKHOW. Ilpu aTom
nmyarao3 CI'’XC BbICTaBIISIETCSI TOTBKO TP HAJIMUMIM OTIPEIeJIEHHON MIIY BEPOSITHOM (hOPMBI.

Kputepuii Bannbl

1. CemeliHbIii aHaMHe3

PoAcTBEHHMK NepBON CTENeHN POACTBa C paHHUM (y Myxu4uH <55 neT; y xeHwmH <60 net) CC3 aTepockiepoTM4eckoro 1
reHesa (MBC, aTepoTpomMbOTMYeECKMI  UweMuyeckuin  uHcynbT, TWA,  nepudepuyeckuii  aTepockiepos  C
aTepocKIepoTUYEeCKUMMN BnawKaMm, CTEHO3UPYIOLMMM NPOCBET cocyaa = 50%)

wm

PoacTBeHHWK 1-i cTenenun poacTea ¢ XC-JIHM>95-ro npoueHTUns

PoacTBeHHMK 1-i cTeneHu poAacTBa C KCAHTOMaMU CyXOXUAWUIA U/UNKN NUNOUAHON Ayroi porosuLbl 2
nian
[etu monoxe 18 net ¢ XC-JIHM >95-ro npoueHTunsa

2. m yanbHbIH

Y naumeHTa paHHas (y MyXuunH <55 neT; y xeHwWwmnH <60 net) UBC 2

Y nauveHTa paHHee (y MyxuumH <55 neT; y XeHwuH <60 neTt) pasBuTMe aTepoTPOMOOTUYECKOro WLLIEMUYECKOro 1
nHcynbTa, TUA unu nepudepnyecknii aTepocksiepo3 C aTepoCKIepoTUYeCKUMN BnsWwKaMm, CTEHO3MPYIOWMMU NPOCBET
cocyaa = 50%

3. ®usnkanbHoe obcnegoBaHne

CyXOXuWnbHble KCAaHTOMbI 6

JlunuaHasa ayra porosuLbl B Bo3pacTte <45 net 4

4. YposeHb XC-JIHI

> 8,5 mmonb/n 8
6,5-8,4 mmonb/n 5
5,0-6,4 mmonb/n 3
4,0-4,9 mmonb/n 1

5. AHanuz HK

Hanuuve naToreHHoro uMnM BEeposATHO MAaTOreHHOro BapuaHTa HyKeoTMAHOW nocneposaTenbHocTv LDLR, APOB wnn 8
PCSK9

ﬂuaruos CTaBUTCA Ha OCHOBAHUUN CYMMbI 6annos:
«onpepeneHHasa» CrxXc - >8 6annos
«BeposATHasa» CrXC - 6-8 6annos
«BO3MOXHasa» CrXC - 3-5 6annos

IIpunoxenue I'2. IllonynssuuoHHbIe mokasaTenu XC-
HII B 3aBMCMMOCTM OT I10J/I1a ¥ BO3pacTa a1 PO

Mon Bospact XC-JTHMN (Monb/n) 95 nepueHTUb
My>xckoin 25-34 4,56

35-44 5,04

45-54 5,31

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




35-44 4,68

45-54 5,29

55-64 5,56

IIpunoxenue I'3. Kpurepuu Caimona bpyma
(Simon Broome Registry)

Kputepun Caiimona Bpyma (Simon Broome Registry) npumensitor ajisi guarHoctuku reCI'’XcC y
B3POC/BIX, a TAKXKe Y eTeli 1 MOAPOCTOB B BO3pacTe 10 16 jer.

Iuarno3 reCI'XC BpICTaBJ/IsSIeTCS B (Jlydae COOTBETCTBMSI MAaLM€HTa KPUTEPUSIM «OIlpelle/IeHHOrO»
WIN «BepOsITHOTO» ayarHo3a CI'XC

OnpepaeneHHbiit AmarHo3 reCrXC craBurcs, ecnum:

OXC > 6,7 mmonb/n unu XC-JIHM > 4,0 MMonb/n y nauveHTa mnagawe 16 net, uaun
OXC > 7,5 mmonb/n unu XC-JIHM > 4,9 MMonb/n y nauveHTa ctaple 16 net
MArc 04HO U3 HKENEPEeYNCIEHHOrO:

o Hanuume CyxoxXusbHbIX KCAaHTOM Yy NauueHTa WUau POACTBEHHMKA MEPBOW CTEMEHW POACTBa (poauTenu, AeTu, 6paTbs, CECTpbl), WK Y

POACTBEHHMKa 2-0i1 CTeneHn poAcTea (Aeaywku, 6abyliku, Asam unm Tetn);

n/vnn

Mo3nTtneHbI TecT AHK-AnarHocTnku, NoATBEPXAAKOWMIA HanMyMe NaTOreHHOro WAM BEPOATHO MaTOMEHHOro BapuaHTa HyKNeoTUAHOMN
nocnenoBaTenbHOCTU B reHax LDLR, APOB wnan PCSK9

BeposaTtHbiii anarHos reCrxcC craBurcs, ecnu:

OXC > 6,7 Mmonib/n unun XC-JTHM > 4,0 MmMonb/n y nauveHTa mnaawe 16 net,

wnm
OXC > 7,5 mmonb/n unu XC-JIHM > 4,9 MMonb/n y nauveHTa craple 16 net

Mnroc OAHO U3 HMXENEPEYNCEHHOro:
e Hanuune UM B aHaMHe3e poACTBEHHMKA 2-11 cTeneHu poacTsa Ao 50 nert, poacTBeHHMKa 1-i cTeneHn poacTea — Ao 60 neT;

w/mnun
OXC > 7,5 MMOﬂb!J‘I y nauueHTa ctapwe 16 net 1-i uam 2-i cTeneHn poacTBa Wau nosbilweHne OXC > 6,7 MMONb/N y nNauveHTa uam
poACTBEHHMKa 1-i1 cTeneHn poAcTBa B BO3pacTe MeHee 16 ner.

IIpnnoxkenune I'4. Kpurepun auarHoctuky reCrcx
y JeTei U IMMOAPOCTKOB

MoauduimpoBaHHble KPUTEPUM 3SKCIIEPTOB €BPOIEIICKOTO O6IIecTBa MO aTepPOCKIepo3y IJist
nuarHoctuky reCI'’XC y gerteli 1 mogpocTKoB <19 jeT:

CornacHO maHHBIM KpuTepusm, nuarHos reCI’XC BpICcTaBiasgeTcs OeTsIM M nogpoctkaMm (<19 jser)
TIPY HAJIMYUY XOTSI GBI OHOTO U3 YEThIPEX YCITOBUIA.

-

. YpoBeHb XCJTHM=4,9 MMO/b/N B AABYX MOCNEAOBATENbHbLIX aHann3ax Ha GoHe CO6MOAEHNUS TMMOAUNUAEMUYECKON ANETI B TEYEHNE

3 Mecsues.

N

YposeHb XC-JIHM=4 MMonb/n B coyeTaHun c paHHuM CC3 (y MyX4YuH B Bo3pacTe <55 neT, y XeHwuH <60 neT) u/unm BbICOKUM

ypoBHeM XC-JTHM (=4,9 MMonb/n) y pPOACTBEHHMKA NEPBOW CTENeHn poacTBa.

w

. YpoBeHb XC-JIHM=3,5 MMONb/N B COYETaHWM C reHeTUYeCKN NOATBEPXKAEHHbIM AnarHo3om CMXC y ogHOro U3 poauTtenem.

>

Nobort  yposeHb XC-JIHIM npu noaTBepXAeHUW Hanuums y pebeHka nNaTOreHHoro WA BEepoATHO MNaTOreHHOro BapuaHTa
HYKNeoTuAHoW nocnefoBaTenbHOCTM B reHax LDLR, APOB unu PCSK9, BbISIBAEHHbIX Y OAHOrO W3 poAuTENeil C YyCTaHOBIEHHbIM

avarHosom reCrxc.

IIpunoskenune I'5. Kpurepun nuarnoctuku roCrxc



Kputepun, mpenoxkeHHble 3KCIEpTaMM €BPOTENCKOTO OOIIecTBa IO aTepoCKIepo3y, st
guarHoctuky roCIXC y B3powibIX 1 geTelt.

CornacHO JaHHBIM KpUTepusM, aarHo3 roCI'’XC BbICTABSIETCS Y JeTeil U B3pOWIbIX TIPU HATUUUU
OLHOTO U3 OBYX YCJIIOBUIA:

1. Hanuume 2 MyTaHTHbIX annenei B reHax LDLR, APOB, PCSK9 waun LDLRAP1

nwn

2. YpoBeHb XC-J1HI 6onee 13 mmonb/n (500 mr/an) 6e3
runonunuaemmnyeckon Tepanun unm XC-JIHM 6onee 8 MMonb/n Ha oHe rmnonunuaeMmyeckon Tepanum U:
o [losIBNEHNE CYXOXMbHbIX MM KOXHbIX KCaHTOM B Bo3pacTe o 10 net
win
e YpoBeHb XC-JIHM 6e3 runonunuaemMnyeckor Tepanumn, cooTseTcTayowmii reCMHXC, y oboux poauTenei

IIpunoskeHnue I'6. OcHoOBHBIe 3a00/71eBaHMs/
COCTOSIHMSI, @ TaK)Ke JIeKapCTBEeHHbIE IIpernaparsl,
KOTOPbI€ MOT'YT O0YC/IOBJIMBATh BTOPUYHOE
nosbilnenue XC-JIHII

HapyweHune ametbl HacblleHHbIe Xupbl
TpaHc->xupbl
AHOpekcus

JlekapcTBeHHbIE nNpenaparbl Linknocnopun**

AvypeTtuku

[ NIOKOKOPTUKONABI

AMUofapoH**

MNMMyHoaenpeccaHThbl

KOMbUHMpOBaHHbIe opasibHble KOHTpaLEenTUBbI
BbicOKOaKTUBHas aHTUBMpPYCHas Tepanusa npu BUY

3a6onesaHus Xonecras

HedpoTnyeckunit cuHapom
XpoHuyeckas 6051e3Hb noyek
CaxapHblii gnabet

HapyweHus metabonmsma fmnotnpeos
OxwupeHne
CuHapom KywmnHra

®dusnonornyeckme CoCTosiHus BepemeHHoOCTb

IIpunoxeuue I'7. Kpurepun aguarHoctuku CI'XCy
POACTBEHHMKOB ITPOOAHIA

[Ipy OTpUIIATEILHOM DEe3y/bTaTe TeHEeTUYECKOTO TECTUPOBAHMS MPOOAHIA MV TIPU OTCYTCTBUU
BO3MOXXHOCTM ero TpoBefeHusi auarHocTuky CIXC y 6mpKaimmx PpOICTBEHHUKOB CeayeT
MMPOBOAUTD HAa OCHOBaHMM ypoBHeii XC-JIHIT B ry1asMe ¢ y4eToM I10J1a M BO3pacTa 06ciemyeMoro
nuua. 19 MOCTaHOBKM AMarHosa pofcTBeHHMKam mnaiueHTa ¢ CIXC BO3MOXKHO NpUMeHeHMe
KputepueB (puc. 1), paspaboraHHbIX Ay muarHoctukyu CIXC y pOOCTBEHHMKOB MpOOaHIa,
BBICOKAsT YyBCTBUTENLHOCTD (93%) U crienubuyHOCTb (82%) KoTopbix B quarHoctuke CI'XC 6Gbuia
MPOJEMOHCTPUPOBAHA U [IJIsT  poccuiickoil momyasiuyy  [53]. ComlacHO 3TUM KPUTEPUSIM,
HampuMep, Y KeHIIMHbI, Jouepu naiueHTa ¢ auarHo3om reCI'’XC, B Bo3pacTe 25 jieT 1pu ypoBHe
XC-JIHIT >4.3 mmoinb/n guaruo3 CI'XC GymeT rnoaTBepskaeH, a rnpu ypoHe XC-JIHIT <3.6 MMOJib/J
muarHo3 CI'XC moskeT 6bITh MckimoueH. Eciu XC-JIHIT HaxoauTest B rpaHuiiax 3,6-4,29 MMOJb//, B
HACTOSIMII MOMEHT HEBO3MOXHO TOYHO YCTAaHOBUTb WM WUCKIIOUUTh auarHo3 CIXC, u
He0oOXOIVIMO B IaJIbHeIIeM TPOBeCTY TIOBTOPHOE M3MepeHue.

XKeHLWwm HbI

My>X4UUHBbI

Pucynoxk 1. Kpurtepun nuarsoctviku CI'XC y pofcTBeHHUKOB MTpobaHa



XC-JTHN
(MMonb/n) ra

CI'XC BeposTHa

CIrXC coMHuTenbHa

CIrXC manosepoaTHa




