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YybbikuHa Y.B., Exos M.B., Epwosa A.M. u coasT.
CepAeyHO-COCYANCTbIE OCAOXKHEHMST M SPPEKTUBHOCTb TMITOAMITMAEMMHECKOM Teparum y NaLMeHTOB C CeMEAHOM rmnepXorecTepuHemmei

Pe3iome

LleAb. LleAbio nccaeaoBaHMS SIBUAACH OLeHKA 3(HEKTUBHOCTM M NPUBEPXKEHHOCTM TMMOAMMIMAEMUYECKON Tepanim, 4acTOTbl Pa3BUTUSI CEPAEHHO-CO-
CYAMCTbIX OCAOKHEHUH B TedeHue 3-AeTHero nepuoaa HabaloaeHus B pamkax pernctpa PEHECCAHC (Permctp nauventos ¢ CTXC 1 nauveHToB o4eHb
Bbicokoro cEpaeuno-Cocyaunctoro pucka ¢ HeaoCTATOUHOM 3¢ppekTrBHOCTBIO MPOBOAMMOM MMMOAMITMAEMMUUYECKOM Tepanim).

Marepuar n metoabl. PEHECCAHC sBASIETCS OTKPbITbIM HALMOHAAbHBIM HaOAIOAATEAbHBIM MCCARAOBAHMEM M BKAIOYAET BOAbHBIX C CeMEeRHON -
nepxonecteputemmeit (CFXC), a Takxe NALMEHTOB OYEHb BLICOKOTO cepAeHHO-cocyAncToro pucka (OBCCP). YuuTbiBaau Haauume hakTopoB prcka
aTepPOCKAEPO3a, aHaMHE3 CEPAEYHO-COCYAUCTbIX 3aD0A€BaHMIA, TMMOAMMUAEMUYECKYIO Tepanumio. B KaXXAOM LIEHTPE BbINOAHSIAM OMPEAGAEHNE KOHLIEH-
Tpaumu: obuero xonectepura (OXC), Tpuranuepnaos (TT), xorecTeprHa AMMONPOTEMAOB BbICOKOM NAOTHOCTH (XC ABI) B cbiBopoTke kposu. Coaep-
KaHWe XOAeCTepHUHa AUMOMPOTEMAOB HM3KOM NAOTHOCTH (XC AHI) paccumnTbiBasn no dopmyse Oprasasbaa. YpoBeHb AnnonpoTenaala) nsmepsian
METOAOM MMMYHO(EPMEHTHOIO aHaAM3a B HEKOTOPbIX LeHTpax. [pu OLeHKe 4acTOTbl KOHEYHOW TOHKM, BKAIOYaBLIe (aTaAbHble 1 HedaTabHble
CepAEUHO-COCYAUCTbIX 0cAoXKHeHUst (CCO), npoBoanAmn aHaan3 KanaaHa — Mariepa.

Pesyabtatel. B pernctp Bkatoyero 1570 (cpeannii Bospact 54,0+14,6 Aet) naumentos ¢ CIXC u 121 (63,5+10,9 aet) 6oabHoin ¢ OBCCP. B rpynne
CIXC amnmammyeckoe HabatoaeHMe npoBeaeHo y 594 naumeHTos (38%) B TeueHue 23,6+14,6 MecsiLieB, KOHEUHasi TOUKa 3aperucTpuposaHa y 9%
60AbHBIX. My>KCKOW MOA (OTHOCUTEAbHBIR puck 2,1; 95% AoBepuTeAbHbIM MHTepBaa 1,13-3,66; p<0,01), runeptonus (2,8; 1,4-5,2; p<0,01), nwemn-
yeckast 6onesHb cepaua (6,8; 3,5-13,2; p<0,0001), OTAroWEHHbIM aHaMHE3 MO CEPAEUHO-COCYAUCTBIM 3aboaeBanmsim (CC3) (2,1; 1,1-3,9; p<0,05)
1 KOHUeHTpaums aunonpotenaa(a) = 30 mr/an (2,8; 1,1-7,7; p<0,05) sBuance npeavktopamu passutis CCO. B rpynne CIXC oTMeueHO cHuKeHue
yposHst OXC oT ncxoaHoro Ha 19%, XC AHIT Ha 25% (p<0,001 arst 060omx), ueaesbix 3HadeHnin XC AHIT aocturan 2% 60oabHbIX. B rpynne OBCCP
AMHamMueckoe HabAloAeH e npoBeaeHo Y 72 (60%) naumeHTos B TedeHwe 19,7+5,8 mecsitieB. Hi 0aMH 60AbHOM He AoCTUr LereBoro yposHst XC AHTT
meHee 1,4 MMOAB/A.

3akatouenme. TpexaeTHee HabAOAeHMe 3a ydacTHUKamu pernctpa PEHECCAHC aeMOHCTpUpYeT ycuAeHHe NpUBEPXXeHHOCTU FMMOAMMMAEMUYECKON
Tepanuu. C yBeAUdeHMeM pUcKa Pa3BUTUSI CEPAEYHO-COCYAUCTbIX OCAOXKHeHUH npu CTXC accoumMmnpoBaHbl My>KCKOM MOA, HaAUUME TUMEPTOHMM, Ulle-
Muyeckoi 6oAe3HM cepala, OTSroleHHoro aHamHesa no CC3 1 BbICOKMI ypoBeHb AMnonpoTenaala).

KatoueBble cAOBa: cemeitHas TMMNepXoAeCTEPUHEMMS], PETUCTP, aTEPOCKAEPOTUYECKME CEPAEHHO-COCYAUCTbIE 3aD0AEBaHNS, O4eHb BLICOKMIA PUCK, M-

noAMnuaemMmnyecKas Tepanma.
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Chubykina U.V., Ezhov M.V. , Ershova A.l. et al.
Cardiovascular events and effectiveness of hypolipidemic therapy in patients with familial hypercholesterolemia.

Summary

The aim of the study was to evaluate the effectiveness and adherence to hypolipidemic therapy, the frequency of cardiovascular events (CVE) during
the 3-year follow-up in the RENAISSANCE registry (Registry of patients with familial hypercholesterolemia and very high cardiovascular risk with
insufficient effect of hypolipidemic therapy).

Methods. The RENAISSANCE registry is an open, national, observational study and includes patients with familial hypercholesterolemia (FH), as
well as patients of very high cardiovascular risk (VHR). We took into consideration atherosclerosis risk factors and history of cardiovascular diseases
(CVD), adherence to hypolipidemic therapy. Concentrations of total cholesterol (TC), triglycerides (TG), high density lipoprotein cholesterol (HDL-C)
were measured in blood serum in all centers. Low density lipoprotein cholesterol (LDL-C) level was defined according to Friedewald formula.
The concentration of lipoprotein(a) was measured by enzyme-linked immunosorbent assay in serum in some centers. Kaplan-Mayer analysis was
performed to assess the frequency of fatal and nonfatal CVE.

Results. The Registry consisted of 1570 (mean age 54.0+14.6 years) FH patients and 121 (63.5£10.9 years) VHR patients. Data of 594 patients (38%)
who had follow-up visits were obtained in FH patients, follow-up duration 23.6+14.6 months, 54 (9%) patients experienced CVE. Male sex (hazard
ratio 2.1; 95% confidence interval 1.13-3.66, p<0.01), hypertension (2.8;1.4-5.2; p<0.01), ischemic heart disease (6.8;3.5-13.2; p<0.0001), family
history of CVD (2.1;1.1-3.9, p<0.05) and lipoprotein(a) level =30 mg/dI (2.8;1.1-7.7; p<0.05) were predictors of CVE. In FH patients the level of TC
decreased by 19%, LDL-C by 25% (p<0.001 for both). Data on 72 VHR patients (60%) were obtained with follow-up duration of 19.7+5.8 months.
No patient achieved the target LDL-C level of less than 1.4 mmol/L.

Conclusion. Three-year follow-up of participants in the RENAISSANCE registry shows an enhanced adherence to hypolipidemic therapy. In FH
patients the increased risk of new CVE is associated with male sex, hypertension, CHD, family history of CVD and lipoprotein(a) level 230 mg/dI.

Key words: familial hypercholesterolemia; registry; atherosclerotic cardiovascular diseases; very high risk, lipid-lowering therapy.
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CepIeYHO-COCYIUCThIX 3a00sieBaHuii 1 (aKTOPOB pHUCKa
B HEKOTOPBIX peruoHax Poccuu) ¢ pesyibrataMu mporpam-

AKTYaAbHOCTb

Benyuieit npuumnHoit cMepTHOCTH B Poccuiickoit dene-
paunu (P®), kak 1 B O0JBIIMHCTBE CTPaH MHUpa, SIBISIOTCS
cepaeyHo-cocyauctoie 3aboneBanus (CC3), B TOM yucie
y Ul TpyaocnocoOHoro Bo3pacta [1]. Bkman HapymieHuit
JIUTTUAHOTO 0OMeHa B cMepTHOCTh 0T CC3 aTepocKiepoTu-
4yecKoro reHesa ObLI MMOKa3aH Mpu aHauu3e naHHbix Ppa-
MUHTE€MCKOTO UccieqoBaHus [2].

B P® Gonee moaoBUHBI JUII TPYAOCIIOCOOHOTO BO3-
pacTa UMeIOT MOBBIIIEHHbI yPOBEHb OOILEr0 X0JIeCcTepUHa
(OXC) [3, 4]. bosee Toro, mpu CpaBHEHUU pacTIPOCTPaHEH-
Hoctu ['’XC B uccnenoBanuu DCCE-P® (Bnuaemuonorus
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Mbl MOHUTOPUHTA apTepUaibHOW TMMEPTOHUU BBISIBICHO
yBenuueHue ['XC B cTpaHe [5] mpu HU3KOM 0XBaTe TUIOJIU-
nuaeMuveckoit Tepamnueit [6]. HacnencTBeHHbIe TPUYNHBI
I'XC B peanbHOM KIMHUYECKOMN NMpaKTUKE HEAOOLIEHUBAIOT
[7]. Cemeiinas rumnepxonectepuHemus (CI'XC) sBistetcs
caMbIM YacThIM MOHOI'€HHBIM 3aboJjieBaHueM [8], U B Mupe
HacuMThiBaeTcs 13 MuianoHoB nmauueHToB [9]. [To naHHBIM
uccinenoBanuss DCCE-P®, pacnpoctpanenHocts CI'XC
B KemepoBckoii u TioMeHcKoit ob6acTsax gocturaet 1:125,
HCXOAS U3 YETO MOXKHO MpEeAToaraTh, 4YTO B HAlllEl CTpaHe
nauueHToB ¢ CI'’XC moxet 60b1Th 6071ee 1 000 000 [10].
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Pucyrok 1. Pernoubi-yqacthmkm pernctpa PEHECCAHC

Mpumeuanue. boree TemMHbIA LBET OTPaXKaeT OOAbLIEE KOAMYECTBO BKAIOYEHHbIX NaumeHToB. CNMcoK perMoHOB-y4acTHUKOB:
Boarorpaackas obaacTb, BopoHexckas obaacTb, MBaHoBckas obaacTb, Kemeposckast obaacTb, KpacHoaapckmit kpaid, Mocksa,
Hosocnbupckas obaacTb, MNMeHseHckast obaacTs, MNprumopckuii kpai, Pecnybanka Kapeauns,, Pecnybanka Tatapctad, Camapckas 06aacTb,
CankT-leTepbypr, CBeparobckast 06AacTb, CTaBpONOALCKUMI Kpai, XaHTbl-MaHCHUICKMIA aBTOHOMHBbI OKpYT, HYeAsbuHckas 06AacTb.

Aq,‘
%4 "j‘“\

Puc. 2. Aunammka skAoueHus naunenTos B peructp PEHECCAHC

Mpumeyuanne. OBCCP — oueHb BLICOKMI CePAEHHO-COCYAUCTbIN PUCK.
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Tabanua 1. O0Owas xapakTepucTUKa NaUMeHToB

OBCCP

Crxc

lMNMoka3areAb (n=121) (n=1570) P

My>ckor noa 82 (68%) 632 (40%) <0,001
Bospacr, Aet 63,5£10,9 54,0+£14,6 <0,001

Oxuperne 89 (74%) 1024 (65%) 0,06

MHAEKC Macchl Teaa, Kr/m?2 29,8+3,7 30,3+£12,0 0,2

Kypete 49 (41%) 468 (30%) 0,01
ApTepuanbHasi rtMNepToHus 99 (82%) 986 (63%) <0,001
CaxapHblit Aabet 78 (65%) 71 (5%) <0,001
Muwemnueckas 6oae3Hb cepaLia 104 (86%) 509 (32%) <0,001
MHdbapKT mMmokapaa 59 (49%) 286 (18%) <0,001
YpeckoxHOe KOPOHAPHOE BMELLIATEALCTBO 46 (38%) 274 (17%) <0,001
KopoHapHoe LyHTMpoBaHHe 20 (17%) 115 (7%) <0,001
TpaH3uTOpHas uwemmyeckas ataka 9 (7%) 24 (2%) <0,001
OcTpoe HapyLieHre MO3roBoro KpoBoobpalleH!s 17 (14%) 47 (3%) <0,001
PeBackyAsipu3aLmsi COHHbIX apTepuit 9 (7%) 8 (1%) <0,001

PeBackyAsip1saumns apTepuin HUXKHNUX KOHEUHOCTei 2 (2%) 7(0,1%) 0,07
OXC, MMOAB/A 5,2+19 8,0+2,3 <0,001
XC AHIT, MMOAb/A 3,1+1,6 5,7%3,2 <0,001
XC ABI1, MMOAb/A 1,2+0,4 1,4+0,4 <0,001

TT, MMOAB/A 1,8+1,8 1,8+1,1 0,9
An(a), mr/an 30 [26;15] 44[20;95] <0,001

Mpumeuanue. AaHHble NPEACTaBAEHb! B BUAe N (%), CpeAHeexCTaHAAPTHOE OTKAOHEHWe MAM mMeanaHa [25%; 75%]. OBCCP — oveHb
BbICOKWI CepAeYHO-COCYAUCThIR puck, CITXC — cemennas runepxorectepuHemms, OXC — obwmin xorectepun, XC AHIT — xonecTe-
PWH AUMONPOTENAOB HM3KOM NAOTHOCTHU, XC ABI — XOAeCTEpUH AUMONPOTENAOB BbICOKOM NAOTHOCTH, TI — Tpuramuepuasl, Anfa) —

Annonpotena(a).

HaimoHnanbHble perucTpbl UTparoT BaxkKHYIO POJIb B MO-
HHWTOPUWHTE MMAllMEHTOB, OlIEHKEe 00beMa HEOOXOMUMOMN MeIu-
LIMHCKOM TTIOMOIIY ¢ TUTAHUPOBaHMEM (DPMHAHCOBBIX PECYpPCOB
1 O0yYeHUU CIEUMaIUCTOB, MAlMEHTOB U HaceJeHus B lie-
sioM. B 2013 rogy HalimoHaabHBIM 0011IECTBOM aTe€pOCKIIEpoO3a
Oblla MHULIMUpoBaHa Poccuiickass HayYHO-UCCIIEIOBATEIb-
cKasl TIporpaMma To CBOEBPEMEHHOM TMarHOCTUKE 1 JICUSHUTIO
6ombHBIX CI'XC [11], koTopas B 2017 romy ObL1a TIpeodpaso-
BaHa B peructp PEHECCAHC (Peructp nauuenros ¢ CI'’XC
U TIAITMEHTOB 04eHb BbIcokoro cEpmeuno-CocynucToro pucka
¢ HemoCtATrouHoi 3dekTMBHOCTBIO TPOBOAMMOI TMIIONH-
munemuyeckoit Tepanuu) [13]. PEHECCAHC oxBatbiBaeT He
TOJIBKO Jiu1l ¢ reTepo3uroTHoii CI'XC, HO 1 GOJIEHBIX C UMEI0-
mumucs arepockiieporndyeckumu CC3, y KOTOPBIX COBPEMEH -
Hast runosunuaemudeckas Tepanus (IJIT) He mo3BoJisiia 10-
OUThCS 1IeJIEBOTO YPOBHS XojecteprHa (XC) IUIONMpoTenaoB
Huskoii mmotHocT (JIHIT). Peructp PEHECCAHC siBnsieTcst
yacTeio BcemupHoit nHUIMatnBel FH Studies Collaboration
(FHSC), cosmannoit EBpomneiickuMm 0OIIIECTBOM aTepOCKiie-
posa (EAS) u Brirovatoleit 6osee 70 ctpaH-ydyacTHUKOB [12].
[IpencraBieHHast paboTa MOCBSIIeHA 3-JIeTHEMY TIEpHOAY Ha-
omoneHus 3a naureHtamu B peructpe PEHECCAHC, oneHke
4acToThl cepaeuHO-cocyaucThIX ociaoxHeHuit (CCO), ahdek-
TUBHOCTH U nipuBepxeHHocTr [JIT.
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MaTepua/\bl U METOADI
AHanmm3 TIpoBelleH Ha OCHOBaHWM JaHHBIX peructpa PE-
HECCAHC [14], KOTOpBIii SIBISIETCSI OTKPHITHIM HALIMOHAJTb-
HBIM Ha0JI01aTeIbHBIM MCCIEA0BAHUEM U BKITIOYAET OOJbHBIX
¢ retepo3urotHoit 1 romo3urotHoit CI'XC, a Takke nmauueH-
TOB OYE€Hb BBICOKOTO cepeuHo-cocyaucToro prucka (OBCCP).
B manHoe mccienoBaHre ObUTM BKITIOUEHBI MAIMEHTHI CTap-
e 18 jiet ¢ onpeneneHHOI 1 BeposATHO# retepo3urotHoit CI'XC,
JIMarHOCTMPOBAHHOM ¢ Mcrnosb3oBaHueM KpurepreB Dutch Lipid
Clinic Network (DLCN) u Simon Broome Registry, 1 nmatveHTbl
OBCCP c¢ nemoctizkenueM 1ieeBoro ypoHst XC JIHIT. Kpu-
Tepusim OBCCP cootBetrcTBOBasio orcyrcTBre auartosza CI'XC,
HeabdektrBHOCTb [JIT 1 HAIMUME OAHOTO U3 HUXKENIEPEUHCIICH-
HbIX coctostHuit: CC3 aTtepoCcKIepOTMYECKOTO IeHe3a; caXapHblid
IabeT ¢ TopakeHWEM OPraHOB-MUIIIEHEH WM HEeCKOJIbKUMU
¢akTopamMu pHcKa aTepocKIIepo3a; TsDKesash XPOHMJecKast 0o-
JIE3Hb TIOYEK Y OTHOCUTEIbHBIN PUCK pa3BUTHsI B Oyvkaiime 10
JieT TiepBoro (patanpHOTO artepockieporndeckoro CCO 1o 1mkane
SCORE (Systematic COronary Risk Evaluation)=10%. BosnbHbie
BKITIoUaych B 30 1IeHTpax-yJacTHUKax U3 17 pernoHoB PO 3a me-
puoxn ¢ 2017 o 1 xBapTain 2020 rona (prcyHOK 1).
IMocne moanucaHusi UHOOPMUPOBAHHOIO COIJIaCUs IMa-
IIMEHTHI OBLTN OTIPOIIIEHBI M OCMOTPEHBI BpauaMu — yJ9acTHU-
KaMu pervcTpa. bbui pa3paboTaHbl 2 perucTpaiiMoHHBIX (op-
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MbL: it 60sbHBIX CIXC 1 OBCCP. Bpauu 3amomHsum hopMbl
B OyMaxkHOM U 3JIeKTpoHHOM Buae. COOp aHaMHe3a BKJIIOYAl
Hanmmuue hakTopoB pucka arepockieposa u umeronmmecs CC3,
coomonenue auetsl U nipueM [JIT. Jluua, BKIIOYeHHbIE B MC-
cJleloBaHue, TPOXOAWIA UCXOJHOE U KOHTPOJIbHOE 00Cieno-
BaHUE B MEMUIIMHCKUX IIEHTpaX — YJ4ACTHUKAX IMPOTPaMMEI.
B xaxnmoM 1ieHTpe BBIMIOJHSUIA OMpeefieHre KOHLIEHTPALIUU:
OXC, tpurmuuepunoB (TT), XC numornporeuaoB BBICOKOM
motHoctH (JIBIT) B ceiBopoTke kpoBu. Conepxanne XC JIHIT
paccunTtbiBaiu 1o ¢opmyne @punpaipia: XC JIHII=0XC-XC
JIBITTI/2,2 (Mmoinb/im). B HEKOTOPBIX IIEHTpaxX OIpenesisuid
ypoBeHb Jironpoteraa(a) [JIm(a)]. Coop M aHaIM3 MaHHBIX
ocyuecTBisieT kommanust «ActoH Ipynm» (r. Mocksa, Poccust).

JMHaMU4YeCKUd BUBUT TIPOBOMMIICS TIPY JIMYHOM KOHTAK-
Te Bpay — MALMEHT WX TOCPENCTBOM Tesle()OHHOTO MHTEPBHIO
Uit oleHKM 3ddektuBHOCTH TipuHUMaemoii IJIT u yacrtorbl
pa3BUTHA cepaedHo-cocymucThiXx ocnokHeHuit (CCO). Koneu-
Hasl TOYKa BKJTIovasia cirydau ¢atanbHbIX U HedatanbHbix CCO,
B TOM YHCJIe OTIepaliiyl PeBacKyISIPU3aAUU W TOCTTUTAT3AIN
no yxyaueHuto redeHust UbC.

Cratuctuyeckasi o0paboTka MPOBOAWIACH C TOMOIIBIO
nporpammHoro obecrieueHuss IBM SPSS Staistics, Bepcust 24;
IBM USA.

Pe3yAbTathbl

O0mAasn XapaKTepuCTHKA 00JIbHBIX

B o0wuit aHaau3 GbLIM BKIIOYEHBI JaHHbIE 1691 manmeH-
Ta B riepuoz ¢ 2017 roga o mapt 2020 roga. JiluHaMHUKa BKIITIO-

YeHMs TAIMEeHTOB ToKa3aHa Ha pucyHkKe 2. Bomblras dacTh
(93%) BKIIOYEHHBIX MAIMEHTOB OTHOCWJIACh K MOTEHLIMAJIb-
Hoit CI'’XC (n=1570), 13 HUX 10151 OOJIbHBIX C OIpeAesIeHHON
u BepositHoit CI'XC cocraBuna 65% (n=1013). Kareropuu
OBCCP cootBerctBoBan 121 marueHr (7%). CoracHo Kpu-
tepusim DLCN, pacnpeaeneHrue Mo BepOSITHOCTU AMAarHo3a
CI'XC 6p10 crnemytonum: y 520 yenoBeK — OMpeAeIeHHbIT
(33%), 493 — BeposTHbIii (31%), 393 — Bo3MOXHEBIN (25%)
u 164 narmeHTa UMeIN MaJIoBepOSTHBIN ararHo3 (10%). Io-
CPEACTBOM KacKaJHOTO CKPWHWHIA WHIECKCHBIX MAalUEHTOB
WASHTUOUIIMPOBAHO 83 pPOICTBEHHUKA C TTOTEHIUATBHON
CI'XC (5%). ExeronHass tuHaMKMKa BKJIFOYEHUsI TALIMEHTOB
B peructp cocraBuiia 323154 nauueHra.

KnHyeckue xapakTeprucTUKY y9aCTHUKOB PETHCTPA TPe/-
craBieHbl B Tabmuue 1. B rpynmy OBCCP vaine BiroUanuch
MYXX4YMHBI, Toraa Kak B rpynne CI'XC npeBaiMpoBaiu KeHIl1-
sl JIuma ¢ CI'’XC 6butn 3HaunMo mMostoxe nareHToB OBCCP.

B ob6eux rpynmax pacnpocTpaHeHHBIMU (haKTopaMu pH-
cKa ObLTM OXVpPEHMe W apTepuaibHasl TUTIepTOHusI. B rpyrie
OBCCP caxaphblii nuaber 6bu1 y 65% MalueHTOB, Kypuin
41% 6ombHbIX, B Tpyme CIXC sti akTophl pricka oTMeue-
Hbl 'y 5% u 30% cootBerctBeHHO. Cpeau nanmentoB ¢ CI'XC
OTSATOLIEHHBIN HaciencTBeHHbI aHaMHe3 1o CC3 umenu 970
(62%) mauueHTOB, 10 TUNEpXojectepuHemMun — 1073 (68%)
0oabHBIX. ATepockiepoTrnueckue CC3 MCXOMHO yalle oTMe-
yeHbl B rpynie OBCCP. Ha MOMEHT BKJIIOYEHMSI MaLlMeHThI
u3 rpynmbl CI'’XC umenmn 6onee Bbicokre ypoBHH OXC, XC
JIHIT, JIn(a) u XC JIBII.

Tabamua 2. Xapaktepuctuku 60AbHbIX ¢ CTXC B 3aBUCHMOCTH OT pa3BuTns HOBbIX CCO

Moka3zarteAb be3 CCO n=540 CCOn=54 P
Bo3spacr, Aet 55,2+13,2 59,2+11,2 <0,05
My>KUnHbl 184 (34%) 29 (54%) <0,01
Crxc
— orpeAeAeHHbI 193 (36%) 20 (37%) 0,8
— BEPOSITHbIN 140 (26%) 21 (39%) <0,05
— BO3MOXHbII 166 (31%) 12 (22%) 0,2
— MaAOBEPOSITHbIN 39 (7%) 1 (2%) 0,1
ApTepHranbHasi rMNepTOHMS 328 (61%) 43 (80%) <0,01
CaxapHblit anabet 23 (4%) 4(7%) 0,3
OTAroweHHas HACAGACTBEHHOCTb
— HacaeacTBeHHOCTb o CC3 331 (61%) 41 (76%) <0,05
— HaCAEACTBEHHOCT M0 MMMePXOAECTEPUHEMUM 321 (59%) 27 (50%) 0,2
OxxmpeHme (0xkxnpeHmne/M3ObITOUHbIN BeC) 355 (67%) 41 (76%) 0,1
KypeHue (KypHT/KypuA paree) 158 (30%) 19 (37%) 04
AMNKAHBIA NPOUAL (HA MOMEHT NEPBOTO BU3MTA)
OBWHin XOAECTEPUH, MMOAbB/A 8,3+2,4 7,3x2,4 <0,01
Xonecteput AHI, MMOAB/A 5,9+2,3 5,1+2,3 <0,01
Xonecteput ABI, MMOAB/A 1,4+0,4 1,3+0,4 0,1
TpHrAULEPHADBI, MMOAB/A 1,7+1,0 2,0+0,9 <0,05
Avnonpotena(a), Mr/an 25,4 [9; 70] 78,9 [6;152] <0,001

Mpumeuanne. CCO — cepaeuHo-cocyancTble ocroxHeHns, CIXC — cemenrHas runepxosectepuHemmns, MbC — mnwemmnyeckas 6oaesHb
cepala. AaHHble NMPeACTaBAEHbl KaK CpeAHee+CTaHAAPTHOE OTKAOHEHME, MAM MeanaHa [25%; 75%], uan n (%).
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Pucyrok 3. Kpusblie KanraHa — Maiiepa AAst HedpaTaAbHbIX
CepAEYHO-COCYAUCTBIX OCAOXKHEHUI B 3aBUCMMOCTH OT

nona (A), HaAMuMs Miemmuyeckoli 6oaeshu cepaua (b),
OTSrOWEHHOT0 HACAEACTBEHHOTO aHaMHe3a MO CepAeYHO-
cocyaucTbim 3a60aeBanusm (B), runeptonmn (I M KOHUEHTpaumK
Avnonpotenaa() (A)
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IIpocnekTuBHoe Ha0moaenue B rpynne CI'XC

3a nmepuoa HabmoneHus 23,61 14,6 Mecsiiia 3aperucTpu-
poBaHo 64 CCO y 54 mauueHTOB: MH(MApKT MUOKapIa rnepe-
Hecnu 7 (2,9%) malMeHTOB, TPAH3UTOPHYIO MILEMUYECKYIO
ataky — 6 (1,0%), nmemuveckuit nucynst — 6 (1,0%), 1
(0,2%) mpoTe3npoBaHUE aOPTAJIBHOrO KJamaHa, orepanuu
peBacky/sipu3auvu BoimonHeHol 44 (7,4%) OonbHbIM: 17
(2,9%) ypecKOoXHbBIX KOPOHAPHBIX BMeIaTeabCcTB, 19 (3,2%)
oreparii KOpoHapHoro IryHTupoBaHus, 6 (1,0%) kapoTui-
HbIX 9HHapTepakToMuii u 2 (0,3%) peBacKy/isipu3aluy apre-

Pucyrok 4. AnHamuka nokasareAeii AMIMAHOTO NPOCHUAS
Aas rpynnbi OBCCP u CIXC npm BKAIOYEHUM B PerucTp U Ha
NOCAEAHEM BU3UTE
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MNMpumeyanne. OBCCP — o4eHb BbICOKUIA CEPAEHHO-COCYAUCTBIN
puck, CI'XC — cemeinas runepxoaectepuHemmns, OXC — obwnit
xonectepuH, XC AHIT — xoAaecTepuH AMNONPOTENAOB HU3KOWM
naotHocTn, XC ABIT — xoaecTepuH AMNONPOTENAOB BbICOKOWM
nAoTHOCTH, TI — Tpuranuepmabl
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Pucyrok 5. Tunoanuaemmyeckas Tepanus M 4acToTa AOCTHKEHHUs!
LLY XC AHI y naunenTos c CFXC u OBCCP
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Mpumeuanne. OBCCP — oyeHb BbICOKWIT CEPAEHHO-COCYAUCTbIN
puck, CIXC — cemeiiHas runepxoaectepuHemms, LIY XC AHIT —
LleAeBble YPOBHM XOAECTEPUHA AUMONPOTEMAOB HU3KOWM MAOTHO-
ctn, PCSK9 — nHrMbutopsl NponpoTenH KoHBepTasbl Cy6TUAK-
3uH/kekcuH 9 Tuna. KoMGuHMpoBaHHas Tepanusi Co CTaTMHaMM
YUNUTHIBAET PEXMM BbICOKOM MHTEHCUBHOCTM: aTOPBACTaTUH —
40-80 mr, posysactaTuH — 20-40 mr.

pUil HUXXHUX KOHEYHocTel. B Tabnuie 2 mpejacraBiieHa xa-
paktepuctrka 60pHBIX ¢ CI'XC B 3aBUCMMOCTH OT HAIMYUST
CCO (rabnuua 2).

[MammenTsl ¢ passutrieM CCO OBUTH cTaplile, Yalle OTMe-
YeHBI MYKCKOM T10J1, TMIIEpTOHUS U oTATo1IeHHbII o CC3 Ha-
CJIeICTBEeHHbIN aHaMHe3, ucxonHo y Hux OXC, XC JIHII 6111
HIXe Ha (hoHe OoJiee YacToro mpreMa TUOTUITUIEMUIECKIX
npernaparoB, Ho 6oJiee BbIcOKUIA ypoBeHb JIn(a). Ha pucyHke 3
TpencTaBieHbl KpuBble Karrana — Maiiepa, 1eMOHCTPUPYIO-
11e 3HAYMMYIO CBSI3b MYXCKOTO T10J1a, HAIMYWS TUTIEPTOHUH,
WBC, otaronieHHoro cemeiiHoro anamHesa no CC3, KOHIIeH-
Tpauuu JIr(a)=30 mr/m1 ¢ pazsutreM HOBbIX CCO.

IIpocnekTuBnoe Haomoxenue B rpymne OBCCP

3a cpenHuit mepuon HaoGmwoaeHus 19,715,8 wmecs-
ua HedaranpHbie CCO 3aperucTpupoBaHbl y 6 GOJIBHBIX
u3 72 (8%). IManuentsl ¢ pazputueM CCO ObUIM cTapiie
(73,8%8,9 mporus 65,5%+8,0 ner, p<0,05). Paznuuunii B Tpa-
OULMOHHBIX (paKTOpax prcKa aTepocKjaepo3a U rnoxkasaTe-
JIeW TUTTU THOTO IMTPOodUJIsl, BULAX TePAITUK MEX Iy TpyTITa-
MU He BBISIBJIEHO.

JIMHAMHKA JIMNUI0B KPOBM NMPH NMPOCNEKTHBHOM Haduoze-
HUA

Ha pucyHke 4 nipeacrapieHa fTMHaAMUKa MoKa3aTesieit -
nuaHoro npoduis y naiureHtos ¢ CI'XC u OBCCP.

Y maumenToB ¢ CI'’XC ormedyeHo cHikeHUe ypoBHsT OXC
Ha 19%, XC JIHIT na 25% (p<0,001 mis o6oux). B rpymme
OBCCP He 0b1710 3HAYMMOUN AMHAMUKY MOKa3aTeseid UM -
Horo npoduist: cHrkenne OXC na 2% u XC JIHIT na 3%.

Ha pucynke 5 npencrasnena I'JIT u yacTora 1ocTKeHUsT
ueneBbix ypoBHeit XC JIHIT y marmenToB ¢ CIXC u OBCCP.

B rpynnme OBCCP ponis malmeHToB, KOTOpbIe MPUHUMAKOT
TJIT, 32 anuTesibHbIN epruo HAOMIOIEHUS COXpaHUIach Ha yPOB-
He 97%: Tepario CTaTUHAMU ITOJTy4anu 92% NalyeHTOB, U3 HUX
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71% B MakcuManbHOM no3e. OTMEYEHO YBEJMUYEHHE KOJIMYe-
CTBa MaLMEHTOB, KOTOPbIE MOIyYaIy TePANuio 33eTUMUOOM ¢ 10
10 21% (p=0,06), KOMOMHMPOBAHHOW TepanmMy CO CTaTMHAMU
B PeXHMME BBICOKOW MHTEHCHBHOCTU TIPUICPXUBATUCH 8% ma-
LIMEHTOB K TOBTOPHOMY BU3UTY. HU oIMH mauyeHTt u3 rpymnsl
OBCCP He nonyyas Tepanuito MHTMOUTOpaMu MPONPOTEUH KOH-
BepTasbl cyoTrsuH/kekcuH 9 tuna (MPCSK9), u 1 y koro He
nocturHyTo 1ieseBoro yposHst XC JIHTT menee 1,4 MMorb/1.

IMpu CI'XC konmuyecTBO MAalMeHTOB, TMomydarommx [JIT,
yBesmmumioch Ha 13%, p<0,001. Cpeau nanmenroB ¢ CI'XC
TaKKe OTMeueHa IOJIOKUTEIbHAs NTUHAMUKA B OTHOIIEHUU
MHULMALMKY Tepanuu ctatuHamu (Ha 13%, p<0,001), B ToM
YucIie B MaKCUMaIbHOM 103¢ (Ha 9%, p<0,001), 1 33eTMMHGOM
(Ha 7%, p<0,001). KoMOMHMpPOBaHHON TeparMy CTATHHAMU
C 93eTUMUOOM TpuaepxkuBaanuch 13% naumenros. Jons ma-
ueHroB ¢ CI'’XC, koropsie nojydann uPCSK9, ysennunnach
¢ 2% 1o 3%, a tpexkommonenTHyio [JIT — ¢ 1% no 2%. Or-
MeYeHa MOJIOXKUTEIbHAsI AMHAMMUKA B JOCTHXXKEHUU LIEJIEBOTO
ypoBHst XC JIHIT y marmentoB ¢ CI'XC (menee 1,8 MMomb/m
IUIST BBICOKOTO pucka u MeHee 1,4 mmonb/n miss OBCCP):
c0,2% no 2%.

O06cyxaenue

JlaHHast paboTa sSIBJISIETCSI BTOPBIM OT4eTOM paboThl PE-
HECCAHC u BkIIOYaeT TpexJIETHUI TEepUOa HaOM0ACHUS
3a mamueHTamMu ¢ CI'’XC u OBCCP. I1pu nepBuyHOM aHaIM-
3¢ JaHHBIX ObUT BBISIBJIEH Psifi Mpo0ieM, a UMEHHO: TI0JIOBUHA
TManueHToB ¢ BhIpaxeHHO! [ XC He Xeanu MpUHUMATH CTa-
THHBI; CJIOXKHOCTH B MPOBEIEHUHU KACKATHOTO CKPUHUHTA POJI-
CTBEHHUKOB BBHIY HU3KOI 3aMTHTEPECOBAHHOCTU MHIECKCHBIX
nanueHToB ¢ CI'’XC; Hu3kas npuBepxeHHOCTb K [JIT 1 yacTo-
Ta gocTvikeHust uesieBoro yposus XC JIHIT [11; 13].

TpexnetHee HaboAeHUE 3a yyacTHUKamu peructpa PE-
HECCAHC neMoHCTpupyeT yBeIWYeHUE MPUBEPKEHHOCTU
TUTIOTMITMACMIYECKOM Teparuu. JlaHHbIe U3MEHEHUST MOXKHO
CBSI3aTh C YBEJIMYEHUEM NOCTYITHOCTH TTONy9EeHUs CTeI[HaI-
3UPOBAHHBIX 3HAHUI IO CPEICTBaM UHTEPAKTUBHBIX PECYPCOB
OT BEAYyLIUX CTEIMATUCTOB (OHJIAafH-CEMUHAPOB U BeO-KOH-
depeH1uit), B TOM YUCIie CEMUHAPOB sl TTAIIUEHTOB, 3aWH-
TEPEeCOBaHHBIX JaHHOU MpobiaeMoil. Takxke OTMEYEHO YBENIH-
YeHWe JOJU TAlMeHTOB, IMOJYJAoNINX KOMOWHUPOBAHHYIO
Tepanuio CTaTUHAMU B PEXMME BBICOKOW WHTEHCHUBHOCTU
1 33eTUMHOOM 110 13% 1 TPEXKOMITOHEHTHOM TePaIru, BKITIO-
yaroweit uPCSK9, no 2%.

B aBrycre 2019 roma European Society of Cardiology
u European Atherosclerosis Society mpencTaBuim OOHOBIIEH-
Hble PEKOMEHAALUU TIO0 TUCIUMUAEMUSIM, KOTOPBIE OIpee-
Juau 6onee HusKue leneBble ypoBHU XC JIHIT mansg nmaum-
€HTOB BbICOKOTO (<1,8 MMOJB/T) U OYEeHb BHICOKOTO PHCKA
(<1,4 mmonb/m) [14]. B HaleM uccaenoBaHUM A0S TaKUX Ma-
menToB ¢ CI'’XC coctaBuia 2%.

[NomyyeHHbsle HaMU AAaHHBIE COMOCTAaBUMBI TIO OOJb-
IIMHCTBY TOKa3aTeJeil C pPerMcTpaMu JIPYruxX CTpaH, KOTO-
poie, kak 1 PEHECCAHC, BKIIIOYeHBI B KPYITHEHIIINI TIPO-
ekt EBpomneiickoro ooiiectBa arepockiepo3a EAS Familial
Hypercholesterolaecmia Studies Collaboration (FHSC), Hacuu-
ThIBatolMii 70 cTpaH-y4acTHUKOB [12].
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B 2015 rony B CIIIA ObL1 MHULIMMPOBAH PEruUCTp Ia-
mueHToB ¢ CI'’XC CASCADE-FH (Cascade Screening for
Awareness and Detection of Familial Hypercholesterolemia).
HemaBHO ommyGIMKOBaHBI JaHHBIE 3a TEPUOJ HAOTIONEHUS
20x11 mecsueB 3a 1900 mauueHTamMyd C TMOTEHIIMAIbHOM
CI'XC [15]. B uccnemoBaHuu ObIIM NpOaHATU3UPOBAHBI
npuBepxkeHHOCTh K [JIT, mocTMXeHUe IIeJIeBOro YpPOBHS
XC JIHIT n yactora CCO (MHMbapKT MUOKapaa, KopoHapHast
peBacKyasipu3aius, WHCYJIbT WKW TPAH3UTOPHAs WIIeMU-
yeckas ataka). Bospact (56x15 net), moa (39% My>XK4MHBI)
U pacnpocTpaHeHHOCTh aTtepockieporndeckux CC3 (37%)
OBLIN COTIOCTaBUMEI ¢ JaHHBIMU HaIlero peructpa. Ha mo-
MEHT BKJIIOUEHUSI B peructp 93% mnanueHTOB MpPUHUMAIU
I'JIT. B reuenue nocnenytomux 2011 MecsitieB HaOMIOACHU ST
yBeJIMYMJIACh oS MauueHToB, npuHumarommx [JIT, oa-
HakKo TOIbKO 48% ydacTHUKOB nocturiu ypoBHs XC JIHII
<100 mr/mit (2,6 MMoJib/n) U 22% AOCTUTIU KOHLIEHTPALIUU
XC JIHIIL70 mr/nn (1,8 mMonb/a). [1o naHHBIM HaIllero uc-
cienoBaHus, dyacrota pa3Butuss CCO Obljna Bbllle cpeau
MalMEHTOB C TPEAIICCTBYIOINM aTePOCKICPOTUICCKUMU
CC3 B cpaBHeHMM C TalueHTaMu 0e3 AMarHOCTUpPOBaH-
HBIX 3a0oseBaHuil. [lomydeHHBIE pe3yIbTaThl COTJIACYIOTCS
¢ nanHbiMu peructpa CASCADE-FH, roe puck moBTOpHBIX
CCO 6511 BoITIE B 6 pa3 (4,6 mpotus 0,8/100 marimeHTO-ET)
[15]. DxcrpanonmupoBaHubiii 10-netHuit puck CCO (MH-
dapkT MUoKapaa, peBacKyJspu3alus, UHCYJIbT U TpaH3U-
TOpHasl UILIEMUSI aTaka) COCTaBUII 46% /TS TALIMEHTOB C YKe
uMmeimumMucs arepockiaeporudeckumu CC3 u moutu 10%
IUJISI TeX, Y KOTO TPY BKJIFOUEHMU TTON HabII0AeHUe JaHHBIX
3a00JieBaHUIl He nuarHocTupoBaHo [15]. Pe3yabrarsl aTOTO
HCCIeIOBAaHUSI aHAJOTUYHBI T€M, KOTOpPbIE ObLIM TOJyYe-
HBI U3 JIPYTUX PETUCTPOB, BKIIIOUAsl MCIIAHCKUM PETHUCTP
SAFEHEART (Spanish Familial Hypercholesterolemia
Cohort Study), KOTOpbIii UMeeT caMblii TIPOIOIKUTETbHBIN
TIeproJ] HAOIIONEHUST U caMoe OOJIBIIIOE KOJTUUYECTBO YUacCT-
HUKOB [16]. BoisiBiaeHe odyeHb BoICOKMX Mokasareneii CCO
B 9TOH NOMYJISIIIUM MAllMEHTOB IMOTYEPKUBAET BaXKHOCTb
paHHeit nuarHoctuky 1 nHunranuu [JIT, a Takke KOHTpO-
JIs1 ipyruX (haKTOpOB prcKa aTepocKiepo3a.

HenaBHo ormyGaMKOBaHbI JaHHbBIE 6-JIETHErOo HalJHozIe-
Hus 3a 2648 nmaumenramu ¢ CI'’XC B peructpe SAFEHEART
[17]. N obmas yactora CCO cocraBuna 1,3 ciayyas Ha 100
manveHTo-JeT. OMHaKo OTMEUeHa TIOJIOKUTEIbHAS TMHAMUKA
B CHIXKeHUU nipearonaraemoro 10-iaerHero pucka CCO ¢ 1,6%
10 1,3% (p<0,001), 4To CBA3aHO C YBEIMUCHUEM JOJIH MALIeH-
TOB, KOTOpPBIe HocTUIM 1ieneBoro ypoHs XC JIHIT 3a Bpemst
HabmoneHus B peructpe [17].

Pannsist ntnarnoctuka v Havaso [JIT y marmmentos ¢ CIXC
accoumupytorces co cHkeHrueM yactotbl CCO. CBoeBpeMeH-
HOE U aJieKBaTHOE JICUCHUe CTaTUHAMU TPUpPAaBHUBACT Talv-
eHToB ¢ CI'’XC k siiiiaM o0111eli MomyJIsIuy 1Mo 3a001eBaeMo-
ctu UBC [18].

[Mo manueiM peructpa SAFEHEART, makcumanbHyro
IJIT npunumainu 71,8% 6onbhbix ¢ CI'XC 1 1LIe1eBOro ypoBHst
XC JIHIT <100 mr/m1 (2,6 MMob/11) mocTUuriy ToiabKo 11,2%
mamveHToB [17]. [To manasiM peructpa CASCADE-FH, Tonb-
K0 48% nocturiau cHykeHust yposHst XC JIHIT <100 mr/m (2,6
MMoJTb/T) 1y 22% Habmonanoch cHbkeHre ypoHs XC JIHIT
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<70 mr/mn (1,8Mmornns/m) [15]. B HamieM ucciemoBanuu ere
MEHbIIIas O0JIs1 MallMeHTOB JOCTHUIJIA 1IeJIEBOTO YPOBHS, OT-
HOCHUTEJIBHO HOBBIX peKoMeHayeMbIx ypoBHeit XC JIHII. Dtu
JaHHBIE HAMIPSIMYIO B3anMocBsi3aHbl ¢ yactotoit CCO u cBuze-
TEJILCTBYIOT 0 HeobxoauMocTu uHteHcudukauuu [JIT y nan-
HOU KaTeropuu 60JTbHBIX.

B cooTBeTcTBUM ¢ pPOCCHIICKUMU pEKOMEHIALMSIMU
2020 roma [19], KOTOpBIE COIIACYIOTCS C €BPOIECUCKUMU pe-
koMeHmarmsivu 2019 roma mo BemeHuIo aucnurnunemun [14],
nnst poctmkenus nenaesoro yposHs XC JIHIT npumensitorcst
craTuHbl, 33eTUMMO 1 UPCSK9, 17151 KOTOPBIX MOBBIIIEH KJ1acc
nokazateabHocTH (IA) UTst BTOpUYHOM TTPOMUIAKTUKYI aTepo-
ckieposa. Kak a3etumu6, Tak 1 ”PCSK9 (anupokymabd u sBa-
Jiokyma0) B Poccuy BKITIOYEHBI B CITUCOK XKM3HEHHO BaXKHBIX
JIEKapCTBEHHBIX cpenicTB, U 6osbHbIe ¢ CI'XC 1 atepocKiiepoTu-
yeckuMu CC3 uMeIoT MpaBo Ha OecriiaTHOe obecrieyeHue UMU
3a cyeT (heepasbHOTO WIN PETMOHAILHOTO OIOIKeTa.

3akAloueHue

TpexsieTHee HabmoaeHME 3a yyacTHUKamMu peructpa PE-
HECCAHC neMoHcTpupyeT yBeIWYeHHE IPUBEPKEHHOCTH
runoaunuaeMuydeckoii repanuu. C yBelrmueHUeM pUcka pas-
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BUTHUST CEPICYHO-COCYIUCTBIX OCTOXHEHWIA acCOIMUPOBAHBI
MYCKOI1 TOJI, TUTIEPTOHUSI, UIlleMUYecKasi 00JIe3Hb cepalia,
oTsrouieHHbI aHaMHe3 110 CC3 M KOHLIEHTpaLus JTUIONPO-
tenma(a) =30 Mr/mi. DpheKTUBHOE CBOEBPEMEHHOE CHIKE-
Hue koHueHTpauuu XC JIHII saBnsieTcs BaxkHO# cTpaTerueit
115 npeaoTBpaieHust MaHudecrauuu CC3 U pucka pa3BUTUS
CCO, ogHaKO KOJIMYECTBO MALIMEHTOB, MOYJaOIINX afcKBaT-
Hyto IJIT u nocturimmx nenesoro yposHs XC JIHII, octaercs
HU3KUM. BriepBbie TpoIeMOHCTpUpOBaHa BasKHOCTh TMHAMU -
yeckoro HabmoneHust 3a naureHtamu ¢ CI'’XC u OBCCP BBu-
Iy OYeHb BBICOKOTO PHCKa Pa3BUTHST KaK HOBBIX aT€POCKIIEPO-
tndeckux CC3, tak 1 moBropHbix CCO. B Hacrosiee BpeMst
CYILIECTBYIOT BO3MOXHOCTH YJIyUIIEHHUs ITOIX0Aa K CHIDKEHUIO
koHteHTpaimu XC JIHIT ¢ ucrons3oBanueM 2- u 3-KOMIIO-
HenTHoi [JIT ¢ BkitoueHreM B cxeMy JedeHus uPCSK9, ko-
TOpBIE B OOJIBIIMHCTBE perMoHOB PM mpy HaIMYMy KIIMHUYE-
CKVX TIOKa3aHUI MPEIOCTABIISIOTCS OECIIIaTHO.

HayuHasi paGoTta BbINOJHEHA TNPU TTOAICPXKKE KOMIIa-
HuUlt «<AMKeH» U «CaHodu». ABTOpBI OJ1aronapsT KOMIIAHUIO
Aston Health 3a TexHMUYECKYIO OpraHM3alMIO U BEACHUE PErk-
ctpa «PEHECCAHC», a Taxke IImutpueBy Haranmio FOpeeB-
Hy 32 CTATUCTUYECKYIO U aHATUTIYECKYIO ITOTOTOBKY MaHHBIX
IUISL CTaThbU.
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