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A6cTpakT

Ilenbio nccnemoBaHMA ABUIACDH OljeHKA 9P (PEKTUBHOCTY U IPUBEPXKEHHOCTI TUIIOIUIINEMIYECKOI
Tepalnuy, YaCTOThI Pa3BUTHUA CEPAEYHO-COCYAUCTBIX OC/TIOKHEHMI Y MTALJEHTOB C TOMO- U T€TEPO3N-
roTHoit cemeitnoit runiepxonecrepunemueit (CI'XC) B TeueHMe MATUIETHETO TepUOa HaOMOMEHMS
B peructpe PEHECCAHC (Peructp nanmenros ¢ CI'’XC u nanmEHTOB oueHb BbIcOKOTrO CEppeu-
Ho-Cocygaucroro pucka ¢ HefoCTATOYHOI 9(1)(1)eKTMBHoCTbIo, IIPOBOAVMMOI IMIIONIUIINEMIUYECKON
Tepanum).

Marepuan n meropbl. PEHECCAHC saBnsieTCs OTKPBITBIM HallMOHAIbHBIM HaOTIOaTe/TbHBIM MCCTIe-
moBaHueM u BKaouaeT 6ompHBIX ¢ CI'XC. YunreiBanu Hanuume GakKTOPOB pUCKa aTePOCKIEPO3a,
aHaMHe3 CepAeYHO-COCYAVICTBIX 3a00IeBaHNIl, TUIIOINNINAEeMIYeCKYI0 Tepanuio. B Kax[oM IeHTpe
BBITIOTHS/IV OIIpefie/ieHyie KOHIIEHTpalyy: 00I1ero XonecTepyuHa, TPUIINIEPU/OB, X0/IeCTepUHA JIN-
MONPOTENIOB BBICOKOI IJIOTHOCTM B CHIBOPOTKe KpoBU. Comep>kaHMe XO/MeCTepUHA TUIOIPOTEN-
nos Huskoi wroTHocty (XC JIHIT) paccuntsiBanu mo popmyne @pupsanbia. B HEKOTOPBIX IIeHTpax
IPOBOAVIIN M3MepeHe YpoBHA munonporensna(a). [Ipn orjeHke 4acTOTH KOHEYHON TOYKY, BKIIOUAB-
meil ¢atanapHble U HedaTaabHbIEe CepledHO-cocyancToie ocnoxHeHua (CCO), mpoBoamnm aHaau3
Kannana-Maiiepa.

Pesynbrarsl. B peructp Bxaoo4eHsl 17 6ompHbIX ¢ romosurorHoit CI'XC (cpeguuit Bodpact 22+ 13
neT, 65% >KeHCKoro mona, 29% petn) u 2288 manueHToB ¢ reteposurotoit CI'XC (48 + 16 net, 57%
JKEHCKOTO I071a, 6% pmetn). B rpynme romosurorHoit CI’XC 3a nepuop Habmofenus 74+ 13 mecs-
nes CCO 3apeructpupoBaHbl y 5 (29%) manyueHTOB, MHOTOKOMIIOHEHTHYIO TMIIOINIINEMIYeCKYI0
Tepanuio nonydanu 94%, u Hu ofuH 601bHOI He focTur nenesoro yposHs XC JIHII. B rpynme re-
teposuroTHoit CI'XC guHamMmuueckoe HabmofeHue mposeneHo y 1067 (47%) manyueHTOB B TeueHUe
32+ 27 MecsleB, KOHeUHas TOYKa 3aperucTpuposana y 10% 60mbHbIX. My»XCKOII 1071 (OTHOCKTE/Ib-
HbII puck 1,7; 95% poBepuTenbHblit MHTEpBan 1,2-2,6; p<0,01), runepronus (3,8; 2,3-6,2; p<0,001),
uieMmndeckas 6onesHs cepaua (9,3; 5,6-15,3; p<0,001), OTATOIIeHHBI AHAMHE3 10 CEPAEIHO-COCY-
nucteiM 3ab6oneBanusam (CC3) (2,6; 1,5-4,5; p<0,001) u koHueHTpayus aunonporena(a) =30 mr/pn
(2,25 1,0-4,7; p<0,05) apunncy npegukropamu passutusa CCO. YacToTa Ha3HAYeHUA TPEXKOMIIO-
HEHTHOI TMIIONMUINeMIYecKoit Tepanuu ¢ naruburopamu PCSK9 Bospocna ¢ 2 1o 9%, a gocTike-
Hue nenesoro yposHsa XC JIHII — ¢ 2 go 14% (p <0,001 st 060ux).

3akmodenne. [IatunerHee HabmopeHue 3a yyactHukamu peructpa PEHECCAHC gemoHcTpupy-
eT yBe/IudeHe VICII0/Ib30BAaH)A MHOTOKOMIIOHEHTHBIX CXeM /edeHMA. My»CKoil IO/, TUIIePTOHNS,
uieMmnyeckas 601e3Hb cepAila, OTATOLIeHHBI aHaMHe3 10 CC3 1 KOHILIeHTpauys IuIonporena(a)
230 MI/1 OCTalTCA BefymuMy paKTopaMy, aCCOLMMPOBAHHBIMMU C YBEeIMYEHNMEM PUCKA Pa3BUTHA

CCO.

KnroueBble c1oBa: reTepo3UroTHasl ceMeliHasA TUIlepXonecTepUHEMNUs; TOMO3UTOTHAA CeMeifHasA TU-
HepXOoJIeCTepUHEMNS; PETUCTP; ATEPOCKIEPOTIYECKIe CePAeYHO-COCYANCThIe 3a00TeBaHM; TUITONN -
nupeMudeckas Tepanmus.
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Abstract

Summary. The aim of the study was to evaluate the effectiveness and adherence to lipid-lowering therapy
(LLT), the frequency of cardiovascular outcomes (CVO) in homo- and heterozygous familial hypercho-
lesterolemia (FH) patients during a five-year follow-up period of 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 FH patients.
We took into consideration atherosclerosis risk factors and history of cardiovascular diseases (CVD), ad-
herence to LLT. Concentrations of total cholesterol, triglycerides, high density lipoprotein cholesterol were
measured in blood serum in all centers. Low density lipoprotein cholesterol (LDL-C) level was defined
according to Friedewald formula. The concentration of 5 lipoprotein(a) was measured by enzyme-linked
immunosorbent assay in serum in some centers. Kaplan-Meier analysis was performed to assess the fre-
quency of fatal and nonfatal CVO.

Results. The registry consisted of 17 homozygous FH patients (mean age 22+13 years, 65% female, 29%
children) and heterozygous FH 2288 patients (48+16 years, 57% female, 6% children). In the homozygous
FH group during the follow-up duration of 74+13 months, endpoint was registered in 5 (29%) patients,
94% received combination LLT, none of the patients reached the target LDL-C level. Data of 1067 (47%)
patients who had follow-up visits were obtained in heterozygous FH group, follow-up duration 32+27
months, 108 (10%) patients experienced endpoint. Male sex (hazard ratio 1.7; 95% confidence interval 1.2-
2.6 p&lt;0.01), hypertension (3.8; 2.3-6.2; p&lt;0.001), ischemic heart disease (9.3; 5.6-15.3; p&lt;0.001),
family history of CVD (2.6; 1.5-4.5; p&It;0.001) and lipoprotein(a) level 230 mg/dl (2.2; 1.0-4.7; p&It;0.05)
were predictors of CVE. The frequency of prescribing three-component LLT with PCSK9 inhibitors in-
creased from 2 to 9%, and the achievement of the LDL-C target level increased from 2 to 14% (p&lt;0.001
for both).

Conclusion. A five-year follow-up of participants in the RENAISSANCE registry shows an increase in
the use of combination LLT. Male sex, hypertension, ischemic heart disease, family history of CVD and
lipoprotein(a) concentration >30 mg/dl remain the leading factors associated with new CVO increased.
Key words: heterozygous familial hypercholesterolemia; homozygous familial hypercholesterolemia;
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BBepeHue

JlvunnaHas Teopus atepockieposa SBNAeTCs OOHUM
13 Benuyamwmx otkpbitum XX Beka [1, 2]. B 1913
rofly POCCUMCKUM ydeHbIM Hukonaem HukonaeBmuyem
AHNYKOBbIM OblNa MokasaHa nepBOCTENeHHas Posib
XonecrepyHa B aTepOMaTO3HOM W3MEHEHUWU COCYAM-
CTOV CTeHKkM [3, 4]. 3T0 OTKpbITME CTano HOBOW 3pown
B M3y4EHNN aTepOCKNIEPO3a, U Ha CETOAHSALWHUI AeHb
aHaNM3 ANUOEMUONTOMMHECKMX AaHHbIX, UCCeoBaHUM
C MEHOEeneBcKOM paHaoMM3auMen, pPaHOoMU3NPO-
BaHHbIX KMMHUYECKMX UCCNefoBaHUI [EMOHCTPUPYET
NPUYNHHO-CNEACTBEHHYIO CBSI3b MEXAY Xonecrepu-
HOM NMMONPOTEUOOB HWM3KOW MnoTHoCT (XC JIHM)
N aTepoCKNepoTUHECKUMN  CEPAEHHO-COCYAUCTBIMMU
3abonesaHuamm (CC3) [5].

CeMelHas rMnepxonecrepruHeMus (CIrXQ)
ABNAETCS CaMbIM  PACNPOCTPAHEHHbIM MOHOMEHHbIM
3aboneBaHMEM, KOTOPOE XapaKTepu3yeTcs MOBbl-
LWeHHbIM ypoBHeM XC JTHIT v pa3BuTHEeM atepockiie-
potunyeckux CC3 B MonooM Bo3pacte [6, 7]. CIXC
MNMeeT ayTOCOMHO-AOMUHAHTHBIA TUM HACNefoBaHWNS
N obycnoBneHa HanMyMeM MaTOreHHbIX  MyTalun
B reHe peuentopa JIHIM (LDLR), anonvnonpotenHa
B (APOB) n nponpoTenH KOHBepTasbl CYyOTUNU3NH-
kekcuH 9 Tmna (PCSK9) [8]. Kaxablin 13 3TUX reHoB

registry; atherosclerotic cardiovascular diseases; lipid-lowering therapy.

KoaupyeT creundunyeckiin Oenok, KoTopbii y4acTByeT
B KnmpeHce XC JIHI n3 KpoBOTOKa. [€TepOo3nrotTHas
CIXC BcTpeyaeTcs 3Ha4YUTENbHO Hallle 1 obycnoBneHa
HacnefoBaHWEeM OAHOW MYTaHTHOW anfienin B OJHOM
N3 Tpex reHoB, Torga kak Oonee peakvn BapuaHT —
romo3surotHas CIXC onocpefnoBaHa HacnefoBaHMEM
[BYX MYTaHTHbIX afnnefnen B O4HOM K3 reHoB. lNpome-
>KYTOYHOE MOSIOXEHME MeXY FOMO- U reTepO3UroTHOM
CI'XC 3aHWMaeT Tak HasblBaemasi KOMOMHMPOBAHHas
retepo3nrotHas CI'XC, koTopas obycnoBneHa Hacne-
[OBaHMEM PasHbIX MyTaLMIA B Npefenax O4HOro 1 Toro
e reHa (compound heterozygosity genotype — komna-
YHIIHble reTepo3nroThl) UMM MyTaHTHbIX annenen aByx
n3 Tpex reHoB (double heterozygosity phenotype —
[BOVHble reTepo3nrotel) [7]. CornacHo nocnegHUM
MeXAYHapOaHbIM OLeHKaM, Mo KpalHen Mepe OfMH
13 313 4enosek wmmeeT reteposmrotHyto CIXC [9],
B PO — oomH 13 173 [10]. Hanbonee Taxenas dopma
CI'XC — roMO3UroTHbIV BapUaHT BCTPEYAETCS Y OQHOIO
13 300000 4yenosek [9, 11]. bonbHble C FOMO3UTOTHOM
CI'XC nmetoT 3HauMTeNIbHO Horee BbiCOKMe ypoBHU XC
JIHM 1 6onee paHHIO MaHUGECTALMIO NLLIEMUYECKOM
6onesHun cepaua (MBC), yem ¢ reTepo3nroTHoM dop-
Mo [6]. Mpu retepo3mrotHon CIMXC koHLeHTpaLmsa XC
JIHM BapbupyeT oT 5 0 13 MMOnb/J1, NPy FOMO3UTOT-
How npeBbIwaet 13 Mmonb /N [6].
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B 2017 romy HaumoHanbHoe o6LWecTBo Mo
M3y4eHMIO  aTepockyiepo3a  MHULMMPOBANO  Mpo-
BedeHne B P® pernctpa PEHECCAHC (Peructp

nauvkEHToB ¢ CI'XC ¥ nauMeHToOB O4YeHb BbICOKOIO
cEpoeyHo-Cocyanctoro  pucka ¢ HegoCTATOYHOM
acbdekTmBHOCTbiO, NPOBOAMMON TUMNOAUMMAEMMYE-
ckon Tepanuu, NCT02208869) [12]. PEHECCAHC
OXBaTbIBaeT NN, C reTepo- U romosurotHom CIXC.
PerncTp sBnsieTca 4acTblo CO3OaHHbIX EBponenckmm
obLiecTBoM aTepockriepo3sa (European Atherosclerotic
society [EAS]) BCceMUpHOM WHUUMATMBLI Familial
Hypercholesterolemia Studies Collaboration (FHSC,
NCT04272697), ekmodatowen Oonee 70 Thicay
naumenTos m3 70 crtpaH-y4actHuy [13], 1 mexay-
HapOLHOrO perncrpa nauneHToB C FOMO3UFOTHOM
CIXC (Homozygous Familial Hypercholesterolaemia
International Clinical Collaboration (HICC) registry,
NCT04815005), Bkntodatollero 6onee 750 naumeH-
TOB 13 38 cTpaH-yyYacTHUL, [14].

HecmoTpsi Ha HakoMIEeHHbIE 3HAHWS U AOCTUXKEHNS
B AMArHOCTUKE 1 IeYEHUUN, UCTUHHASA PacipoCTpaHeH-
HocTb CIXC HeunsBecTHa B 90% cTtpaH [9]. CornacHo
HeOaBHO onybnvkoBaHHOMY oT4eTy FHSC, meHee 40%
nauwneHtos ¢ CI'XC BbifiBNeHbl B Bo3pacte fo 40 net
W TONbKO 2,7 % naumeHToB gocturin yposHa XC JTHM

Meree 1,8 mmonb/n [13]. MpencrasneHHas pabdoTa
NocBsAlLleHa NATUNETHEMY nepuody HabniogeHns
3a naumeHtamu B pernctpe PEHECCAHC, ouenke
4aCTOThbl CEpAEYHO-COCYANCTbIX ocnoxHeHun (CCO),
3P PEKTUBHOCTU 1 NMPUBEPXKEHHOCTY TUMONNNULAEMMN -
yeckom Tepanun (MT).

MaTepman bl U MeTOAbl

AHanu3 nNpoBefeH Ha OCHOBAHWM LaHHbIX OTKPbI-
TOrO HaLUMOHANbHOMO HaboaaTeNnbHOro MCCnefoBa-
Hua — pernctpa PEHECCAHC [12], koTopbIn BKIIIOHAET
DOMbHbIX C FETEPO3NTOTHOM U roMo3nroTHom CIXC.

B uvccnemoBaHve Obii BKJTIOYEHBI  NALMEHTbI
C onpefaeneHHow 1 BeposiTHoW retepo3urotHon CIXC,
OMarHOCTMPOBAHHOW C WCMOMb30BaHNEM KpUTEpPUEB
ronnaHackmx nunugHbix knnduk (Dutch Lipid Clinic
Network (DLCN)) v kpuTepues CariMoHa Bpyma (Simon
Broome Registry), 1 romosurotHon CIXC, anarHocti-
POBaHHOM C MOMOLLBIO KPUTEPUEB, MPeOSIOXEHHbIX
EBponenckmm obLiectBoM kapamonoros [15].

bosibHble BKJIOYaNMCb B 36 LEHTpax-y4acTHMKaX
13 21 perroHa PO 3a nepmop c 2017 no BTOpoV KBap-
Tan 2022 ropa (puc. 1).

PucyHok 1. [lMHamMuKa BKIOHEHUS NALMEHTOB B PEFUCTP M paclUMpeHUe CTPYKTYPbl TMAUAHBIX LEEHTOB
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® BepoATHuli W ONpegensHHbIil

MpumedaHue. CrivMcok pPervoHoB-y4YacTHuKkoB: Mocksa, CaHKT-lletepbypr, Camapckas obnacrte, KpacHoAapckui Kpaw,
Pecriybnvka Kapenus, Pecnybnvika TatapcraH, HoBocubupckas obnactb, CTaBponosibCkuyl Kpavi, YensbuHckas obnacrs,
XaHTbI-MaHCIcKni aBTOHOMHBIV OKPYr, [TprMopckmyi Kpavi, BopoHexckas obnactb, MepMmckuvi kpavi, OMckas obnacrs,
Bonrorpazckas obnacte, AcTpaxaHckas 0bnacte, TiomeHckasi obnacts, CBepanoBckas obnacrb, KemepoBckas obnacrb, ViBa-

HoBckasi 0bnactb 1 3abavikanbCkmvi Kpau.

MNocne nognucaHna MHPOPMUPOBAHHOIO COrnacus
NauMeHTbl ObIM ONPOLLIEHbI N OCMOTPEHbI BpaYamm-
y4aCTHUKaMWM pernctpa. Bpaym 3anonHsanu opmebl
B OyMaxHOM W 3nekTpoHHOM Buae. COop aHaMHesa
BKJII04aN MHPOPMaLMIo O Hanndmm hakTopoB pucka
aTepockneposa u umelowmxca CC3, cobniogeHnn
avetol 1 npueme T, Jlnua, BKIIOYEHHbIE B UCCe-

[OBaHMe, MPOXOAMAN WCXOAHOE W  KOHTPOJbHOE
obcnefoBaHMe B MeOMLMHCKUX  LeHTpax-y4acT-
HUKax MPOrpamMmbl. B Kaxmom UEHTPEe BbIMOMHAIN
onpefeneHne KoHUEHTpaumMm obllero xonectepuHa
(OXQ), Ttpurnuuepugos (Tr), xonectepuHa nMMNo-
NpoTenaooB BbICOKOW mnoTHocT (XC JIBM) B CbiBO-
potke kposu. CopepxaHme XC JIHIT paccymtbiBanu
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Tabnuua 1. OOLLas XapakTepUCTUKa NALMEHTOB C TOMO3MIOTHOWM CEMEHOM rMnepxonectepuHeMmen

My>KCKoM non 6 (35%)
Bospacr, rogbl 22+13
Bospact noctaHoBkuM anarHosa CIMXC, roabl 10+8
Bo3spact BKnto4eHns B perncrp, rogbl 21+13
Bospact maHudectaumm CC3*, roapl 20+ 11
OTArOLLEHHbIN HacNeAcTBEHHbIM aHaMHe3 Mo CC3 (K55 net — Ans My>X4uH, 6 (35%)
<60 nert — ang XeHLmH) °
M36biTouHas Macca Tena (MMT>25 m?) 6 (35%)
[MnepToHUS 3(18%)
®deHoTunnyeckne 3Hakn CFXC
KcaHTOMbI 16 (94%)
JlnovaHas gyra poroeuLibl 10 (59%)
Ceppey4Ho-cocyamcTbie 3aboneBaHus
Mwemnyeckas GonesHb cepaLa 9 (53%)
MHbapKkT M1okapaa 2(12%)
YpeckoxXHOe KOPOHapHOe BMELLIaTeNbCTBO 2(12%)
KopoHapHoe LyHTMpOBaHMe 3(18%)
CTeHO3 aopTanbHOro Knanaxa 6 (35%)
HaZknanaHHbIW CTEHO3 a0PTaIbHOro KianaHa 2(12%)
PeBackynsapun3aLms COHHbIX apTepuit 1(6%)
JiunngHbIn npoduib (MakcMMarnbHble YPOBHM)
OBOLWMI XonecTepnH, MMOnb /1 17,141
XCJIHI, mMonb/n 16,1+2,7
XCJIBIM, mmonb/n 1,3+0,6
Tpurnuuepuabl, MMONb /N 1,2+0,7
Jlnnonpotena(a), Mr/an 71[46; 134]

Mpumeydarus: CTXC — cemeviHas runepxonecrepuHemims, CC3 — cepaeqHo-cocyamcrbie 3abonesaHus, IMT — nHAEKC Maccbl
tesnia, XCJIHI — xonecrepuH nunonpotennos Huskovi niaotHoctv, XCJIBI — xonecrepuH iMnonpoTengoB BbICOKOW MITOTHOCTH.
*Winemmyeckasi 6onesHb ceplla, arTepoCckiepo3 COHHbIX v benpeHHbix aprepuii bonee 50%, knanaHHbIV MM HaaKaanaH-

HbIV CTEHO3 dopTalibHOro KJiariaHa.

no dopmyne Opuasanbaa: XC  JIHN=0OXC-XC
JIBN-Tr/2,2 (Mmonb /). B HeKOTOpPbIX LieHTpax onpe-
Oenanu ypoeeHb nunonpotengala) [Jin(a)] v nposo-
OV TeHeTUYeCKU aHann3 aucnunuagemmmn. Coop
N aHanu3 OaHHbIX OCYLLECTBSeT KOMMaHWs ACTOH
Moynn (r. Mocksa, Poccus).

MOBTOPHbIN BU3UT NMPOBOAMNCS MPU NNYHOM KOH-
TakTe BPAaY-MaLMeHT MNN UHTEPAKTUBHOM WMHTEPBbIO
(TenedOHHbIN 3BOHOK UMW 3MIEKTPOHHAA no4vta) Ans
OLEeHKN 3pdekTUBHOCTM NpuHUMaemou 1T n dakTa
CCO. KoHe4yHad To4Ka BKJOHana cnydam atanbHbIX
1 HedataneHbix CCO, B TOM 4ucne onepauny pesa-
CKYNSIpU3aLMM U TOCMUTaNM3aUmMmM Mo yXyOLWeHuIo
TeyeHus VIBC.

CraTucTndeckas obpaboTka NpoBOAMNACE C MOMO-
Lblo MporpaMMHOro obecnedeHns IBM SPSS Staistics,
Bepcug 24; IBM USA.

Pe3synbratbl

OO6L,asn xapaKkTepucrTuka

B npencraBneHHbIn aHanus Obiny BKIIOYEHb! OaH-
Hble 2305 naumeHTtoB ¢ CI'XC, AnHamMmKa BKTIOHYEHUS
KOTOPbIX Noka3aHa Ha puc. 1. Cpean 2305 naymeHTOB
cCrXC86% (n=1981) aBnatoTca MHOEKCHbIMW MaLm-
eHTamK, 13 HuX y 40% (n=799) nmeeTcs MHbOPMa-
uma o 2261 poacrseHHuke. Cpednt poLCTBEHHVKOB
00cnenoBaHbl M UMeIoT YCTaHOBMEeHHbIV anarHo3 CMXC
9% (n=211) nauneHToB: 1-a CTeneHb pPoACTBA —
89%, 2-a creneHb poactea — 10% n 1% — TpeTba
CTeneHb PoAcCTBa. ExerogHasi AMHaMMKa BKIOYEHUS
NnaLMeHTOB B perncTp coctasuna 274 =81 nauyeHr.

fomo3uroTHasa CFXC

B perunctp BktodeHbl 17 G6OMbHbBIX C FTOMO3WTOTHOM
CIXC: 71% (n=12) B3pocnble n 29% (n=5) meTw.
[HK-cekBeHupoBaHue nposedeHo y 82% (n=14)

I ATEPOCKIIEPO3 U AMCAIIAVAEMUAN



Tabnuua 2. [UnonunuaemMmnyeckas Tepanus y NaUmMeHToB C rOMO3UIOTHOM CEMENHOW r1nepxonectepuHeMmen

(n=17)

be3 tepanun

CTaThHbI + 33eTUMNG

CraTuHbl + 323eTUMKG + MHMMbKUTOopPbLI PCSK9

CratnHbl + 33eTMnG + achepes

CraTuHbl + 323eTUMKG + MHMMbKUTopbl PCSK9 + adepes

1(6%)* 1(6%)* 1,0
16 (94%) 2(12%) <0,001
0 (0%) 7 (40%) <0,01
0 (0%) 4(24%) 0,1
0 (0%) 3(18%) 0,2

MpumedaHus: PCSK9 — npornpoTenHKoHBEPTa3a CyOTUIN3UH/KeKcH 9 Tuna. *Bo3pact naumeHTa 6e3 runonunmaeMm4eckom

Teparinn — ABa roga.

PucyHok 2. [“nonvnuaeMmyeckas Tepanns y NaumMeHTOB C rOMO3UIOTHOM CEMENHOM

runepxonecrepmHemuent (n=17)
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MpumedaHmns: OXC — obumvi xonectepuH, XC JTHIT — xonectepuyH nunonpotenaos H3kow nnotHoctyi, XC JIBIT — xonectepuH

JIMNONPOTENAOB BbICOKOM MAIOTHOCTU, TI — TpUmLepUab!.

naumeHToB, y 11 DOMbHbIX reHeTUYeCckn BepUdULMpO-
BaHa KOMMayHAHasa rerepo3mnrotHas CMXC ny Tponx —
NCTVUHHAA rOMO3UIoTHasA hopma.

KnnHunyeckme xapaktepucTMkm naumeHToB C roMo-
3urotHon CMXC npencTtaBneHbl B Tabnuue 1.

®eHotunuyeckne npusHaky CIXC  BbISBASANC
y npeBanupyoLLer 0onuv 60sbHbIX, 4acToTa KCaHTOMa-
To3a gocturana 94%. He oTMe4eHO Criyd4aeB caxapHOro
avabeta, KypeHUs 1 3NM30[0B HAPYLIEHNS MO3rOBOIO
kpoBoobpalleHus. MBC BoisiBneHa y 53% naumeHToB
M CTeHO3 aopTanbHOro KnanaHa — y 35%. Cpegu
BonbHbIX C M3MEPEHHbIM ypoBHEM nunonpoTenaa(a)
4acToTa MOBbILEHWS ero KoHUeHTpauum bonee 30mr/
In nocturana 89% (y 8 n3 9 naumeHToB).

3a nepuop, HabnopeHus 74+ 13 Mecsues 3aperu-
ctpupoBaHo 5 CCO y 4YeTbipex naumeHTOB: ofHa orne-
paLms KOPOHAPHOTO LYHTUPOBAHWA, O4HAa KapoTuaHas
3HOAPTEP3KTOMUSA, OOHO MPOTE3VPOBAHME a0PTaNbHOMO
KlanaHa v y ABOUX MAaLMEHTOB BHe3anHas cepaevHas
cMepTb. o MpUYMHE OCNOXHEHUM TeYeHUs HOBOW

KOPOHAaBMPYCHOW MH(EKLMM YMEP OLMH NaLMEHT.

Mpw BKIloYeHUM B pernctp 94% (n=16) naumeHToB
NPUHVUMAnNM CTaThHbl B PEXMME BbICOKON WMHTEHCUB-
HOCTW 1 33eTMKG. B xome HabnogeHus 82% (n=14)
BonbHbIX NpoBefeHa NHTeHcKdMKaums [T (Tabn. 2).
TpoumM naumeHTam opobpeHa MUHWCTEPCTBOM 3Apa-
BOOXpaHeHus PO Tepanus npenapatoMm M3 Knacca
NHIMBUTOPOB MMKPOCOMANBHOTO Derka-nepeHocHmka
TPUMMMLEPUIIOB NOMUTANMAOM (He 3aperncTpupoBaH
Ha TeppuTopumn PD).

Ha pucyHke 2 npencrasneHa OMHaMMKa nokasarte-
nen AIMNUAHOro NPOdMUNA y NaLMEHTOB C FOMO3WIOTHOM
CIXC. 3a Bpems HabnoaeHWs yaanocb J0OUTLCS CHA-
Xenuna yposHA OXC Ha 14% u XCJTHIM Ha 15%. Llene-
BbIX ypoBHe XC JTHI He foctnr HW ofmH OONbHOW.

letepo3urorHasa CIXC

B unccnepoBaHue BKIO4eHO 2288 nauyeHToB
¢ reteposunrotHont CIXC: 94% (n=2151) B3pocbiX,
cpeom HUX 27% (n=581) B Bo3pacTe Monoxe 40 ner,
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Tabnuua 3. O6Las xapakTepuCT1Ka NaLMeHTOB C reTePO3UIOTHOM CEMEMHOM rMnepxonectepuHeMment

My>ckom non

Bo3pacr, rogbl

Bospact noctaHoBku anarHosa CIMXC, roabl
Bo3pacr BkntoYeHns B perncTp, rogb!
Bospact maHudecraumn NBC, roabl

OTAroLEeHHbIN HacNeACTBeHHbIN aHaMHe3 no CC3 (K55 neT — MyX4nHbl, <60 neT —

SKEHLLMHbI)

OTAroweHHbIN HacNleACTBEHHbIV aHaMHe3 Mo rmnepxofiectepmHeMnin

OxupeHmne (MMT>30 m?)
Kyperue

[MnepToHns

CaxapHbii amnaber

973 (43%)
48+ 16
46+ 16
49+16,2
50+ 11

1504 (70%)

1182 (55%)
566 (25%)
335(15%)
1228 (54%)
96 (4%)

®deHoTunnyeckmne npusHakm CrXC

KcaHToMblI
JInnonaHas ayra poroBuLbl

635 (28%)
231 (10%)

Cepp,etmo-cocynucrble 3aboneBaHus

Nwemmyeckas bonesHb cepaLa

NHpapkT Mmokapaa

YpeckoXXHoe KOpOHapHOe BMeLLIaTesIbCTBO
KopoHapHoe LyHT1pOoBaHWe

CTeHo3 aopTasibHOro KiaraHa

HafoknanaHHbIM CTEHO3 aOPTa/IbHOro KilanaHa
TpaH3MTOpHaA VeMmnyeckas ataka

OcTpoe HapyLLeHWe MO3rOBOro KPOBOODpaLLEeH s
PeBackynapur3aums COHHbIX apTepui
PeBackynsipr3aums apTepuim HXHNX KOHEYHOCTEN

908 (40%)
387 (17%)
376 (17%)
155 (7%)
116 (5%)
22 (1%)
28 (1%)
61(3%)
25 (1%)
7(0,3%)

JinnnaHbIn npoduib (MakcMManbHble YPOBHM)

OOLLUMI XONnecTepuH, MMOSb /1
XCJIHM, mmonb /1

XCJIBI, mmonb /1
Tpurnvuepwnasl, MMOnb /1

Jinnonpoteng(a), Mr/an

9,1+2,3

6,5%+2,1

1,5+0,7
1,8%x5

20[8; 70],
45,5+55,5

Mpumeyvarus: CIXC — cemeviHas runepxonectepuHemums, CC3 — cepaeqHo-cocyancTbie 3abonesaHus, UMT — uHgexc Maccel
Tena, XCJIHI — xonectepuH nmnonpoTrenoB Hudkov naotHocTu, XC JIBIT — XonectepuiH nnonpoTen0B BbICOKOM M/I0THOCTY.

n 6% (n=137) peten. CornacHo Kputepuam DLCN,
pacnpefeneHve Mo BePOATHOCTM [AOuarHo3za CIXC
Bbino cneayolwmM: y 35% (n=809) yenosek — ornpe-
JeneHHbi, y 55% (n=1255) — BepoaTHbin, Y 10%
(n=224) — BO3MOXHbI. [eHETUYECKOe TeCTUPOBaHME
BbiNONHEHO Yy 13% (n=288) GonbHbIX, NaTOreHHble
N BEPOATHO-MATOreHHbIE TeHETUYECKMEe BapUaHTHI
BbifBNEHbl Yy 74% (N=213) nNauMeHTOB: BapWaHTbl
B reHe LDLR naeHTMdULUMPOBaHbl Yy 86% (n=183)
naumerTos, APOB — y 12% (n=26), PCSK9 — y2%
(n=4).

OBLan xapakTepucTKa NaLUeHTOB C reTepo3mnroT-
How CTXC npencraBneHa B Tabnuue 3.

PacnpocTpaHeHHbIMW hakTopamm pucka Obinu oTs-
FOLLEHHbIN HAaCNeACTBEHHbIN aHamHe3 no CC3 (70%)
1 rnnepxonecrepuHemun (55%), runeptonmns (54%).
NBC BobisiBneHa y 40% OonbHbIx. Cpeay nauveHToB
C M3MepeHHbIM YpOBHeM nunonpotenaala) yacrtota
MOBbILLEHWS €ro KOHLeHTpaLwmy 6onee 30 Mr/an 4OCTU-
rana 42% (216 13 519 BorbHbIX).

3a Bpemsa HabniogeHus B peructpe ¢ 2017
no 2022 rop atansHble CCO npownsownny 14 naupeH-
TOB C retepo3nrotHon CIXC: y Nty 6onbHbIX — MHbapPKT
MVOKapaa, y TPOUX — BHE3arnHas CMepTb, Y OLHOMO —
NLLEeMNYECKUIA NHCYABT, Y OAHOMo — remMopparnyeckmi
WHCYNBT, Y OOHOMO — Pa3pblB aHEBPW3Mbl OpIOLLHON

I ATEPOCKIIEPO3 U AMCAIIAVAEMUAN
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Tabnuua 4. XapakTepucTnky BObHbIX C FETEPO3UTOTHON CEMENHON rMnepXonecTepuHeMmen B 3aBUCUMOCTU
OT Pa3BUTUS CepaedHO-COCYAMCTbIX OCIIOXHEHUI

Bo3spacrt, roabl

My>KCKoW non

OTAroleHHbIN HacneacTBeHHbIM aHaMHe3 no CC3
(<55 neT — MyX4uHbl, K60 — XXeHLLMHbI)

[MnepToHUs

CaxapHbIv ounabet
OxupeHne (MMT>30 m?)
Kypenue

BeposTtHocTb amnarHosa CIXC
OnpepneneHHasa CIXC
BeposTtHaa CI'XC
Bo3amoxxHasa CI'XC

JlunnpHbIN npodunb

OOLLMI XONecTepuH, MMOSb /1
XCJIHMM, mmonb /1

XCJIBI, mmonb /1
Tpurnuuepunabl, MMOnb /11
Nunonpoteng(a), Mr/an

47+£15 54411 <0,001
389 (40%) 51 (54%) <0,001
639 (68%) 79 (84%) <0,001
474 (49%) 74 (79%) <0,001
41 (4%) 8 (9%) 0,06
189 (20%) 37 (39%) <0,001
108 (11%) 16 (17%) 0,09
406 (42%) 31(33%) 0,1
501 (52%) 51 (54%) 0,6
66 (7%) 12 (13%) <0,05
9,5+2,4 9,6+2,4 0,6
7,0%2,1 6,5+2,5 0,07
1,4+0,4 1,3+0,4 <0,001
1,741,2 2,240,9 <0,001
46 [9; 68] 71[11; 120] 0,08

MpumedaHms: CCO — cepaeqHo-cocyamncTeie ocioxHeHus, CC3 — cepaedHo-cocyamncTeie 3abonepaHms, CIXC — cemeriHas
rvnepxonecrepuHemus, IMT — uHpekc maccel Tena, XC JIHI — xonecrepuH nvnonpotenagos Huskow nnotHocty, XC JIBIT —

XorieCtepuH JinrnornpoTenjoB BbICOKOW M/I0THOCTH.

aopTbl, OAIMH NaLMEHT yMep OT ocNIoxXHeHMn COVID-19
1 ABOE — MO HeYTOYHEHHOW MPpUYMHE.

IuHamnyeckoe HabniogeHve nposefdeHo y 47%
(n=1067) GosnbHbIX. 3a Nepuof HabmogeHns 32+ 27
MecsaLeB 3apernctprposaHo 118 HedatanbHbix CCO
y 94 naumeHToB: MHMAPKT MUOKapaa nepeHecnn 15%
(n=14) naumMeHTOB, TPAH3UTOPHYIO WLIEMUYECKYIO
ataky — 11% (n=10), HapyLLeHNe MO3rOBOIO KPOBOO-
bpatenna — 1% (n=1), 1% (n=1) — npoTe3nposaHe
aopTasbHoro knanara, 96% (n=90) GonbHbIX BbINOM-
HeHbl omepaunn peBackynspusaumn: 51% (n=48) —
YpeckoXHble  KOPOHapHble BMeLlaTeNnbCtBa, 32%
(n=30) onepaumm KOPOHAPHOIO LWYHTNPOBaHUA, 10%
(n=9) — kapoTnaHble 3HAAPTEPIKTOMUU U 3% (N=3) —
peBackynapn3aLMa apTePUM  HUXKHUX KOHEYHOCTEN.
B Tabnuue 4 npencraBrieHa xapakTepuctnka HonbHbIX
¢ retepo3urotHon CMXC B 3aBMCMMOCT OT Hanuyms
CCO.

MaumeHTbl ¢ pa3BuTeM CCO ObIK CTaplle, B 3TOM
rpynne vaile OTMeYeHbl MYXCKOW MOof, TMNepToHUs,
OXMpeHne n otarolenHbin no CC3 HacneaCTBEHHbIN
aHaMHe3. MicxofHO oHW nmenu bornee HM3KME YPOBHU
XC JIBIT 1 noBblLWEeHHbIe nokasatenn TPUrmuLepuaos.
Ha pucyHke 3 npefcraBfieHbl KpYIBble BbIXXKMBAEMOCTU,
OEMOHCTPUPYIOLLME 3HAYMMYIO CBSI3b MY>KCKOIo Mona,
Hannuusa runeptoHmn, MbC, oTAroLeHHOro CEMenHOro
aHaMHe3a no CC3, koHueHTpaumun Jin(a)>30wmr/an

C pa3BuTreM HoBbIx CCO.

Y naumeHTtoB C reteposnrotHon CIMXC oTMedeHa
MonoXxuTenbHas OuHaMmuka B UHUumaumn TNT (Ha
19%, p<0,001), B TOM 4Mciie CTaTUHaMM B pexmnme
BbICOKON MHTEHCMBHOCTW (Ha 11%, p<0,001) 1B KOM-
BuHaumm ¢ 33eTMMUB0OM (Ha 13%, p<0,001) (puc. 4).
NHTeHcupukaums MT 4o TPeXKOMMNOHEHTHOW, BKIIO-
vatoulen Takxke MHrMbuTopbl PCSK9, Bo3pocna ¢ 2
0o 9% (p<0,001). Yactota QOCTUXEHWS LIENeBoro
yposHA XC JIHIT y 3TMX nauveHToB YyBenuymnach
2% o 14% (meHee 1,8 MMOnb/N Ans — BbICOKOTO
pucka 1 MeHee 1,4 MMOSb/N — N1 OYEHb BbICOKOTO
cepae4Ho-cocyamnctoro pucka)((cm. puc. 4).

NHTeHcnukauma [T1T npweena K CHUXEHUIO
yposHs OXC — Ha 23%, XC JIHM Ha 32% (p<0,001
ans oboux) (puc. 5).

OGcyxaeHune

MNpeLcTaBneHHOe NCCneoBaHMe ABAETCA TPETbUM
ot4eToM pabotbl permctpa PEHECCAHC un Bkntodaet
NATUNETHUM nNepuof, HabnodeHWs 3a nauneHTamm
¢ CIXC. NccnepoBaHue MMeeT pag, YHUKaIbHbIX OCO-
DeHHOCTEN, MOCKONbKY BrepBble B Poccum onmcaHsl
nonynaums neter ¢ CIXC n camasi KpynHas Bbibopka
naueHToB ¢ romo3unrotHom CIMXC.

MNepBoCTENEHHO  HEODXOOMMO  OTMETUTb  pan
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PucyHok 3. Kpusble KannaHa-Mavepa ons CCO B 3aBucMmoct ot nona (A), Hannyms UBC (B), otarolieHHoro
HacneacTBeHHoro aHamHesa no CC3 (B), rmneptoHum () 1 KoHUeHTpaumm nunonpotemaala) (1)
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noctmxernn pernctpa PEHECCAHC, koTopbix yha-
nocb [OCTWYb CNycTs ABa rofa, nocse nydnmkaumm
TpexneTHero HabnoaeHWs 3a y4acTHVYKaMK perucrpa
[16]. BbigBneHa nporpeccrBHas MoONOXUTENbHas
OMHAMWKa B Ha3HaYeHWW TpexkoMmnoHeHTHon 1T ¢ 2
110 9% 1 B fOCTVXXEHWN LeneBbix ypoBHer XC JTHIM ¢ 2
00 14%. [JaHHble U3MEeHeHNA MOXHO CBA3aTb C yBe-
nnYeHMeM AOCTYMHOCTM MonyyeHus TapretHowm [J1T,
B TOM 4uMcfie MocpencTBOM BHEOPEeHWs MporpamMmbl
(PUHAHCUPOBAHWNA MO JIEYEHUIO MTeHHO-NHXEHEPHbIMU
BronornyeckMMmM npenapataMu B pamkax KInMHWKO-
CTaTUCTUYECKMX TPy, Ky4a BKoYeHa Tepanms UHM-
obutopamum PCSK9. [laHHOe HampaBieHue no3Bonnio
obecrneyrBaTb NaLMEHTOB 3TMM BWOOM Jle4eHUs Kak
B MEepBWYHOW, TaK M BO BTOPWYHOW NPOdUNaKTMKe
CC3 B pamkax oOLLero MegmLUMHCKOro CTpaxoBaHus.

OTOenbHO  HeODXOAMMO  BbILENUTb  YBENUYeHWe
B perucTpe Sonm naumeHToB C onpeferneHHbIM 1 Bepo-
STHbIM  AMarHosomM reteposurotHon CIXC ¢ 65%
00 90%, 4TO Hapady C ABYKPaTHbIM YyBenuyeHuem
KONM4ecTBa CrneLmanmuctoB-nmnuaoioroB v NMNMULHbIX
LLEHTPOB CBUAOETENbCTBYET OO yBENMYEHWUM 3aUHTepe-
COBaHHOCTV Bpa4er B 3TOM HanpaBneHnn MeaULMHbI.

3a nocnedHve ABa roga, nocne npencraBieHns
HaMU pe3ynbraToB TPexseTHero nepuofa Habnioge-
Hust B pernctpe PEHECCAHC, 6binn onybnmnkosaHb
[1Ba KJIIO4EBbLIX WCCNEfoBaHUA U3 MeXOYyHAPOLHbIX
perncrpoB HICC 1 FHSC [13, 17]. JaHHble 0 60nbHbIX
€ romo- u reteposurotHon CI'XC n3 perncrpa PEHEC-
CAHC BKJ/toYeHbI B 3T MeXOyHapoOHble Perncrpbl,
nognepxusaemble EAS.

PeTpocneKT1BHbIV OTHET 3KCMEePTHOW rpyMnbl MeX-

I ATEPOCKIIEPO3 U AMCAIIAVAEMUAN
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PucyHok 4. [unonvnuaemmyeckas Tepanma 1 4actota JOCTvxXeHWs Lenesoro yposHa XC JIHI y naumeHTos
C reTepo3nroTHOM CEMEMHOW rnepxonecTepuHemMmnen
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Mpumedarmns: OXC — obLuym xonectepuH, XC JIHI — xonectepuyH mnonpotengo Huzkov naotHocty, XC JIBI1 — xonectepuH

JIMNONPOTEN0B BbICOKOM MIOTHOCTY, TI — Tpurmmuepyab.

OYHAapOAHOro Perncrpa nauMeHToB C rOMO3UIOTHOM
CIXC HICC Bkntoymn 751 naumeHTa C roMO3MIroTHOM
CIrXC mn3 38 crpaH-ydactHul [17]. TpeBanupyioLLas
0055 605bHbIX OblN KOMMAYHOHBIMY FETEPO3MTOTaMK
(n=565 (75%)), 3Ha4YUMbIX Pa3U4HMA MO MOMy He
BbIABNeHO. MefuaHa Bo3pacTa NOCTaHOBKWM AMArHo3a
romo3urotHom CI'XC cocrasmna 12,0 [5,5-27,0] net.

Ha MOMEHT NoCTaHOBKM AmarHosa 65 (9%) 6onbHbIX
yXe umenu arepockneportmyeckne CC3 mnm aop-
TanbHbIN CTeHOo3. O VHWLUMALMU NTUNNACHWXAOLWEN
Tepanuu ypoeHb XC JIHT goctvran 14,7 [11,6;18,4]
mMmonb/n. Cpean 534 naupeHtoB ¢ nofdpobHo
onucaHHon 1T 92% npuHUManu ctatuHbl, 64% —
33eTMKO 1 39% nposoaunv adepes NMNONPOTENOB

Ne12023 [
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[17]. Habnioganncbk 3Ha4MMble pPasNuyns B YypPOBHE
XC JIHIM, wncnonb3oBaHUM MHOTOKOMMOHEHTHoW 1T
N OOCTUXKEeHUN LeneBbix ypoBHen XC JTHIM B cTpaHax
C BbICOKUM W HU3KUM YPOBHEM [0X0L3: KOHLEHTpa-
uma XC JIHM - 3,9 [2,6-5,8] mMonb/n npotus 9,3
[6,7-12,7] mmonb/n, npuem [T — 66 % npotus 24%
n ooctuxeHve Lenesbix yposHer XC JIHIM — B 21%
cny4aeB NpotmeB 3%. B cTpaHax € HU3KMM YypOBHEM
poxofa CCO maHugectnpoBany Ha 10 et paHbLUe:
24,5 [17,0,34,5 roga], no CpaBHEHMIO CO CTPaHaMm
C BbICOKMM ypoBHeM poxopna 37,0 [29,0;49,0] ner,
CKOPPEKTUPOBAHHbIN KO3 dULMEHT pucka 1,64 (95%
OW:1,13-2,38) [17]. Mpw aHann3e AaHHbIX perucrpa
HICC cTtouT OoTMeTUTb, YTO Cpean POCCUNCKMX naum-
€HTOB 4acToTa MPWUMEHEHWS MHOTOKOMMOHEHTHOW
MeamkameHTo3Hon [J1T conoctaBMMa CO CTpaHamm
C BbICOKMM YPOBHEM [0X0[a, HO cpefHue ypoBHM XC
JTHI ocratoTcs KparHe BbICOKMMMU, Kak 1 YactoTa CCO.
OT0O CBUAETENLCTBYET O HEODOXOAMMOCTU YBENUYEHUS
JOCTYMHOCTM B Hallen CTpaHe 3KCTPakoprnopasbHbIX
METOLOB NeYeHUS U HOBbIX TepaneBTUYeCckmnX areHToB
(nomuTanua, 3BnHakymab, MunomepceH).

B Kpocc-cekumoHHOe  unccenoBaHue  perucrpa
naumeHToB C reteposurotHon CMXC FHSC BkJto4YeHb!
42167 60nbHbIX 13 56 cTpaH-y4acTHIL, [ 13]. 3Ha4YMMbIX
pa3nuYM No Mony He BbisiBNeHo. MeanaHa Bo3pacTa
YHaCTHMKOB MpPU BKJTIOYEHUW B PErncTp COCTaBnsana
46,2 [34,3,58,0] roga, cpeaHWi BO3pacT Ha MOMEHT
MOCTaHOBKW AmarHosa reteposunrotHon CIXC - 44,4
[32,5;56,5] roga, npu atoM 40% Yy4aCTHUKOB OblNM
Monoxe 40 ner Ha MOMEHT MOCTaHOBKW AMAarHo3a.

PacnpoctpaHeHHocts  WBC  pgocturana  17,4%,
HapyLleHUs MO3roBoro KpoBoobpallueHus — 2,1%
aTepockyiepotndeckux  3aboneBaHu  nepudepn-

Yyeckux apTtepun — 5,2%. Cpedn naumeHToB, Nony-
YaBLWWX runoaMnugemMuyeckne npenapatbl, 81%
(n=16803) — nony4anu ctatHbl 1 21% (n=3691) —
KOMOVHMPOBaHHYIO Tepanuio, npy 3TOM BbICOKOWH-
TEHCMBHaA Tepanus HasHadanacb MyX4YMHaM 4Yalle,
4yeM XeHLlmHaM. MefuaHa yposHa XC JTHI coctaBuna
5,4[4, 3,6, 7] MMOnb /N ANs NaLMEHTOB, He NPUHUMA-
OLLMX TMNUOCHWXKAOLWYIo Tepanwio, 1 4,2 [3, 2, 5,7]
MMONb/N — OAs Tex, KTO Obln NPUBEPXEH NeyeHuio.
KoHueHTpaumm XCJTHI meHee 1,8 MMOIb /N BOCTUMIN
3% OO0nbHbIX, W NCMOMb30BAHNE TPEXKOMMOHEHTHOM
MNT, BkNoYatoLLen Takxe UHrmbutopsl PCSK9, Gbino
CBA33HO C yBeNMYeHMEeM 4acToTbl LOCTUXEHUA Lene-
BbIX 3HayeHun [13]. HecmoTpsi Ha COMOCTaBUMbIN
BO3pacCT MOCTaHOBKWM AnarHo3a CIXC B perwncrpax
FHSC n PEHECCAHC, kofinm4ectBO NauyeHTOB MOJIOXe
40 neT B Hallem pernctpe Huxe (40% npotmne 27%)
n vactota UBC Boiwe (17% npotms 40%). Ho ctonTt
OTMETUTBL, YTO Y MaumeHToB 13 perncrpa PEHECCAHC
yalle MUHTeHcnuumposanacs [JIT OO MHOMOKOM-
noHeHTHOW (33% npotns 21% B pernctpe FHSC)
1 Borbliee KOMMYeCTBO OOMbHbIX AOCTUIIV LIENEBbIX
ypoBHen XC JTHT (14% npoTuB 3% B pernctpe FHSC).
TakMx 3Ha4YMMBbIX Pa3MyUA B MHTeHCUdMKaumm 1T
N OOCTUXEHUW LeneBblx ypoBHen XC JIHIM yaanock

LOCTUYb 33 MpefllecTBylolne OBa rofa, nocKonbky
[laHHble TpexneTHero nepuofa HabniogeHns B peru-
crpe  PEHECCAHC [16] conoctaBuMbl MO 3TUM
nokasatenam ¢ FHSC [13]. 3TOT BbIBOL [0OKa3biBaeT
3(PPeKTMBHOCTb METOLOB MNPUBIIEYEHNS BHUMAHNS
Bpaden K npobneme CMXC, MHHOPMMPOBAHUS O HOBbIX
BO3MOXHOCTSX [J1T 1 paboTbl HOBbIX KaHanoB obecne-
YeHUs MedMKaMeHTO3HOM Tepanmen B pamMkax obLero
MEeOMLMHCKOro CTpaxoBaHua. Hapagy ¢ npuMeHeHnem
CTaTMHOB, 33eTMMMOA U MOHOKJIOHANbHBIX aHTUTEN,
NHrMbupytomx PCSK9 (anmpokymab v 3Bonokymab),
c 2022 ropoa B CNMCOK >XM3HEHHO BaXXHbIX Jlekap-
CTBEHHbIX CPEeACTB BKJOYEH MpenapaTr WHKINCUPaH,
KOTOpbIN NpeacTaBnser cobon Manylo uHTepdepupy-
towyto PHK, HaueneHHyto Ha matpmyHyto PHK PCSK9.
PaHOOMU3MPOBAHHbIE  KIIMHWYECKME  NCCIeLOBaHNS
nokasanu CconoctaBumyto 3hMEKTVBHOCTb anmpoky-
Maba 1 3BOfIoKyMaba C MHKITMCUPAHOM B CHUXXEHNN
ypoBHs XC JTHIM npu 6onee pegkoM pexxrMe BBeeHS
ANA MHKNMcKpaHa (OBa pasa B rog) [18].

C MomeHTa co3panma permnctpa PEHECCAHC konu-
4eCTBO IMMUAHBIX LEHTPOB, CMeLManmcroB-nMnmao-
NOrOB U Y4aCTBYIOLLMX B MCCIIeA0BaHUN pernoHoB PO
yBenuymnocb ABykpaTtHo. lMockonbky CIXC angdertcs
reHeTUYeCKN [eTEPMUHUPOBAHHLIM  3a0oneBaHneM
C ayTOCOMHO-AOMWHAHTHbIM TUMOM HacefoBaHMS,
KpamHe BaXXHbIM SIBASIOTCSA PaHHAA MOEHTUMKALMS
OonbHbIX, MNpPOBeAEeHWe  KACKaAHOro  CKPUHWHIA
POOCTBEHHMKOB WMHOEKCHOMO NauMeHTa M HasHaye-
HWe afeKBaTHOW TUMONVNNMAEMNYECKON Tepanuu.
HabntopeHne B perncrpe 1 nonyveHne pekoMeHaaumm
CNeuranmcToB-NMNUOONOroB  ABMAETCH  KIOYEBbIM
MOMEHTOM B BefeHun naumeHtoB ¢ CIXC. 310 noa-
TBEPXAAIOT faHHble nposeaeHHoro B CLUA mnccnepo-
BaHWS, roe ObINo NoKa3aHo, YTo Tonbko 54% Bpaden
obLen npakTMKM 1 KapAMosoroB pekoMeHA0Basu
Obl KaCKafHbIN CKPUHUHI B3POC/bIX POACTBEHHUKOB
nHAekcHoro nauveHTta ¢ CHXCu Tonbko 7 % — CKPUHUHT
0eTaMm B Bo3pacTe 2—8 net [19]. Hapsagy ¢ kackafHbIM
CKPVIHMHIOM, NO3BONAOLLMM BbISBNTb POACTBEHHMKOB
¢ CI'XC, BbICOKO3hPEKTUBHBIMU METOAAMU ABMAIOTCA
YHVBEpPCaNbHbIA, TapreTHbIA 1 OMMNOPTYHUCTUYECKNI
CKPVIHVHIU 418 BbIABNEHNS WMHLAEKCHBIX MaLMEHTOB
¢ CI'XC [20]. B 2021 romy onybnukoBaH MpoekT
HaumoHanbHoro obLecTBa No M3y4eHUIo atepockrie-
po3a, B KOTOPOM MpefcTaB/ieHa HeobXoOAMMOCTb
pacLUMpPEHUs CETU TUMUOHBIX LLEHTPOB Ha TEPPUTOPUM
PO ana pelueHus Npobrembl pPaHHero BbIABNEHUS
1 Ne4eHnsa NauneHToB C HaCneaCTBEHHbIMY AUCNNN-
aemuamn [21]. ToBcemecTHas opraHM3auma nunua-
HbIX LEHTPOB, BHELPEHWe BCeX BWOOB CKPUHMHIA
HaCneACTBEHHbIX AUCANMMOEMUIN Ha HaLMOHANbHOM
YpOBHE U1 CBOEBPEMEeHHOe HasHayeHue T[JIT npu-
BEAET K CHUXXEHUIO KYMYNSTMBHOMO Bo3aemncteusa XC
JIHM, cHWXas noporoBbIM BO3pacT MaHudbecTaumm
atepocknepotnydeckix CC3 [22], 4TO 0COBEHHO BaXXHO
y naumenToB ¢ CIXC.
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3akKsoyeHve

MaTuneTHee HabMoOeHME 33 y4aCTHUKAMK permc-
Tpa PEHECCAHC pemMoHCTpupyeTr nporpeccuBHoe
yBenM4yeHmne npmBepXeHHoctn [JIT 1 4actoThbl
MNCNOMNb30BaHNA MHOTOKOMMOHEHTHBIX CXeM JIe4eHUs.
Konmnyecrtso nauMeHToB, OCTULLMX LIENEBOro YPOBHSA
aTeporeHHbIX NMNOMPOTEMAOB, OCTAeTCH  HU3KKM,
4TO OOOCHOBBIBAET HEOOXOAMMOCTb B YBEMUYEHUM
LOCTYMHOCTM K HOBbIM TepaneBTUYeCKMM areHTam
1 3KCTPaKOPMoparnbHbIM METOAAM fleveHns, B 0CODeH-
HOCTM Anst 6onbHbIX ¢ roMo3urotHor CMXC. Mysckom
non, runeptoHuns, MbC, otaroLeHHbIM aHaMHe3s no CC3
M KOHUeHTpaums nunonpoterpala) >30mr/on octa-
I0TCA  Benywmmuy  haktopamMm, acCoLMMPOBAHHBIMM
C yBenuyeHnem pucka passutna CCO. [laumeHTsl
¢ CTXC ABnsitoTCs KpamHe ya3BUMOM rpynnon GombHbIX
BBUWAY OYEHb BbICOKOIO pUCKa PAa3BUTUSA Kak HOBbIX
atepocknepotndeckmnx CC3, Tak 1 noBTopHbIX CCO.
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