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PerucTp naumMeHTOB ¢ CeMenHOo runepxonecTepuHeMmein u NnauMeHTOB O4eHb BbICOKOI0
CcepAeYHO-COCYANCTOro pUcKa ¢ HeA0CTaToYHON 3P PEKTUBHOCTLIO NPOBOAMMON FMMNONNUAEMNYECKON
Tepanum (PEHECCAHC)

Exos M.B.", Bnusniok C.A.', Tmosn H.A.", Poxkosa T.A.", Oynnakos [.B.2, CanbyeHko B.A.2, Kaukosckuit M.A.%, LLanowHuk U. .2,
leHkenb B.B.4, Typesuy B.C.%, Ypasrunbgeesa C.A.5, Tpery6os A.B.5, Mysanesckas M.B.5, Baxan C.C.%, Tumouerko O.B.°,
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MakoroHeHrko B.W."8, Tangsud A.C."", Cagpikosa [.W.", Momoraii6o B.B.", Bap6apaw O.J1."°, Kawranan B.B.", LUyremosa E.A.%?,
Wcaesa N.T.%°, Xoxnos P.A.2", Oneiitukos B. 3.2, Asgeesa M. B.?2, Manaxos B.B.', YyGeikuna Y. B.", KoHctantuHos B. 0.2, Anvesa A. C.%,
OscsaHHMKoBa B. B2, ®ypmenko I N.%, YepHbix T.M.%, A6awmunHa O.E.%, OxannGekosa A.P.?’, CnactHukosa E.C.%, Manumosa J1. ®.%,

Oynnakosa M. 1.%°, Boesoga M. W.°

Lienb. B 2017r PoccuiACKuii MHOTOLLEHTPOBBIA PEFMCTP CEMENHON runepxonecTe-
puHemun (PoCIrXC) 6bin npeobpasosaH B PerncTp naumMeHToB ¢ CEMENHO runep-
xonectepuHemueit 1 naumEHTOB oueHb Bbicokoro cEpaeuHo-Cocyamctoro pycka
¢ HepoCTATo4HON adekTMBHOCTHIO NPOBOAUMON TMNOAMNMAEMUYECKO Tepa-
numn (PEHECCAHC), uenbto KOTOPOro ctasi MakCuMasbHbIi OXBaT He TONbKO 60nb-
HbIX cemeitHol runepxonectepuHemmeri (CIXC), HO 1 GONbHBIX C UMEIOLLMMICS
aTepoCKNEPOTNHECKUMU CEPAEYHO-COCYANCTLIMM 3a60NeBaHUSMI, Y KOTOPbIX
COBpEMEHHAst runonnnuaemMmyeckas Tepanus He no3Bonsna AobUTLCS LeneBoro
YPOBHS XONIECTEPMHA IMNONPOTENAOB HU3KOW NnoTHocTw (XC JIHM).

Matepuan u metogbl. Peructp PEHECCAHC sBnsieTCst OTKPbITbIM, HALMOHab-
HbIM, HabnofaTeNbHBIM MCCNELOBAHNEM W BKIIIOYAET GONbHBLIX C OMPeaeneHHoMn
1 BEPOSITHOI (COrNacHo rofnaHackvm nam GpUTaHCKUM KpUTEpHsM) reTeposnroT-
HoWi 1 romo3urotHoi CIXC, a Takke NaLMeHTOB 04YEHb BbICOKOr0 CEPAEYHO-COCY-
aucToro pucka. beinu paspaboTtaHbl 2 perncTpaunoHHbiX GOpMbl: Ans 6OAbHBIX
CIXC 1 60onbHbIX 04EHb BBICOKOrO pricka. Bpauu 3anonHsnu ¢opmbl B GymaxHoM
W 9NEKTPOHHOM BUAE. Yu4uTbiBanM Hanuume $akTopoB pucka aTepockneposa
1 aHaMHe3a CepLeyHO-CoCyaNCTbIX 3aboneBaHuii, COBMIOAEHNE OMETbl U TUNOMK-
nuaeMmn4eckon Tepanuu. B kaxaom LIEHTPE BbINOJHSNM OnpeneneHne KoHLEHTpa-
umn: obuero xonecteputa (OXC), Tpurnuuepupos (TT), xonectepuHa amMnonpo-
TenaoB Bbicokoi nnoTHocTu (XC JIBM) B cbiBopoTke kpoBu. Copepxanune XC JIHIM
paccunTbiBanm no c¢opmyne Ppuasanbga: XC JIHMN=0XC-XC JBM-Tl/2,2
(Mmonb/n).

Peaynbratbl. Bcero BkioyeHo 1208 60nbHbix CTXC 1 497 60MbHBIX O4EHb BbICO-
KOro pwicka (cpenHuii Bodpact 54+13 n 61+8 net, cooTBeTcTBEHHO, 38% U 36%
MY>XUUWH). Tpy BKIIOYEHUW CpefHue YPOoBHU nmnupoB kposu: OXC — 9,4+23
1 6,9%1,5 Mmonb/n, XC JTHM — 6,6%2,1 1 4,5+1,3 MMonb/n, COOTBETCTBEHHO. YacToTa
NPUMEHEHVS TMNONMMAEMUYECKO NEKAPCTBEHHON Tepanui AOCTUraeT B 06enx
rpynnax 70%, onHako focTuxeHue Lenesoro yposHs XC JTHI kpaiiHe peako.
BaknioyeHue. [onyyeHHbIe pe3ynbTaTbl CBUAETENLCTBYIOT O HEAOCTATOYHON NPK-
BEPXEHHOCTU W HEBLICOKOW 3DEKTVBHOCTU CTaHAAPTHON MNOAMMAEMUYECKON
Tepanuu kak npu ¢ CIXC, Tak 1y 60NbHbIX C 04€Hb BICOKUM CEPAEYHO-COCYAUC-
TbIM PUCKOM. [1N151 NeYEHNs PE3VNCTEHTHOW MMNEPX0NECTEPUHEMUM NOKA3aHbI MHIU-
6utopsl PCSK9. Peructp PEHECCAHC nosBonsieT ynyyiwumtb auardoctuky CIXC,
OLEHUTb 3PPEKTUBHOCTb NIEYEHUS U BbIAEAUTL rPynMbl 60NbHBIX, KOMY NOKa3aHo
nedyenune nHrnémutopamu PCSKI.
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KnioueBble cnoga: cemeiiHas runepxoecTepuHemMms, PErncTp, atepocknepoTu-
Yeckue CepaeyHo-CoCYANCTbIe 3a60/1eBaHNS, 04EHb BbICOKUIA PUCK.

KoHdpnukT nHtepecos. Pabota BeinonHeHa npu nopaepxke 000 “Ampxen”, AO
“CaHodu-aBeHTUC rpyn”.

1dJ['EY HaunoHanbHbIi MEOVULMHCKWIA MCCNeaoBaTeNbCKUA LEHTP Kapanonornm
MwH3sgpasa Poccumn, Mocksa; rey3 Camapckuit 061aCcTHOM KNMHUYECKUIA Kapamo-
noruyeckuin aucnaHcep, Camapa; *YactHoe yypexzaeHue obpasoBatesibHas opra-
Hu3aums BO MeguumHekmii yHrsepeuteT “Peasns”, Camapa; ‘Ore0yY BO I0xHo-
YpanbCkunii rocynapCTBEHHbIN MEOULIMHCKUIA YHMBEpCUTET MuH3gpasa Poccuw,
YensbuHck; 5LJ,eHTp aTepocknepo3a u HapyLueHuin nunuaHoro obmexa, F’EOY BMO
CaHkT-leTepbypreknii  FocyaapcTBeHHbId  yHuBepcuTteT, CaHkT-MeTepbypr;
SHAWUTIM — dunman NUnI CO PAH, Hosocnbupck; BY XMAO-Orpbl OkpyxHoi

Kapavonornyeckwii amcnaxcep, LIEHTp [MarHoOCTMKM WM CepAevHO-COCYAMUCTON
xupyprim, CypryT; *dreBOY BO BoeHHo-MeamnumnHckas akagemms um. C. M. Knposa
MO Poccuu, Cankt-TMeTepbypr; °TBOY BO CTaBpOnoOnbLCKMIA rOCYAAPCTBEHHDIV
MeaMUMHCKUIA yHrBepcnTeT Munaapasa Poccuun, CTaBponos; “rey3 HayuHo-
ncenenoBatenbckuin UHCTUTYT — Kpaeeas KnuHnyeckas 6onbHuua N2 1 um. npod.
C.B. Ouyanosckoro Munaapasa KpacHozapckoro kpas, KpacHozap; "orey 3 LBKI
um. A. A. Buwresckoro MO Poccuu, Mockosckas o6nacTs; “drE0Y BO MeTpo3sa-
BOACKMWI rOCYAapCTBEHHBIN YHUBEPCUTET, NeTpo3aBoACK; Pkreys BnaagvBocTok-
ckasi KnHudeckas 6onbHuLa N2 1, BnagmMBoCcToK; “I'BY3 CaxanuHckas o6nacTHas
KnuHrseckas 6ombHULa, 10xHO-CaxanuHcek; "060coBaeHHoe CTPYKTYpPHOE noapas-
neneHve HayyHo-uccnenoBaTenbCKMA  KIMHUYECKUIA  WMHCTUTYT neauatpun
uM. akag. 10.E. Benstuwesa ®re0Y BO PHUAMY um. H. W. Muporosa MuH3ppasa
Poccun, MockBa; ‘GcDrEy HaumoHanbHbIi MEAMUMHCKWUIA UCCNenoBaTeNbCKuii
LEeHTP npodunakTnyeckon meamumHel Munsapasa Poccun, Mocksa; ®reoy BO
Kasanckumin TMY Munanpasa Poccuu, KasaHb; "®rBY 413 BoeHHbIi rociuTans MO
Poccuwn, Bonrorpag; OrEHY HUK KNCC3, Kemeposo; *0BY3 Kapauonoruye-
CKkuin gucnaHcep, VBaHOBO; ?'AY3 BO BopoHexXcknini 06nacTHOW KIMHUYECKWIA
KOHCYNBTATUBHO-ANArHOCTUYECKUIA LEHTP, BopoHex; 22CIDI'ISOy BO MeH3eHckuin
rocyfapCTBEHHbIN yHBepcuTeT, MeH3a; ®Breoy BO CeBepo-3anapHblil rocyaap-
CTBEHHbIN MEANUMHCKUIA yH1BEepcuTeT M. U. N, Meynukosa Munagpasa Poccum,
CaHkT-lNeTepbypr; *orey HMULL vm. B.A. Anma3dosa Munagpasa Poccum, CaHkT-
MeTepbypr; *GrE0y BO BIMY um. H. H. Bypaenko Munaapasa Poccuu, BopoHex;
*rey3 Camapckasi obnactHas knuHuyeckas 6onbHuua um. B.[. CepepaBuHa,
Camapa; TBy3 CK Fopopackas knuHuyeckas 6onbHMua N 3 r. Ctasponons, Ctas-
pononb; ®ray3 [eTckas pecnybnvkaHckas kamHuyeckas 6onbHuUa MuHappasa
Pecnybnukn TaTapctaH, KasaHb; *®reoy BO Camapckuii rocyaapCTBeHHbIN
MeOuLVHCKUIA YHnBepeuTteT Munaapasa Poccum, Camapa, Poccus.

ExoB M.B. — 4.M.H., I.H.c. JTabopaTopuu HapyLueHuii naunuaHoro obmeHa, ORCID:
0000-0002-1518-6552, BnusHiok C.A. — acnupaHT otaena npobnem atepocke-
posa, ORCID: 0000-0002-2619-1592, TMosiH H.A.* — K.M.H., M.H.C. JTaBopaTopuu
HapyLieHnin nunugHoro obmena, ORCID: 0000-0002-3617-9343, ResearcherID:
E-3371-2018, PoxkoBa T.A. — K.M.H., H.C. oTAena npobneM atepockieposa,
ORCID: 0000-0003-3971-2606, Aynnsikos [.B. — A.M.H., npodeccop, rnaBHbIi
kapavonor Camapckoii 06nacTv, 3am. MaBHOro Bpaya Nno MEeAMLMHCKOW YacTw,
ORCID: 0000-0002-6453-2976, Canbuyerko B.A. — 3aB. oTAeNeHNEM rpaBuTaum-
OHHO xmpyprum kposw, ORCID: 0000-0001-9254-3544, KaukoBckuii M. A. — o.M.H,
npodeccop, aupektop HUM atepockneposa u gucnunuaemumii, ORCID: 0000-
0002-3628-5146, LLanowHuk N.N. — a.m.H, npodeccop, 3aB. kadenpon npone-
LEBTUKW BHYTPeHHUX 6onesHeid, ORCID: 0000-0002-7731-7730, leHkenb B.B. —
K.M.H., aCCUCTEHT kadeapbl NponeaeBTUKN BHYTPeHHUX GoneaHeir, ORCID: 0000-
0001-5902-3803, TypeBny B.C. — pO.M.H., 3aB. OTAENOM aTepockneposa
HayuHo-knunHuyeckoro 1 06pa3oBaTenbHoro LeHTpa “Kapavonorus” MeamumH-
ckoro ¢akynbteta CaHkT-MeTepbyprckoro MocynapCTBEHHOrO YHMBEpPCUTETa,
LleHTp aTepockneposa W HapylleHuii nunugHoro obmena, ORCID: 0000-0002-
6815-444X, Ypasrunbaeesa C.A. — [1.M.H., B.H.C. Hay4HO-KNMHUYECKOr0 1 06pa3o-
BaTeNbHoro ueHTpa “Kapamonorus” meauumHekoro gakynsteta CaHkT-MNeTepbypr-
ckoro [ocyaapcTBeHHOro yHuBepcuTteTa, LleHTp aTtepockneposa v HapylleHuit
nunuaHoro o6mexa, ORCID: 0000-0003-3046-372X, Tpery6os A. B. — H.c. HayuHo-
KIMHMYeckoro n obpasoBaTenbHOro ueHTpa “Kapauonorus” mMemuumHCKoro
dakynsteta CaHkT-MeTepbyprekoro ocynapcTBeHHOro yHuBepcuTeTa, LieHTp
aTepockieposa v HapyLweHuii nunuaHoro o6meHa, ORCID: 0000-0002-9118-5850,
Mysanesckas M. B. — kapamonor-koHcynbTaHT Hay4HO-KNnHU4eckoro n obpaso-
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BaTesbHOro LeHTpa “Kapavonorus” meavumHckoro dakynsteta CaHkT-MeTtepbypr-
ckoro locymapcTBeHHOro yHuBepcuteTa, LleHTp atepockneposa u HapyLlleHui
nunuaHoro obmeHa, ORCID: 0000-0002-7954-8567, bBaxaH C.C. — K.M.H., 3aB.
Hay4HO-0praHm13aLMoHHbBIM OTAENOM KIIMHUYECKVX 1 06pa3oBaTesbHbIX TPOrpamm,
3aM. pykoBoauTens HayyHo-KnuHmudeckoro ueHtpa amnugonoruu, ORCID: 0000-
0001-6170-3883, TumoLueHko O.B. — kapauonor-aunugonor, ORCID: 0000-0001-
7226-3043, YpsaHueBa M.A. — K.M.H., [OUEHT, 3aB. kadenpon kapamonoruu,
ORCID: 0000-0002-5545-9826, Koxokapb K.I. — acnupaHT kadenpbl kapauono-
rum, ORCID: 0000-0002-5638-1696, Cokonos A.A. — fA.M.H., npocdeccop kadbeapsbl
dakynsretckon Tepanuum, ORCID: 0000-0001-7004-0903, Tuwko B.B. — A.M.H.,
[IOLIEHT, 3aM. HayanbHuKa kadenpbl dakynsTeTckoit Tepanum, ORCID: 0000-0003-
4696-3569, boesa O. WM. — a.M.H., BOUEHT, 3aB. kadeapoit MeanUMHCKOR paamono-
rm ¢ kypcom A0, ORCID: 0000-0002-1816-8309, Bonotosa E.B. — a.m.H., npo-
deccop kadenpsl nynsmoHonorum GNK n MMC, ORCID: 0000-0001-6257-354X,
HamutokoB A. M. — Kk.M.H., 3aB. 2 kapauonornyeckum otaenesnem, ORCID: 0000-
0002-5866-506X, KywHapésa 0. 5. — k.M.H., TepanesT-kapauonor, ORCID: 0000-
0002-1931-5390, KysHeuosa T.}0. — A.M.H., AOUEHT, 3aB. kapenpoit dakynbTeT-
ckoin Tepanuu, GTU3NATPUMN, MHDEKLIMOHHBIX BONe3HeR 1 aNuaeMnonoruu Meau-
umHekoro uHetutyta, ORCID: 0000-0002-6654-1382, KopHeBa B.A. — K.M.H.,
LoueHT kadeapbl $GakynbTeTCKON Tepanum, GTU3nMaTpun, MHPEKLMOHHbIX Bones-
Helt n anugemwuonorun, ORCID: 0000-0003-2231-4695, Boragaros [. 0. — Bpay-
kapauonor, ORCID: 0000-0002-8388-5566, YuumuHa E.E. — Bpay-kapauonor,
ORCID: 0000-0002-1884-053X, ConoBbeB B.M. — Bpay, LeTCKuin kapauonor,
ORCID: 0000-0003-4608-0168, Epwwosa A. . — K.M.H., C.H.C. OTAENa KIIMHNYECKOW
kapamonorum n monekynsipHon resetvkm, ORCID: 0000-0001-7989-0760, MeLwu-
k0B A.H. — K.M.H., pykoBoauTenb nabopatopun MonekynspHoi reHetmku, ORCID:
0000-0001-5989-6233, MakoroHeHko B.1. — opauHaTtop ORCID: 0000-0002-
5375-7328, Tanssny A.C. — p.M.H., npodeccop, 4neH-kopp. Akagemun Hayk
Pecnybnuku TatapcTaH, 3aB. kapenpoit dhakynsTeTCKOo Tepanum 1 Kapamonoriu,
ORCID: 0000-0002-4510-6197, CanbikoBa .. — A.M.H., 3aB. kadeapoii rocnu-
TanbHol nepmatpumn, ORCID: 0000-0002-6662-3548, Momorait6o 6.B. — K.M.H.,
Bpay-TepanesT TepanesTuyeckoro otaeneHus, ORCID: 0000-0003-0093-0868,
Bap6apaw O.J1. — a.M.H., npodeccop, yneH-kopp. PAH, anpektop, ORCID: 0000-
0002-4642-3610, KawTanan B.B. — a.M.H., 3aB. nabopatopueit natodranonorum
mynbTudokanbHoro atepockneposda, ORCID: 0000-0003-3729-616X, Llyte-
moBa E.A. — a.M.H., npodeccop kapauonoruyeckoro otaenenus, ORCID: 0000-

0002-5324-3570, Ucaesa W.T. — Bpau-kapauonor, ORCID: 0000-0001-6738-3518,
Xoxnos P.A. — pa.M.H., 3aB LeHTpoMm, ORCID: 0000-0002-3539-026X, Oneiitu-
KoB B.3. — A.M.H., npodeccop, 3aB. kadeapoir Tepanmumn, ORCID: 0000-0002-
7463-9259, Apeesa M.B. — k.M.H., JoueHT kadenpbl Tepanumn, ORCID: 0000-
0003-4266-5900, Manaxos B. B. — K.M.H., M.H.C. 0TAena npobnem aTepockneposa,
ORCID: 0000-0002-6379-5694, Yy6bikmHa Y. B. — acnupaHT otaena npobnem ate-
pocknepoda, ORCID: 0000-0003-2760-2792, KoHcTaHTuHOB B.O. — A.M.H., npo-
deccop kadeapsbl rocnutansHoit Tepanum, ORCID: 0000-0003-0805-1593, Anu-
eBaA.C. — K.M.H., H.c. HAJT anuaemunonorm HenHOEKUMOHHbLIX 3a00NeBaHwiA,
ORCID: 0000-0002-9845-331X, OBcsiHHMKOBA B. B. — accucteHT kadeapsl rocnu-
TanbHON Tepanuu u 3sHpokpuHonoruu, ORCID: 0000-0003-0715-5905, ®yp-
MeHKO I V. — K.M.H., BOLEHT Kadpepbl rOCIUTaNbHOM Tepanuu 1 3HOOKPUHONOT UK,
ORCID: 0000-0001-9112-505X, YepHbix T.M. — A.M.H., npodeccop, 3aB. kadpen-
poii rocnuTanbHoi Tepanum n aHpokpuHonorum, ORCID: 0000-0003-2673-091X,
Ab6awwuHa O.E. — Bpay-kapgmonor, ORCID: 0000-0002-5302-6381, [xaHube-
koBa A.P. — k.M.H., Bpay-kapauonor, ORCID: 0000-0002-4719-9980, CnacTtHu-
koBa E.C. — Bpau-getckuin kapauonor Jetckoro ueHtpa nunuponorum, ORCID:
0000-0002-1732-7443, Manumosa J1.®. — K.M.H., Bpay ynbTPa3BYyKOBOW AMarHo-
ctukm Jetckoro LeHtpa nunuponorun, ORCID: 0000-0001-5576-5279, Oynns-
kosa . [I. — opamHaTop Kadbeapbl KAapAMONOrMmn N CEPAEYHO-COCYANCTON XMPYp-
run, ORCID: 0000-0003-2773-1682, BoeBoga M. W. — a.M.H., npodeccop, akage-
Myik PAH, PykoBoauTenb Hay4yHOro HanpasneHns GyHAaMEHTaNbHbIX 1 KTMHUYECKMX
nccneposanuii, ORCID: 0000-0001-9425-413X.

*ABTOP, OTBETCTBEHHBIV 3a nepenucky (Corresponding author):
ntmoyan@gmail.com

ACC3 — atepockniepoTuieckme cepeyHo-cocyamncTsie 3abonesanus, OB CCP —
0Y4eHb BbICOKMIA CEPAEYHO-COCYANCTbIN puck, OXC — obLumx xonectepuH, CIXC —
cemeitHas runepxonectepuHemuss, CCP — cepaevHo-cocyamcTbidi puck, XC
JIBIM — xonectepuH aMnonpoTenaoB BoiCOkon nnotHocTu, XC JIHM — xonectepuH
IMNONPOTENA0B HU3KON NAOTHOCTH, TI — TpUrnuuepuapbl.
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Register of patients with familial hypercholesterolemia and patients of very high cardiovascular risk
with lipid-lowering therapy underperformance (RENESSANS)

Yezhov M.V.", Bliznyuk S.A.", Tmoyan N.A.", Rozhkova T.A.", Duplyakov D.V.2, Salchenko V.A.?, Kachkovsky M.A.%, ShaposhnikI.1.4,
Genkel V.V., Gurevich V.S.%, Urazgildeeva S.A.5, Tregubov A.V.®, Muzalevskaya M.V.5, Bazhan S.S.5, Timoshchenko O.V.5,
Urvantseva I.A.7, Kozhokar K.G.”, Sokolov A.A.2, Tishko V.V.8, Boyeva O.1.%, Bolotova E.V."°, Namitokov A.M."°, Kushnaryova Yu.B.,
Kuznetsova T.Yu."?, Korneva V.A."?2, Bogdanov D.Yu."®, Chichina E.E."™, SolovyovV.M.", Ershova A.1."8, Meshkov A.N.'8,
Makogonenko V.1."®, Galyavich A.S."”, Sadykova D.l."”, Pomogaybo B.V.'"®, Barbarash O.L."°, Kashtalap V.V."®, Shutemova E.A.%,
Isaeva I.G.%, Khokhlov R.A.?', Oleynikov V.E.?2, Avdeeva |.V.2, Malakhov V.V.!, Chubykina U.V.!, KonstantinovV.0.%, Aliyeva A.S.?,
Ovsyannikova V. V.25, Furmenko G.1.%°, Chernykh T.M.?%, Abashina O.E.?, Dzhanibekova A.R.?, Slastnikova E.S.%, Galimova L.F.%,

Duplyakova P.D.%, Voyevoda M. .6

Aim. Russian multicenter register of familial hypercholesterolemia (FH) was
transformed into Register of patients with FH and very high cardiovascular risk with
insufficient effect of hypolipidemic therapy (RENESSANS Registry) in 2017. The aim
of RENESSANS was maximal inclusion of patients not only with FH, but also those
with atherosclerotic cardiovascular diseases (CVD), who did not achieve targeted
level of low density lipoprotein cholesterol (LDL-C) using hypolipidemic drug
therapy.

Material and methods. The RENESSANS Registry is an open, national, observing
study that includes patients with definite and probable (according to Dutch lipid
clinic network and Simon Broome Registry criteria) heterozygous and homozygous
FH, as well as patients of very high cardiovascular risk. There were designed two
register forms: for patients with FH and for very high cardiovascular risk patients.
Doctors filled out forms in paper and electronic variants. They took into
consideration the risk factors of atherosclerosis and anamnesis of CVD, adherence
to diet and hypolipidemic therapy. Concentrations of total cholesterol (TC),
triglycerides (TG), high density lipoprotein cholesterol (HDL-C) were measured in

blood serum in all centers. LDL-C level was defined according to Friedewald
formula: LDL-C=TC-HDL-C-TG/2,2 (mmol/l).

Results. The Registry consisted of 1208 FH patients and 497 patients with very
high risk (average age 54+13 and 61%8, respectively, 37% men). Baseline levels of
lipids were 9,4+2,3 and 6,9+1,5 mmol/I for TC, 6,6+2,1 and 4,5+1,3 mmol/I for LDL-
C, respectively. The frequency of hypolipidemic therapy in both groups is 70%,
while targeted level of LDL-C was achieved extremely rarely.

Conclusion. The results show insufficient adherence and low effectiveness of
standard hypolipidemic therapy both in patients with FH and very high cardiovascular
risk. PCSK9 inhibitors are recommended for resistant hypercholesterolemia
treatment. The RENESSANS Registry allows to improve FH diagnostics, to assess
treatment effectiveness and choose patients who need treatment with PCSK9
inhibitors.

Russian Journal of Cardiology. 2019;24 (5):7-13
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B 12 permonax Poccun mmpoBoguTCS KPyITHOE ITHIE-
muoniormdeckoe uccienopanne HCCE-P® (Dnmmemmo-
norust Cepaeudro-CocynucThix 3a00JIeBaHMIT B peTHOHAX
Poccuiickoit @eneparinu), Mo TaHHBIM KOTOPOTO pac-
MIPOCTPAHEHHOCTh THUIIEPXOJCCTEPUHEMUN TOCTUTACT
B Hacrosiiee Bpems 60% [1]. B yciaoBusix aMGynaTopHoit
MMPaKTUKHN 9aCTOTa THUIIEPXOJIECTCPUHEMHH CYIIIECTBEHHO
Bbire. B Poccuiickoe uccnenoanne AMCBEPT Gbutn
BKJIIOUCHHEI 18849 MmManmeHTOB pa3IWyHOTO CEpOeYHO-
cocymuctoro pucka (CCP). IIpeBbimieHne ypOBHS
obmero xonectepuHa (OXC) Oonee 5 MMOJB/JI OBUIO
BBISIBIIEHO B 84% ciiydaeB, HECMOTPsI Ha TO, YTO YacCTh
OOJIPHBIX HAXOOWJINCh HAa TUTIOJUIIMICMHUYCCKON Tepa-
mu [2].

B pamxkax nccinemoBanusg DCCE-P®, mpu obcienoBa-
Humn xkuteneili TromeHckoit 1 KemepoBckoii obnacTeit,
pacIpoCTpaHEeHHOCTh OIPeNeICHHOI ceMeitHOM THIep-
xosnectepuHemun (CI'XC), cormacHO MOmM(PUIIMPOBaH-
HBIM TOJUIAHACKUM KPUTEpHUsSM, cocTaBmia 1:407 derno-
Bek, a BeposgTHoit CI'XC — 1:148 [3]. Ilpenmonoxu-
TEJIbHO KOJMYECTBO JIWI C TETePO3UTOTHON (DopMoii
CI'XC B Poccum MoxeT gocTturath 1 MITH, ¥ TIOIaBJISTIO-
mee GOJIBIMMHCTBO M3 HUX Ha TaHHBIM MOMCHT HE BBHISIB-
neno [3].

Poccuiickast HaydyHO-uMcCaeq0BaTeNbCKas mporpaMmma
110 CBOCBPEMEHHOM OUATrHOCTUKE U JICUCHUIO OOIBHBIX
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CI'XC 6pu1a mHMLIMMApOBaHa HalmoHalbHBIM 00IIECT-
BoM atepockiepo3a (HOA) B meka6pe 2013t [4]. C memnbio
MaKCUMAJIBHOTO yJ9eTa TaKuX OOJIbHBIX ObLT co3maH Poc-
CUCKMIA MHOTOLICHTPOBEII PETUCTP CEMEMHOMN TUIIEPXO-
nmectepuHemMun (PoCI'XC), kotopsrit B 2017 romy OBLI
npeodpaszoBaH B peructp PEHECCAHC (Peructp namm-
enTtoB ¢ CI'XC m mammmEHTOB oyeHb BbICOKOTO CEp-
neuHo-CocynucToro pucka ¢ HemoCTATOYHOM 3 dek-
TMBHOCTBIO TIPOBOAMMOM THITOIUITMAEMUICCKON Tepa-
nuu). Llenbto HoBoro Perucrpa craj MakKCUMaldbHBIA
OXBaT HE TOJBKO OOJBHBIX OIPEACICHHOM M BEpOSTHOM
retepo3uroTHoi opMbl CI'XC, HO ¥ GOTBHBIX C UMEIO-
IIUMHCST aTePOCKICPOTUUCCKUMH CEPIEIHO-COCYINC-
TeIMH 3a00seBaHuIMU (ACC3), y KOTOPBIX COBpeMEHHAST
TUTIOJIUTIMACMIYECKasl TepaIs He TIO3BOJIsIa TOOUTHCS
LIeJIEBOTO YPOBHS XOJIECTepHHA JIMIIOPOTEUIOB HIU3KOM
wrotHoctH (XC JIHIT). B HacTosmee BpeMst IIpOBOIUTCS
aHaJIN3 JUINTEJILHOTO HAOTIONCHMS 1 JICUCHUS OOJIBHBIX,
TIpeaBapuTEIIbHBIC PE3yIbTaThl KOTOPOTO OYAyT IIpem-
CTaBJICHBI B JAHHOM CTaThe.

Martepuan n metogbl
O6ocHoBanue n musaitn PoCI'’XC, kputepun BKITIO-
YEeHMS U UCKITIOYEHHUSI ObLIM IMOAPOOHO M3II0XEHBI HAMU
B nipenbinymeii myonukamnum [4]. Peructp PEHECCAHC
SIBJISIETCSI OTKPBITHIM HAIMOHATIbHBIM HAOII0AATEIbHBIM
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Tabnuua 1

0OO0Lasa xapaKTepucTMKa y4aCTHMKOB UCCNIeA0BaHMUS

MapameTpsbl CeMmeliHasi TUNepXonecTepuHemMms
KonnyecTtBo nauneHTos, n 1208
Bospacr, roasl 5413
Myxckoii non 463 (38%)
MHpekc maccol Tena, Kr/M2 28+7

OXC, mmonb/n 9,4+2,3
XC JTHIM, mmonb/n 6,6+2,1

XC NBM, mmonb/n 1,4+0,4
TI, Mmonb/n 1,9+1,0
JlunonpoTtena(a), Mr/an 21[8; 68]
ApTepuanbHas runepToHns 771 (64%)
KypeHue B aHamMmHe3e 543 (45%)
Mwemmnyeckas 6oneaHb cepaua 538 (45%)
MHdapkT MrMokapaa B aHamHese 224 (19%)
CpepnHwii BO3pacT Nepeoro nHdapkta Muokapaa 48+11
YpeckoxHoe BMeLlaTeNbCTBO 206 (17%)
KopoHapHoe LwyHTMpoBaHme 106 (9%)
ATepocknepos nepudeprnyecknx apTepuii 74 (6%)
Miwemmnyecknii MHcynsT 29 (2%)

OuyeHb BbICOKU CEPAEYHO-COCYANCTBINA PUCK
497

618

177 (36%)
3016
6,9+1,5
4,5+1,3
1,3£0,3
1,8+1,0

HET AaHHbIX
59 (12%)
136 (27%)
59 (12%)
80 (16%)
54+10

58 (12%)
4%)
20%)

22
98 (
20 (4%)

MpuMmeyaHue: faHHble NpeacTaBeHbl B BUAE N (%), cpeaHeetcTaHAapTHOE OTKNOHEHWe nnn megmana [25%; 75%)].

CokpateHus: OXC — obwwmit xonectepuH, XC JIHIM — xonectepuH nnnonpoTenaos HU3koi nnotHocTu, XC JIBIT — xonecTepuH nMnonpoTensioB BbICOKOW NIOTHOCTY,

TI — TpuraMuepuabl.

HCCIIEIOBAaHNEM U BKITFOUACT OOJTBHBIX C TETEPO3UTOTHOM
n romosurotHoii CI'XC, a Takke IalleHTOB OYEHbB
BBICOKOTO ceprmedHo-cocymuctoro pucka (OB CCP).
B nccienoBanve OBLIM BKIIOUCHBI TTAIIMCHTHI cTapime 18
JIeT ¢ ompenesieHHoi u BepositTHoit CI'’XC, cormmacHO Kpu-
tepussMm Dutch Lipid Clinic Network (DLCN) u 6puras-
ckoro peructpa Simon Broome.

JIuiia, BKITIOYEHHBIC B WCCJICOOBAaHHUE, ITPOXOTUIIN
oOciemoBaHWe B MEOWIIMHCKUX IICHTPax-ydyacTHHKaX
mporpaMMbl. OgoOpeHre JIOKATbHOTO 3THYECKOTO KOMM-
TeTa MEIUIIMHCKOTO YUPEXIeHUs] Y TIOANMCAHNE Tall-
eHTaMU WH(POPMUPOBAHHOTO COTIACHSI SIBJISIUCH 00s13a-
TETBLHBIMY YCIIOBUSIMU IUIST yIacTus B IIporpamme. [Tocite
ImoAnmrucaHnsT WHGOPMUPOBAHHOTO COITIACUS ITAIlACHTHI
OBUIM ONPOIIECHEI 1 OCMOTPEHBI BpadaMiU-yIaCTHHKAMU
peructpa. beum paspaboraHbpl 2 pPerucTpallMOHHBIX
dopmer: st 6ompHBIX CI'XC 1 60mpHEIX OB CCP. Bpaun
3aIIOHSTN (POPMBEI B OYMaXHOM U DJIEKTPOHHOM BHIIC.
YuuteBamm Hanmmaue (akTOpoB PHCKA aTepOCKIepo3a
W aHaMHe3a CepAeYHO-COCYIUCTHIX 3a00JIeBaHUA,
coOMoOneHNe AUETH W TUIOJUITHACMIICCKON TepaITii.

B xaxmoM meHTpe BHITOIHSIIN OITpeNeICHIC KOHIICH-
tpamuu: OXC, tpunmuepunos (TI), XC mumomnpoten-
IoB BbICOKOU TIoTHOCTH (JIBIT) B CBIBOPOTKE KpOBM.
Conepxanune XC JIHIT paccunthiBanu 10 (opMyiie
®punpanpma: XC JIHII=0XC-XC JIBII-TI/2,2
(MMomb/im). B HekoTophIX IieHTpaxX y OombpHBIX CIXC
OIpeNesisIn KOHILIeHTpalnio JunomnpoTenna(a) (JIm(a)).
LlenTpann3oBaHHBIE cOOp W aHAJIM3 HAHHBIX OCYIIE-
cTBIIsIeT KoMmaHust ActoH Ipymm (1. MockBa, Poccust).

HccaemoBanne OBIIO BBIIOJIHEHO B COOTBETCTBUH
CO CTaHAapTaMM HamIeXallel KIMHUYCCKOM MPaKTHUKU
(Good Clinical Practice) n mpuHIIIIIAMYA XeTbCHHKCKO
Hexumapauuu. Ilporokon wuccienoBaHus ObLT 0g00OpeH
DTUYECKUMH KOMUTETAMHU BCeX YIACTBYIOIINX KIIMHIIC-
CKHUX LIeHTPOB. [0 BKIIIOUCHUS B HMCCIIENOBAaHUE Y BCEX
YYaCTHUKOB OBIJIO MOJIy4eHO MIUCEMEHHOE MH(POPMHUPO-
BaHHOE COTJIACHE.

Cratuctudeckass o0pabOTKa HpPOBOOWIACH C IIO-
MOIIBIO TIporpamMmmHoro obecrneyenus I[IBM SPSS
Statistics, Bepcus 24; IBM, CIIIA.

Pesynbrathbl

KiumHuyeckass xapakTepHCTHKA IMalMEHTOB IIpeMd-
craBiieHa B Tabiuie 1. Becero BxmoueHo 1208 GOMBHBIX
CI'XC u 497 6ompaBIX OB CCP (cpemumit Bo3pacT 54+13
u 61£8 net, coorBeTcTBEHHO, 38% 1 36% MyxuuH). [1pun
BKJIIOYEHUM CpeNHME YpOBHU JMIUaoB Kposu: OXC
9,423 u 6,9%£1,5 mmonn/a, XC JIHII — 6,6%2,1
u 4,5t1,3 MMoIIb/JI, COOTBETCTBEHHO, HIIeMUYCCKAS
OoJie3Hb cepialla Oblia BepuduumpoBaHa y 45% nui
¢ CI'XC. INoBrimeHHBIM ypoBeHB JIT1(a) (60mee 30 mr/m)
BBIABIIEH y 42% 1.

JIvs 27% 6onpHbIX CI'XC HaXooWINCh HA TUIIOJH-
MUIEMUYECKOM TepaIMy Ha MOMEHT BKJIIOYEHUSI B UCCIIE-
JIoBaHUe, B TOM uucie 3% TpUHUMATU KOMOWHALIMK
CTAaTHHOB C 33eTUMUOOM. M3 CTaTMHOB B ITOIABJISIOIIEM
OOJIBIIMHCTBE CJIy4aeB B PaBHBIX IMPOMOPLIMIX UCIIOJIb-
30Bajid aTOPBACTaTUH U poalyBacTaTuH. [lo maHHBIM
Ha nekabpb 2018r, 873 (72%) nanmenTta ¢ CI'XC nipuHu-
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Majyd CTaTUHBI, B TOM 4YKUCJIE B BbICOKOMHTEHCHUBHOM
pexume — 61%, yMepeHHO-MHTEHCUBHOM peXUME —
39%, »3eTMMUO B KOMOMHAUWUKU K cTaTuHam — 11%,
unruoutopel PCSK9-27 (2,2%) uyenosek. llemeBoro
ypoBusg XC JIHIT <2,5 MMOJb/1, COOTBETCTBYIOIIETO
KaTeropuy BBICOKOTO PUCKA, TOCTUNIN 13% maiueHToB,
yposust XC JIHII <1,8 mmonb/1 — 6% Gonbrabx OB CCP.

Hamnb6oimee yacto BctpeyaeMbiM ACC3 y mauueHTOB
¢ OB CCP gBnsiica aTepocKiepo3 COHHBIX apTepuii —
244 (49% u3 497) mauueHTOB. ATEPOCKIEpO3 apTepuii
HIDKHUX KOHEYHOCTeil oTMmeuascsa y 98 (20%) mauueH-
TOB, apTepualibHas runepreHsus — y 59 (12%) naiueH-
TOB, UILIEMHYEcKast 6oJie3Hb cepaua — y 59 (12%) nauu-
€HTOB, XpPOHUYECKAsI CepleyHasi HEAOCTaTOYHOCTb — Y 23
(5%), crenos aopranbHoro Kiaanana — y 3 (0,6%) maum-
€HTOB, aTepoCKIepo3 modeuHbix aprepuii y 2 (0,4%)
MalKeHTOB, aHEBPU3Ma OPIOLIHOIO OTIeNa aoOpThl — Y 1
(0,2%) mauuentoB. M3 497 mauuentoB peructpa ¢ OB
CCP 322 (65%) yenoBeka Korga-aubo IPUHUMAIIN IIpe-
rapathl TpymIbl cTaTuHOB. M3 Hux 93 (29%) nauueHTa
¢ OB CCP nipu BKIIIOYEHUHU B PETUCTP MOJIYIaTN BHICOKO-
MHTEHCUBHYIO Tepanuio ctaTuHaMmu, 148 (46%) mauueH-
TOB — YMEPEHHO-MHTEHCUBHYIO Tepanuio u 4 (1%)
MalyeHTa — HU3KOMHTEHCUBHYIO TEPAIUI0 CTaTUHAMM.

00cyxaeHue

ImaBHBIMU pe3yabTaTaMu HoBoro peructpa PEHEC-
CAHC gBnsiorcst 1) BO3BMOXKXHOCTh YIeTa ¥ aIeKBaTHOTO
JeuyeHusT 60MbHBIX ¢ MCTUHHOW CI'XC B COOTBETCTBUM
¢ Poccuiickumu pekoMmeHnaumsimMu [5], 2) yueT u ocoboe
punManune nanueHTaM OB CCP, y KoTopbIX cTaHmapTHas
TUTIOIUITAeMITYecKas Tepanust HeaddekTnuBHa. BMecte
C TeM OTMEUYCHBI CEephe3HBIC M HACYIIHBIC MPOOJIEMBI
B BelAcHMU 00eux KaTeropuii OOJibHBIX. Bo-TiepBHIX,
HECMOTPS Ha HAJTMYKE BBIPAKCHHOI TUIICPXOJIECTEPUHE -
Muu, 10 45-50% nuil He XenalT IMPUHUMATh CTATUHBI
W TIOIBepraTh CKPUMHUHTY M 0OCIIEIOBAHUIO CBOUX POI-
CTBEHHUKOB. B0O-BTOPHIX, IIpeM CTaTUHOB M IIPOBEIC-
HHEe KOMOMHUPOBAHHOI THITOIMITNIEMIICCKOMN TepaIrmiy
He npesbimaetT 70%. B-TpeThbux, 4acToTa MOCTMKEHUS
nesieBoro ypoBHs1 XC JIHIT HeBbIcOKA.

Hannbie ncciegoBannst EUROASPIRE V (European
Action on Secondary Prevention through Intervention to
Reduce Events), BEITTOJTHEHHOTO B 27 eBpONCHCKNX CTpa-
HaX, CBUIETEJIbCTBYIOT, 4TO cpeau 8261 mauueHTa,
MepeHECIIero KOPOHApHOE IIMYHTHUPOBAHUE WM Ypec-
KOXXHOE KOPOHAPHOE BMEIIATEeIbCTBO MU OCTPBII KOPO-
HapHBIIA CUHIPOM, Yepe3 1 Tom Imociie MHIEKCHOM TOCITH-
tanu3atuu B 71% ciaydaeB ypoBenb XC JIHII Gbu1 Bhilie
mmeseBoro 1,8 MMoib/i1. BEICOKOMHTEHCUBHAS WIIH KOM-
OMHMpPOBaHHAS TUIIOJUMNUACMUYECKas Tepamnusi, BKIIO-
yast uHruoutopsl PCSK9, 6buta HazHayeHa B eaoM 60%
601bHBIX. VI3 HUX TOJBKO 36% 4eloBeK UMeENIU YPOBEHD
XC JIHII menee 1,8 mmonb/n, y 26% — B nipenenax ot 1,8
10 2,5 MMoinb/n u 26% naunento umenu XC JIHII 6onee
2,5 mmoub/1 [6]. OgHOM 13 IPUYKH TOTO, YTO OOJIbIIH-

CTBO TTAIIMEHTOB HE HOCTHUTAIOT IejieBbIX 3HaueHmit XC
JIHII, HecMoTps Ha IPUEM TUIIOJIUITUAESMUYECKON Tepa-
MUK, SIBIISICTCS BBIpaXXeHHAs] TUTICPXOJIECTCPUHEMMUS,
noteHanbHasg CI'XC. HenaBHmil KpyrmHenmmit meta-
aHanm3, BKmoynBmit mout 2500000 nu u3 pasnnd-
HBIX HaOTI0HaTeIbHBIX MCCIIeMOBaHMIA, TTOKa3aJI, YTO pac-
nmpocTpaHeHHOCTh Terepo3urotHoit CIXC cocraBmia
takxke 0,4%, uto coorBercTBYeT 1 Ha 250 yenosek [7].
ITpobGiema HeCBOEBPEMEHHONH MUATHOCTUKU U JICYCHUS
CI'XC aktyanbHa Bo BceM mupe. 3a nocinennuii rom HOA
pa3paboTajo U BEITYCTIIO KIIMHUYECKIE PEKOMEHIALINI
nmo CI'XC, KOoTopele MPEOCTaBIISIOT BCE COBPEMECHHBIC
aCTICKTBI TUOJIOTUH, JUATHOCTUKH, JICICHHUS TOTO 3200~
JIeBaHMSI KaK y B3pOCJHIBIX, TaK U y AeTeil. PekoMeHmammmn
OIOOPEHBI ¥ Pa3MEIICHBI B COOTBETCTBYIOIIEM PyOpHKa-
TOpe KJIMHUYECKUX pekoMeHaanuii Munznpasa Poccun
B ceti MHTepHeT mo ampecy http://cr.rosminzdrav.ru/.

Kpome Toro, B OONBIIMHCTBE KPYITHBEIX TOPOIOB
HaIIUIa TIONIEPXKKY 1 IIPETBOPECHUE B KM3Hb KOHIICTILIVST
JINTIAOHBIX [EHTPOB, KylIa HAIIPABISIOTCS KaK OOJBHBIC
CI'XC, tak u OB CCP [8]. Tem He MeHee, B Poccuiickoit
Denmepanii  OCTAIOTCSI HEPEIICHHBIMU  CJICAYIOIINE
3agaun: 1) BHeCeHME TOMO3UTOTHOI M TSKenmoit (pe3u-
CTEHTHOH K THITOJIUIIMICMUICCKON Tepalim) TeTepO3H-
rotHoit CI'’XC B cnmcok penkux (opdaHHBIX, 9acTOTa
meHee geM 1:10000); 2) meperecenne koma MKb E78 mst
pasmmuHbIX popM CI'XC 13 9HTOKPUHHBIX 3a00JIeBaHWI
B IIepeUYCHb KapaUOJOTHIECKON HO30J0TUM; 3) KacKam-
HBII CKPUTHHUHT OJIM3KUX POICTBEHHUKOB, B IIEPBYIO OUE-
penb, mereit ¢ CI'XC; 4) MapmpyTu3amus HallieHTOB
C BBISIBJICHHOI TIpY OUCIIAHCEPU3AIUN TKEI0i ITMCIIH-
nuaeMueii B JIMIMIHBIC ILIEHTPHI; 5) HEOOCTYITHOCTH
TEHETUYECKOTO aHaJIM3a HaCJIeOCTBEHHBIX (DOPM aTepo-
TeHHBIX TUCTATTAICMUIA.

B cootBeTcTBUM ¢ EBponeiickuMu peKOMEeHIAITASIMI
2016r 110 BEAEHUIO TUCIUITUAEMIM, TIPH HE3(DHEKTUBHO-
CTH CTAaTUHOB I OOCTIDKCHMS IiejieBoro ypoBHsS XC
JIHII y 6ompaBIXx OB CCP (Hanpumep, couetanue CI'XC
n MBC) crenyer K Tepanmuy NPUCOETUHUTL 33€TUMUO
W/WIN TIPEICTaBUTEsI HOBOTO Kilacca JIMITHI-CHIDKAIO-
mux cpencts mHruoutopo PCSK9 anmpoxkymab wim
9BoJIoKyMa0 [9]. Ilociemnme mpemapaThl, B OTINYHE
OT 93eTMK0a, B Poccuy BKIIFOUCHBI B CITMCOK KU3HEHHO
BaXXHBIX JICKAPCTBEHHBIX CPEICTB, M, B COOTBETCTBUU
¢ mocinegHuMu Poccuiickumu pexkomeHmauusmMu [5],
6ombHbIe ¢ codeTanneM CI'XC m ACC3 mmeloT mpaBo
Ha OecIuraTHOe obecrieueHre MU 3a cUeT peaepaaIbHOro
WJIN PETMOHAIBHOTO OIOMKeTa.

BaxHo momuepKHYTh, YTO MOJTyYeHHBIC HAIITN JaHHEIC
COITOCTaBUMBI C APYTUMU CYIIECTBYIOIINMU PETUCTPAMU
B Ucmmanuu, CIIIA, Yexnu u CinoBakuu. OTHOBpEMEHHO
¢ Poccuitckum, B CIIIA 0BT THUIIMAPOBAH HAIIMOHATb-
et peructp CASCADE-FH (Cascade Screening for
Awareness and Detection of Familial Hypercholestero-
lemia) u K cents6pio 2015r 15 ueHTpOB BKIOYMIN 1867
nauueHToB ¢ CI'XC [10]. Memnana ypoBHs XC JIHII 6e3
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JIEYeHUST cocTaBmiIa 239 MI/I1, YTO HECKOJIbKO MCHBIIIE,
YyeM Cpeaur YYaCTHUKOB HAIIETo perucrpa — 6,6 MMOJIb/JI.
BaxHo OTMETHTH, YTO BpaYM-yYaCTHUKU pPETUCTpa
BoIcTaBIsUI qrarHo3 CI'XC 1Mo KIMHMYECKONM KapTHHE
B OOJIBIIMHCTBE ciaydaeB (55%) 6e3 mpUMeHEHMs] CTaH-
TapTHBIX KpUTepueB. B WMCIIAHCKOM  pETHUCTpe
SAFEHEART (Spanish Familial Hypercholesterolemia
Cohort Study) BximoueHo 4132 yenoeka ¢ CI'XC n Mak-
CUMAJIBHYIO THUIIOJMITHICMUYECKYIO Tepanuio IPUHU-
Maau 71,8% OGomabHbIX, a uLeneBoro ypoBHst XC JIHII
<2,6 MMoib/1 gocturau Toiabko 11,2% nauuentos [11].
Cpenu 1755 6ombHBIX ¢ TeTeposurotHoii CIXC B peru-
ctpe PLANET B Yexun 1 CioBakuy TUITOJATIAIEMIYE-
CKYIO Tepanuio npuHumann 1578 (98%) GoabHBIX, MaK-
CHMAaJIbHYI0 KOMOMHMPOBAHHYIO Tepaluio mmoxydann 199
(12,6%) GompubIXx M mHTHOUTOpHI PCSK9-55 (3,5%)
yagactHUKOB. LleneBoit ypoenb XC JIHIT ObI1 TOCTUTHYT
y 267 nauuentoB (15,4%). Cpeau GOJBHBIX, KOTOPHIM
6bUM HasHayeHbl MHTHOUTOPHI PCSKY, 61,8% marmen-
TOB goctnmu 1enesoro yposHst XC JIHIT [12]. IMocnen-
HUe 2 perncTpa Hapsmy ¢ POCCHICKMM BKITIOYCHBI
B KpynHeuuii mpoekT EBporeiickoro obiiecTBa atepo-
ckiepo3a EAS Familial Hypercholesterolaemia Studies
Collaboration (FHSC), HacunThIBaOImMii B HACTOSIIIEE
BpeMms yxe 0osee 60 crpaH-ydacTHUKOB [13].

HMuruburopsr PCSK9 mpomum mpoBepKy B 2 KpyI-
HEUINX paHIOMU3MPOBAHHBIX UCCICTOBAHUSIX TOCIE -
HUX JileT uMeHHO cpenu 6oiabpHBIX OB CCP. Uccnenosa-
aue FOURIER (Further cardiovascular OUtcomes
Research with PCSK9 Inhibition in subjects with Elevated
Risk) ¢ yuactuem 27564 naumneHTtoB Bo3pacte 40-85 et
¢ ACC3 (mH(MbapKT MHOKapaa, WHCYJIET, ITOpaxkeHUE
nepudepudeckux aprepuii) m ypoBHem XC JIHII
>1,8 MMonb/1 Ha (poHe MaKCHMaJIbHO IIEPEHOCHUMOM
Tepanuu cTaTUHaMU [14] IpomeMOHCTPUPOBAIO CHITKE-
HUE pHucKa CepIeYHO-COCYOMCTBIX OCJOXHEHUMH
Ha 15-20% 3a 2,2 roma jeyeHHUS IBOJIOKYMAOOM ITOMI-
KOXHO B 103e 140 mr 1 pa3 B 2 Hen. wim 420 MT B Mec.,
110 CPAaBHEHMIO C TPYIIIOiT KOHTPOJIS, TIe Ha IPOTSKe-
HUU UCCIICIOBAHUS TTOOKOKXHO BBOOWIM IUTAIe00 K 3BO-
JoxkyMaoy. [Tpu aToM B Tpymiie 3BooKyMada ypoBeHb XC
JIHIT causmics Ha 59% c 2,40 mmoob/i o 0,78 MMoOJTb/J
06e3 KakuUx-mbo mpobneM ¢ 6e3ormacHocThio. Clemyer
OTMETHUTH, 4TO 3(p(PEeKTUBHOCTH TIpernapaTa He 3aBHUCENIA
OT MCXOMHBIX XapaKTEePUCTHUK IAIIMEHTOB, BKIIIOYasT YPO-
Benb XC JIHII.

HccnenoBanme ODYSSEY Outcomes (Evaluation of
Cardiovascular Outcomes After an Acute Coronary
Syndrome During Treatment With Alirocumab) c¢ yu4a-
ctueM 18924 mamuenToB crapiie 40 jgeT ¢ MHOAPKTOM
MMOKapa WM HeCTaOMIBHOM CTeHOKapaueil B aHaMHe3¢
u ¢ XC JIHII >1,8 MMomb/1 Ha (hhOHE MAKCHMAJIBHO TIepe-
HOCHMOM TO3BI aTOpBa- WM PO3yBacTaTUHA IIPOIECMOH-
CTPUPOBAJIO YMEHBIICHNE OTHOCHTEIBHOTO PHCKa Cep-
JIEIHO-COCYIMCTBIX OCIOXKHEHUU (CMEPTh OT MIIeMUYe-
cKoii ©Oone3HM cepaua, HedaTalbHbBIM WHMAPKT

MHuoKapna, HedaTaabHBIM WM (haTaabHBIN WIIeMUJC-
CKWI1 WHCYJIBT, HeCTaOMIbHAs CTCHOKApOMsI), a TakKKe
oOuieit cmMepTHocT Ha 15% 3a 2,8 roga mpuMeHEHUs
amupokyMaba B go3e 75 mr uim 150 mr 1 pa3 B 2 Hen. mon-
KOXHO B CpaBHEHMU C TPYIIIoi miawebo [15]. AbcomtoT-
Hasl TOJIb3a aJMpOKyMaba IJISI CHIDKCHUS PHCKa cep-
IEIYHO-COCYIMCTBIX OCIOXHEHUN U CMEPTEIIBHBIX MCXO-
OB ObUIAa 3HAYMMO BBIIIEC y TALIMEHTOB C MCXOTHBIM
ypoBHeM XC JIHII Gonee 2,6 mmoinb/i1. HactoTa Hexena-
TEJIbHBIX SIBJICHU OBIJIa OMWHAKOBOM B 00CWX TpyIIIax.

B ampene 2019t O0bpu 0MOOpPEHBI HOBBIE ITTOKA3aHUS
K TIPUMEHEHUIO: a) TSI 9KOJI0KyMaba — BTOPUIHAS IIPO-
dbunakrrka y B3pOC/bIX MaLUEHTOB C TUArHOCTUPOBAH-
HBIMA  CEPICYHO-COCYOIMCTBIMHM  3a00JIeBAaHUSIMU,
00YCIIOBJICHHBIMM aTepOCKIepo30oM (MH(PAPKT MHO-
Kapaa, WHCYJIBT WM 3a00JieBaHUS apTepuil HUKHUX
KOHEUHOCTEH) ¢ IIEIbI0O CHUXCHMS PUCKA CEpHCUIHO-
COCYAUCTBIX OCJIOXHEHUIT; 0) MJ1s1 anupoKymabda — B3pocC-
JIbIe TAllMeHTHI ¢ ycTaHoBieHHBIM ACC3 ¢ 1enbio CHU-
KEHUSI PUCKa Pa3BUTHSI CEPIEYHO-COCYINCTBIX COOBITHI
nocpenctBoM cHikeHnss XC JIHII kak pomonHeHue
K KOPPEKIIUM APYTUX (PaKTOpOB pUCKa, B KOMOMHAIINMHI
C MaKCHMMAaJIbHO TIEPEHOCUMBIMH J03aMH CTaTUHOB
B COUYCTAaHMU WJIN 0€3 COUYeTaHUs C IPYToit TUITNI-MOIM-
¢bunupylomeit Tepammeii; B MOHOTEpallMU MM Kak
IOIIOJTHEHUE K IPYroi, He OTHOCSIICHCS K CTaTUHAM,
JTATUA-MOTUGUINPYIOIIECH Tepanuu, y MNaIUeHTOB
C HETICPEHOCHUMOCTBIO CTATUHOB WUIN TP HAJIMINHU TIPO-
THBOIIOKA3aHUI K X IIPUMEHEHHUIO.

3aknioyeHme

B Poccum BRICOKME TTOKA3aTENIM CEPOECIHO-COCYIHC-
TOI 3a00JIEBAEMOCTH M CMEPTHOCTH OTYACTU OOYCIOB-
JICHBI HEIOOIICHKOW 3HAYMMOCTHU THIICPXOJICCTEPUHE-
MWW, B TOM YHUCJIE €€ HACJEeNCTBEHHBIX (CEMEWHBIX)
dopm. Ilocne ycTtaHOBIIEHUS ITaHHOTO OUArHO3a OOJb-
Hble ¢ TeTepo3uroTHEIMU ¢dopmMamn CI'XC mOJKHBI
TOJTy4aTh aIeKBAaTHYIO TUIIOJUITHACMUICCKYIO TEPaITrIo
C LIETTBI0 3aMEJICHUS Pa3BUTHSI aTepOCKIIepO3a 1 IMPEIoT-
BpalllcHUSI ero OCNOXHeHMI. [lomydeHHBIe pe3yabTaThl
CBHUIETEIBCTBYIOT O HEIOCTATOYHOM ITPUBEPKEHHOCTHU
¥ HEBBICOKO 3(h(heKTUBHOCTH CTAaHOAPTHOI THITOIUIIM -
nmemudeckoii Tepanum Kak rmpu ¢ CI'’XC, tak u ¢ OB CCP.

Hnst nedeHUs] pe3NCTEHTHOM THIIePXOJIeCTepHHEMUT
TMOKa3aHBl HOBBIC JIMITHI-CHIDKAIOIINE IIperapaThl
naruouropsl PCSK9. Permctp PEHECCAHC mo3Bo-
JsgeT yaydmuTh auarHoctuky CI'XC, omeHuTh 3 dek-
THBHOCTP JICUCHUS W BBIICIUTH TPYIIIL OOJIBHBIX, 0€3-
YCIOBHO HYXIAIOIIMXCSI B TepallMd WHIMOWUTOpPaAMU
PCSK?9. INpakTuKyommM BpadaM B CBOCH ITOBCEIHEB-
HOi1 paboTe cieayeT MCITOIb30BaTh CICIIMAIBHO pa3pa-
0OTaHHBIC €BPOICHICKUMI 1 OTCUYECTBEHHBIMU 3KCIIEp-
TaMM peKOMEHIAIINH.

Konduukr unrepecoB. PaGoTa BbINIOJHEHA MPU MO~
nepxke OO0 “Ammken”, AO “CaHodu-aBeHTHC Tpym”.
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