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ABSTRACT

The article presents current data on the prevalence of dyslipidernia worldwide and in the Russian Federation gz the main cardiovascwlar sk
factor of developing diseases aesociated with athsrosclereziz. The article identifies the problems of low-level detection of dyslipidsmia in the
populanion and insufficient efficacy of lipid-lowering therapy o achieve the lipid profile target valves depending on the establiched risk. fralzo
prezents the possibilifies of modern lipid-lowering theragy with the uze of innovative drugs — POSKY inhibitors and the vee of srolocumab in
gccordarcs with evidence-based medicine. Adding that, the article shows the experience of twe lipid confrol centers {in Kemerovo and Surgut)
with the postulation of the need fo exparnd the lipid control center chain o improve methods for providing medical care fo pafients with severe
forms of dysiipidemia. The pozsibilities of infensifying lpid-lowering therapy in real ciinical practice are oufiined on the example of patients
undsrgoing freatment in the Npid comirel center of Kemerove. Evelocumab has been shown to be highly effective: reduction of atherogenic
cholestersl fractions by 67% from the bazslineg and high safety of such therapy.
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BBEIEHHE

B occsose passwTmR TakMx cepmeMHO-coCymMoThx 3abo-
nesarmdt (CC3), waw mmempuscxas Gonesws cepaua (HBC),
OCTPOR HApPYLISHHe MOSIDECTC KPoECcODpaesHNs, napug:e]:lu-
Hecxiil ATepOCKNEPOos, MEXAT HAPYLISHHA AHMIOHOTS OOMEHI
(HITO): amcmmninesss, runepronecTepusenun [1]. Corpaceo
JAHHEIM MHOTOUSHTROEOTS MOMYMELHOHHOND HCCTST0SIHHA
INTERHEART nriensc SHcIHIIASMIIR RENAETCR Hanbones pac-
MPOCTPEHEHHDIM  MOZHGHIHPYEMER  GaETOPoM  HIpNHOES-
crymApHoro puoea [2]. B Pocomdickoft Penepamin omrmennHos
EpeMA CYLECTEOEANA Npobnema HeHsyMeHHOCTH dhanTiMe-
croit pacnpocTpaxersocT pagniaHny HIIO i sdubexmierocm
XOMISCTEPHHCHICEAOWSH TepanHH B peafpHell EHHTeCcHodl
nparTike [3], 9To B HwTore npreens ¥ HHEMmanEn MaEmeTep-
creom sapasooxpanerna B 2012 r wpynroro MroroussTposoro
SMHOSMHONOTHHSCKOrD HOCNEN0SaHHA N0 OUSHKS PAcnpoCTpa-
meHHocTH CC3 u iy daxropor pucea B 13 permonax Poocim
(FCCE-P@) [4]. Corpacso pesynbraTas STOMD HCCIeN0SIHHA
aonA Tpyoocnocofnore sacensrma crpaxst ¢ HIIO cocraznaer
B cpenses b7,6%, qocTHras B oTAsnbHb pernomax 67,0% [B].
B Kemeposckoit obnacti pacnpoctpanennocrs HIIO cocraena-
et 40,6%, yEenHYHBEAACH © BOEPACTOM HESIEHCHMO OT NONCEoi
npHHannexsocTH [6], 9To arTyanusupyeT noTpefuocTs B 82 ak-
THEHOM BRIRETIEHHH H PIHHEH KOppesLIH.

Cornacee geficTEVIOWNM PeXOMEHIINHAM A0SKESTHOCTD
CHIDHEHNA CEPAS4HO-COCYAHCTOrD PHOED HA (hOHS NDOB0IHMD-
o XOMecTepHHCHHAEFILLErD NeSeHIA OUSHHEASTCH 10 A0CTH-
HEHII LENEELX SHAYEHIHT NokasaTensil THNHAHOMD CNeKTPa
COOTESTCTESHHD CTPAaTHGHEANNN prcka paaswtnr CC3, onpe-
ZEMReMOro NepCoHNGHUHPOESHEG ANA KA¥O0r0 NanuesTa [7].
Oauaxo cywsecTeyeT KaTeropis DOMbHNIX, HMEHOUNE cemei-
oyt runepxonscTepuHenuto (CTXC), v xoTopam npameHsHNe
CTEHAApTHO Tepannn manosddertiess. [Ipu stom CTXC em-
CTYMEST OOHHM M3 [MHPOHS PacnpOCTPaHeHHNY B MHDS MeHe-
Trueckix 2afonesamnit [8] n xapakTepHsyeTCR NoBLIUSHKEM
yposxa ofmero xonecrepima (NC) 8 2-2,5 pasa no cpaBse-
HHID © HOPMOIT 33 o9eT Ko MINonpoTeHHOS HHEROH NI0THOCTH
(Xe-JITHI). Mpw srosm v Gonsamix ¢ CTEC yposens arepores-
roro Ko moseT npessiuate 4.9 mmons/n (B mopme we Gones
3 mpaonz/n v saopoemx espocnbix). OnacsocTs sabonesanna
COCTOUT B TOM, ¥T0 528 NS4eHIA Y TARHX NALUHEHTOS PErHCTRH-
PYIOT paHHES ArpectHBEHCS DISSHTHE aTepocknepasa (3—4-a ge-
Ka73 HHEHH], pAHHNS HHGAPKTH, HHOYTILTHL, PASENTHS CTEHCS
aopThl B BHesanHyto caepTe. [Tpienmodt CIHC canrator ayra-
uuK 1 cbpascsanne aedertoR resce peusntopoe Xe-JITTHI
(LDLR), a Tar:e renos, kognpyowsx Genor-agantep (LDLRAP
unn ARH), momwpytoumm cwmres anonporensa-B (ano-B,
W rema ¢EpPMEHTA MPONPOTEHHOEON KOHBepTassl oyBTHRR-
ann-vescuHoBoro THoa (PC3K9) Mytawam (rosoesrotames
H FEeTEQOENMOTHES] MOMYT SSTPArHEATD OOHH MeH HIH cpasy
IEB3 reHa (Tax HASHIESEMAR OBOfIHER FETSQOEHrOTHOCTRH) [7].
CunrasTod, 9TO pACMpoOCTPaHEHHOOTE MeTeposHroTHON dop-
tu CIHC cpean npencraenrensit eEponeoioxodl packl co-
craenAet 1:300, romesnrotsodt dopum — 1:1 000 000 [7-9].
Mo woczernnng ganxmm ICCE-PD, pecnpocTpanesHocTs re-
repoanrotHeit dopun CTHC & PP cocrasnaer 1:108, rosoan-
roTroft opmot — 1:300 000 [6, 7). B Boppummuctee cryuses
2300neeaHNe OCTISTCA HEQHAMHOCTHPOESHHEIM 4AHE B PISEH-
Toix cTpanax Esponefickore cojoaa. [inA EMAENSHNA NaMHeHTOS
o CTHC nenonbayioTeR TaK HESHIEASMBIS MONNAHICKHE KpHTE-
prt (Dutch lipid clinic network criteria, DLCNC) [7, 8]

Ha ceropmammenil gsen = Pocoun et craHaaprsupo-
BIHHOH CNeUHAAHEHPOEIHEON CETH JIHOHIHLE LEHTPOE

w/unmn xabumetos. Hmeloros otnensmbie usnTpn Ha Gase
KPYIHLR ENHHEE B HayeHny neaTpok (Mockea, Canrr-[le-
tepbypr, Hosocwbupeox, Camapa, Kasamn) B Kemeposo
nunuoHnit nerTp Ha Gase [BYS «KKKI» dyrrumcunpyer
c centabpa 2016 r. B sro me spema Smn odopmuposan mi-
muasznt nertp 8 CypryTe va Base OKJ L1 u CCXs. O8a
menTpa paboTaloT B TECHOM HIVYHO-NPaRTHYSCKOM CO-
TPYAHHYECTES H NPHMEHAIT SIHENe KPHTEpHH oTOopa na-
LHEHTOE HiI COSUHANHEHPOEAHHYI KoHcymbrammto. hMapuo-
pYTHIANNE NAMHSHTOE B IHOHAHOM UsHTpe r. Kesesposo
NpeacTaSNeHa HA pHoyHRE |

Ha soscynrramie B mHOMAMNIT WSHTD HANPAENAKITCR o8-
Iy OLHE MALHSHTRE

* ¢ezmeorol rHnepxonecTepHEenMueil (obundi Xe 8 kposn
=75 samonn/m, san Ne-JIMHI =4,9 msonnn, s pirnsuepi-
av =5 smoms/m, 'r]:laﬁ'gr}-::r.u.a:l‘t n-::.:l.ﬁ-n]:la BHCOROO0SHPOEIHHD
H/HNH KoMONHHPOBAHKOH TEPAMHH THNHACHILEAIOUITH Hpe-
MAPETAMIH;

* ¢ paHHHM OSHEMHESOM CEPAEYHC-COCYOHMCTHI: sabo-
MeEAHHI B/HNH PeEICEYNAPHEALHI COCYIHOTDI Bacceiinog
{mo 55 ner), Tpebyiommx arpeccuesoils ETOpIMEOT npodu-
TMAKTHEH;

* © NONoEpSHHEM HE HENSPEHOCHMOCTD MHMIACHHME-
fouteit TepanMH He-3a paseHTHR nofounbx sddexToE HIH
C 88 HeLOCTATOMHO st erTHEHROCTEIO.

Orsocurensso Taknx naunesTos obcyxasercs Heobxo-
OHMOCTh BENIOYEHHA E XONSCTEDHHCHIHAFWIVE TepanHk
HOBLIX TPYNN NeHapCTESHHHYE NpenapaTos, sdeberTHBEHO
CHHMAMMIHY NPCaTSPOreHHNES NORISITENH NTHIHICrDIRMEL,
nanpumep, uarnburopee PCSK9. K rtaxcemm oTHocATCR:
MOMHCCTHH HeNoEe4eckHil MOHOHIOHAADHBE HMMYVHOITIC-
Eynun G2 (IgG2) seonowymal (Penara, +Amzmens, CLIA)
H DONHOCTHHD %eN0oBeYeCHoe MOHOKTOHATLHOS AHTHTENO
wmmyrornobynsms Gl (IgGl) apmporymab. Jsopoxymab
CEMSKTHEHD M © EMCORGH cTensHbhy addHHHOCTH CEASbIEA-
erca ¢ PCSKY u nurnbupyer cessmeanns unprynHpyioued
PCSKS ¢ pewsnropom JIMIHID (P-JIMHIT) na noeepxmoctn
KNSTOR newsrn, Takum obpasom npeaorspaman PCIKY-
onocpenoeanunil pacnan P-JIMHIL B pesynsrate noBbime-
uHA sicnpeccim P-JIMTHI 8 newesn cHsaeToR cHIEOpOTON-
HaA KoHneTpauns Xo-JIITHIL

Ja 03 roga HE KOHCYTBTOTHEHEI Opies MHOHAONOrD
e Kemeporo manpaened 691 nament. ¥ 307 (44%) namenTons
entREneHn TRenne HIO, v 233 (34%) na anx — o kpaiine Bbi-
COKHM PHCHOM CSPOSHHO-COCYANCTHIN OCTICGRHEHHN H Hemo-
CTICHSHHEM LENEShD EHIMSHHI NoKIaaTensl MHIHIoTPaMAbL
¥ 83 (4,8%) naunexToR OMArHOCTHPOBGHA BEPORTHAR H OMpe-
aemenran CIHC, v 41 (5,9%) nanmenTa nogreepwaeHa Henepe-
HOCHMOCTD CTATHHOE.

Kapanonor-numinonor, cnpenents, STo E pesyTInTaTe Tepa-
MHH CTATHHAMIT B MIXCHMANBHD NEPeHR0CHMOIT 10IHPOERS He 10-
OTHTAOTCA LISMSENIS EHAMEHHA NOKASITERSN MHIHOOIDERMDE,
oB0sHANEHNENIS B HALMOHANLHL PEROMEHIATRT ( NAUHEHTOR
ouesb Ebcoxoro packa Xo-JITTHIT <1,4 samonsy/n; v nausesTos
euicorore puora Xe-JITTHIT <18 mesonn/n) [7], onTamuegyer
ROMSCTENHH-CHIDSAHUYED Tepanmio, Halls BCEro 33 CHeT Aomaf-
HITENGHOMD HAsHawess sseTHMuba B aose 10 mr (knace pero-
rmesgamnii |, ypossun noxssarenssoctn B), wro momer ofiecne-
HHTh JONCAHHTENbHOS chipsenie ypoeHs Xo-JITHI ra 15-30%.
[MaumeHTam BRICOROMT H OY8Hb EMCOXOND PHCKA C NOELILISHHBIM
conepeannes Tourmuuepraos (1,6—5,6 smonn/n) wa done
MpHeMa CTSTHHOE Noxasasnl $ubpaThl 1 NpH HenocTaToH-
mom ux sdubexTe HIM npH HenepexccHmocTH $HOpaToE —
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HapyeHea NHNHLHOMD OGHEHE (LHETHNHEH HA)
Dizordars of lipid metabolizm (dyslipidamia)

{

PazBepHyTAA NHNMAOTPEEME § ONPEIENBHHE KATEFOPAN PWCKE ¢ LENESELIHA NOKAEATENAME MHNMAHOMD CNEKTRE
Advanced lipid profila and identification of rizk catagorias with target indicators of the lipid spactnum

{ {

Moekiwenne ypoeiA Xe-NMHN v TpHrARYEpHgoE
Inzreassad LOL cholesteral and trighy cerids levals

MoBbIWeHWE yPoEHA
TPHIMHUSPHAOR =36 MmN LN
Increasad trighycarids levels =56 mmol/L

Noeswense ypossa Ke-NMHN
Incraased LOL chilestanal levals

{

{

{

& Ty
i HazHa4eHHE CTATMHOB & THTP BUMEH Haana4enHe CTATHHOE © THTPALHEH Haznaenme henofubpara
J0:EE1 (0 MAKEHH BNk HO NEPEHOCHHEOH AOEbl N0 HAKCHMANEHD NBPEHOCHMOH H OMEr &-3-NONMHEHACEILEH Hb I
nog KoHTponEs AnAT nog KoHTpones AnAT 0 KpeaThE- WHPHEIX KHENOT
W KpEaTHHOCEhOKHH A3k fhocOKHHAZE B ACORENEHWES Frazcription of fancfibrate
Preccription of stating with thenndiHGpaTE H OMEra-3-NDNHHEHE- and omaga-3 pokunsaurated
diose titration ta the maximum CHIWEHHEE WMPHEIE KHENDT fatty acids
tolaratad under the control Preecription of statins with dosa
of ALT and creatine pheaphokinasa titration 1o tha maximurm tolarated
unier the control of ALT and erestins
phesphokinass and the addition
of fanofibrate and ormaga-3-pokun-
9 ‘ saturatad fatty acids ‘ y
i Heanauenue a3eTHEdGs / Werniuwropos PCSKD HenepemacumacTe
NPH HEDOCTHAEHHM UENEBLIE JHEYSHHE NHOHOT] BHMEL CTATHHOE
Preescription of ezstimibe / PCSES inhibitors Intcderance
9 when the targst lipid profila is not achisved o katines
i Hanpasnexwe Ha KOHCENBTAUHM B NHNHGHGIE J2HTP NPH HEQOCTHASHHM || ENEELE THAYSHHA NOKSZATENSH NHNHGHOM CNEKTPA
Fefarral ta the lipid control center for consultation if the target valuss of the lipid spactum indicators are not reached
.

Puc. 1. MaplpyTH3aw|a NAUMeHTOR Ha KOHCYNETALUMK B MUMUOHLIA LEHTD
Fig. 1. Routing of patients 10 the lipid control cantar for consultaton

HCMONDEOESHIA CTATHHOTEpanin H sseTinmba. Bmno nowa-
23HO, ¥TO NPH JONONHHTENBHOM HASHIYEHHH ssonorymaba
E SETHEHO MPYINe HCCNS00SIHIA, I0MHMO CHICESHHA VPOBHA
Xe-JMHIT wa 59% n noemmexna conepsanns Xe-JINBI
wa 3,1% [10], ymessmmnacs 43cTOTa CEpOeMHO-COCYIHOTHIX
romeqHnx Tovex 3 18% (= rpynne seonoxymafa Bmno sape-
rucrpupoears 2192 komewsme Toumn, B rpynme nnanebo —
2714) i e ysenuOIEANCE PHOK PESEHMTHA caxapHoro guabera,
E T. . { MALHEHTOR ¢ Mmagnm:-{anﬁcﬂm cuxapontonm [11].

Mpu srom 2669 (10%) naumesTos QooTHIMH aHa¥eHHil
Xco-JIMHN menee 0.5 smonn/n, 3003 (31%) BonpEbix —

omera-3 EHpHbE ucnoTnl stHpoBmx sdwpoe 2 r 2 opoyr
(xnace pexosernanit [la, ypozens norasarenssoct B

Ecr =& npH BBICOROM HITH O0HEHD BRICOROM COPOEHHO-COCY-
OHCTOM DHOES HE NoCTHrElToR nensewe spagenns Xo-JINHI,
AoameH GHTD pAcCMOTPeH EONPOC O HAEHAYEHHH HHTHONTOpPOR
FCSKY (rnace peromernawmssl [, ypossss poxasaTensaocTH Al

,[L"J.HH]JIE OOKASATENBHON MEOHLIHHBI
Mo NPHMEHEHHID 2BONMOKYMABA
Kpyneoe (27 564 naumenta, cpenst sospact — 63 roaa,

£0% BonbHLD NOMYYARH EHCOROHHTEHCHEHYID CTATHHOTEPE-
A ) MEHDVHAPOIHOS PAHICMHENPOSIHHOS KIHHITHSCHOS Ho-
cneposare FOURIER Guno nocemueso onsure sddertieno-
CTH JJHnJﬁJJrapa PCSESD snrnnn::h"_..r:-.iaﬁa (nogrossHoe EEEQSHNES
420 wr 1 p/mec. umn 140 mr kamawe 2 HeA) B OTHOLISHIM
yposaa No-JI[HI n ceponeqHO-coCyANCTHIN HOHEMHBIX TOMEH
YV MAUHEHTOE O9Y6HD ERNCOROID COPIEHHO-COCVOHCTOTD pH-
cEA ¢ HegocTicxesnen Lenesnn eHavesit No-JIMHI #a done

0,6-1.3 samonw/n, 3444 (13%) — 1,3—1.8 smmone/n, 7471
(29%) — 1,8-26 smmone/n 1 4395 (17%) — 2,6 smmons/n
i smme. Drina EMRAENSHA SHAYHMAER NPAMSA CESESh MERDY
cHixennen cogepeans No-JIITHI i ymeapmennem qacro-
TH CEPAEYHO-COCYEHOTEX coBMTIHT (CEASD HHEKHX SHAMEHNI]
Ko-JIIMHI sexee 0,2 mvons/n ¢ mexbiredt 9acToTodl nepems-
HOM HOHe4HO! TOYRH {COpOeYHO-COCVOMCTAEA CMEpPTD, HE-
dapeT muorapaa (HM), mecyneT, rocnuranneauna no noeony
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HecTabHLHON CTEHOKAPANH, KOPOHAPHAA pPeEACKYMAPHES-
upA muoxapaa) (p=0,0012) 1 ¢ Mmernwedl vacToTod BTOPHH-
Hoft KoHeMHON TodRH (cepoeHo-cooyaHeTad cMepTe, HM man
uecyneT) (p=0,0001) [12].

B cybanannse nccnegozanns FOURIER no oussre sd-
dexTHERCCTH 380N0OKYMaba ¥ NAUMEHTOR ¢ HEQaEHO (B Te-
geune |2 mec. oo exnlovenna B necnenosarmne, n=5711) na-
penscendny MM no cpasmemmic ¢ TemH, KTo nepeHec
HM & Gones orpanensnes cporn (n=16 609), Buino smrzne-
HO, ¥TO B TEMSHHE TPEX MIST HaCTOTA KOHEWHNX Toder Gbima
2AHCHOMEPHD EbIUe NpH Hegaexo nepexecesdom HMV, onra-
ko aBCoNoTHOS CHHMEHHE PHCKE NepENYHOI RoHeTHoTT Tou-
Kl B 3TOi rpynne ma ¢oHe npHMexeHns seonorymaba co-
crasuno 3,7% B otmesme ot 1,1% B rpynne seoncrymaBa
npw otoansxsom FM [13].

[Noxasarennso, ¥To Tepanus 380noxyMaboM B OTHOWSHNN
NpCgHNaKTHEN HECyNoTos Grina Bonse adderTnenoil B rpynne
nepErEoiT NpodHIaKTHEI, ¥8M B MpyTIne ETOpHYHO npodis-
nawrnsm [14]. Taw, 43cT0Ta NOBTOPHBIN HHCYNETOE Y NAUHEHTOE
e wecnegoeanmm FOURIER coctasmna 3,5% = rpynne seono-
rymata u 4% = rpynne npauefo, Toraa xak B rpynne NepERY-
soit npodwnaxTirn 2acToTa MHoyNeToE coctaBmma 1% 1.4%
e cooreercTeyiouns rpynnax [15]. Cneaver ctmernrn, =mo
seonokymal & mocpegoearmnn: EBBINGHAUS (Evaluating PCSE?
Binding Anfibody Influence on Cognitive Health in High
Cardiovazcular Rigk 5 Subjectz) npogestoHCTpHpOBAN OTCYTCTEINS
BMHFAHIA HI KOMHHTHEHYIO ¢yHELHND vy maomesTos (n=1204),
BENfoMesHbx B nocnegosanne FOURIER, e r.w = rpynne naus-
BHTOR, BoCTHrI: aHa=esnit KO- TIITHI ::1 samonn/a [16].

B wcocnemoeammn sdderTos seonoxymala y maumes-
TOE C OCTPHM HOpPOHAPHbIM cHHOpomon (EY Olocumab for
Early Reduction of LDOL-cholezteral Levelz in Patientz With
Acute Coronary 3yndromsz, EVOPACS, n=308) cpeanes
suagesne Xo-JI[HI & rpynne ssonckymaba (enicoronATe:-
CHEHSR TEPAMHA CTATHHAMH N 3BonokyMabom) cHMsHROCH
¢ 3,61 2o 0,79 mmons/n x 8- Hea. Tepamu, B rpynne nna-
uebo I:EHDDRE][HTEHC-J]EHEH Tepanus cTatHHamu) — ¢ 3,42
oo 206 smmons/n. B rpynne sBORoRyMaba CcomepHaHMA
Xe- .TIHHH =1,8 mmons/'n yomanmock ZoctHrayTe ¥ 95,7%
MNauNeHTOE, E CpynOne nnagefo — TonERo v 37.6%. MMpn
3TOM HACTOTE HECHENATEMbHHX AENEHHT H COpOSYHO-COCY-
ameTnix cobrTril B rpynnax Bmna oaMHaxoEod, T. 8. NpHMEe-
HeHHe ssonorymaba menseTcA sdeperTHEHNM n Gesonac-
HEIM = DAHHEM FOCTIHTANLHOM NSpHOLS NedSHHA OCTpOrs
RopoHApHOro cHEgpona [17].

B wecpemosammn GLAGOV v naumewros ¢ amrmorpadm-
HECKHM NOITESQMIEHHEM HIeMHYecxoil Goness cepaua
Hi POHE TEPANHH CTATHHAMH LOMONHHTEADHOS HASHIYSHIS
sEonokyMala CONPOBCHAANOCH SHIMMTEADHLIM CHICREHHEM
{na 0,95%, p<0,001) npouerTioro ofwema sTepomMul B KOpo-
HAPHO SpPTePHH, [0 AHHBIM EHYTPHEOPOHAPHOTD YIbTRagsy-
KOBOND HOCRENOEAHHR, NOCne 10 Hel TEpamni No cpaSHSHHE
£ NoKasaTenAMH & rpynne nnausto [18].

Heeectho Tamse, wTo npumensume ssonoxymaba conpo-
gomaseTcR  crabunmsaumei  aTepocxnepoTHdeckoil  GpAm-
KN 23 cueT yTonmedns GuiposHoil mancynn ¥ NanmeHToR
¢ DCTPHIM KOPOHADHBIM cHEAposos [19].

Hecmotpa ®a poxasannylo Bnicoxyio  sgvbexTIEHOCTD
n Gesonacsocts uernbirropos PCSKY, B peanseoit knmmire-
crOM NpakTHEe gawe B orpasax Ezponsfickore cotosa mveerca
ZHAMHTETLHOS HEOHINONbS0EIHHE ECSMOEHOOTEN Npenapa-
TOE ¥TO{l FPYNNLl 4R ZOCTHAEHHA Y DONBIUHHCTES NLHEHTOR
¢ HIO ¢ enicormm 1 o¥eHb EDCOHHM PHOKOM LSNSEHH SHIHE-

HHI NOHasaTeneil THNHAOTPaMME B COOTESTCTEHN ¢ OSfICTEY -
FOLLTHMH KNTHHHYSCHHMI PEROMEHIALHAMH, 9TO CERSIHO © 0O-
LHINLHO-3HOHOMITHECHIIM SCNSKToM JaHHoi Tepanmm [20].

Japaedl GyHHIHOHHPOBSHHA THIMAHKY UEHTPOE AETRET-
CH, E HACTHOCTH, MOEBILUSHIIS JOCTYIHOCTH COEPEMEHHOM mH-
MHACHHAAPOIER TepanHE I8 NALHSHTOE, ¥ KOTOPLIX He Yaa-
BTCA DOCTHYD LSeShix SHIMeHH NoKasaTenell Mnunorpansml
Ha oHe npresma cTatieEos [21].

Ha cerognamkxmit feHs NpasTHHeCcKOs HONCNbE0EEHHE BEO-
noxymada & PocoHs Hac9HTHESST eOHHHYHLIE CTy4aH. B -
miaHoM nesrpe r. Kemeposo noet SETHEHOS HAKOMNEHHS NEH-
HBIX [0 HCMONbECEIHHID HErHAHTO poe PCSK9. [pepcTaznaem
nepEmit coBCTEEHHLIT CITHT NPHMEHEHNA SBONOKYMAES.

COBCTBEHHBII ONBIT MPMMEHEHHA 3BONOKYMABA

B npocnexTHEHOS paHOOMHEHPCEIHHOS HCCNELOEIHHE HO-
®oAHo Buinn BEF%eHE B NAUHEHTOS, 113 I 5 MEHIH, E BOS-
pacre 495,58 rona. Mauwesrs Gninn rocnraniayposanst AnA
ofCNenoEaHHA M NEYEHHS B KIPAHOMOrHYSCKOS OTAENSHHe
HIH KMCC3 ¢ rsennman HI10. Bos naupentnt — © BeposT-
mnn anarsosom CTEC (7 [5; 8] Gannos no DLCNC) ¢ owesn
BBICOKIM CEPASYHO-COCYANCTM prckom (tabn. 1)

Jo nposemesns nogkomwmcil MEDeRUMM HHrHEHTOpa
PCSKY seonorymaba v Beex mannesTos HaTowar kyburans-
HBIM K3TETepoM sabHpanK BEHOSHYIC KPOSL ONA OUSHEH Na-
pPaMETPOE ANAMAorpamMme: (obmdi Xe, Xo-JITHIT, Xe- JINEBI,
TPHrMHUepHAr:, ano-Genkn) W nposedesuHs apyrHx nabo-
paTopHnx Hocnenosardil (ofmndt ananma xpoemn, rmlokosa,
ME4EHOYHBES MADKePHl LMHTONHES M XOMSCTASd, KPSaTHHHH,

Tatnuua 1. KNMHMKD-AHAMHECTMYECKAA XapaKTepHCTHER
nayuexToe ¢ CFXG
Table 1. Clinical and anamnestic charactaristics of patiants
with familial hypercholastarolemia
XapaKTepHCTHEE KOnMYErTeo NayMEHTOE
Charactaristics Mumbsar of patiants
Mywekal non / Male 5 (B33
Bricwes pipazoeade / Highar education 30500
Pafioramwe  Working 4 [BE, 735)
ApTapHanEHaA THNEPTEHIHA
Arterial hypertension B 1000%)
CredokapgHa / Angina pactoris 4 (BB, T3]
MocTHHG APETHEM KIPOHDCKNERO:
Pust-infarction cardicselersis 3 (s0.0%)
YpECKIKHOS KIPOHAPHOS EHBWATRNLETED
Percutaneous coronary imerantion AlEE T
KopoHApHOE Ly HTHPOEaHHE
Coronary artery bypass graft 203aF%)
CaxapHeli prabier 2 Tuna
Typs 2 diabates mellitus 3(500%)
Arepocknepos GpamouechansHeIX APTERHH
Brachiocephalic athernaclerosis 3 (50,0
Arepocknapoz APTEPHE HHXCHHE KOHEYHOCTEH
Lower extremity atheroaclerceia 1{167%)
Haenagereannocte no WBC / Inhented CHO 233,33%)
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koarynorpassa)l. B eesepuns #acnt 8 nepswifl OsHb roooH-
TANHEAUMH BCEM MALHEHTAM NOIKOHHO EEONHIH SEOMORY-
mab. B panmme yTpeHHNe Yack HATOWAK NoBTOPHD sabupan
KpPOED ANR NPOSENeHNA HCCIS10BaHMTT B ToM e obbene, 9To
H npi noctynnedns. B sToT e neHb nauMeHTOE EMNNCHIES-
nw Ha amBynaropabil sTan nevenns. Yepea 2 Hea. nposoan-
MM MOETOPHYE FOCOHTANHEEAUHED © OOOKOMHDIM BESISHISM
sEonoxymaba u ABykpatHoil ouenkoll napameTpoB THmH-
Adorpammm B GHOXHMHYSCKHX NoKasaTenedl, xapaKTepusy-
jowzix Bes0NacHOCTD NPHMEHEHHA NEKApCTESHHONO mMpena-
paTa (oueHxa GYHKIIH NO4EH, NEH8HH, PeMOCTIEE, HOHHOMD
H yrResogHoro obmena).

B pamxax nepEmdEoll rocOHTaNHEILHH NPOBCAMIACH
sxoKapOHorpadMA © oUSHROH NAPAMSTPOS EHYTPHOSpASH-
HOfl remMonHEaMHEN. HHETO HE NAUHEHTOE HE IMEN TAMEeNod
cepaenoii HegocTatosrocTi. Meanana dpawxunn embpoca ne-
BOMD HeMyooYxa cocTasnana 63,0 [Bh; 68]%.

Bee namentnt nomywanK xomOHMENPOSSHHYVIO XONecTe-
PHECHHMS UG TEpanHky CTATHHAMH B MaKCHMANbHO Nepe-
HOCHMEX OOIHPOBXAN (STOPESCTATHH Ao S0 Mr, poayeacTa-
Tin ao 40 ser) 1 saetanmbon (10 smr). Kpose toro, naunssrs
NPHHIMAENH AUSTHICAMHUHACEYI0 KHcnoTy, [-agpencBnoxa-
Topsl, HHErHGHTOPH SEFHOTeHSHHNpeEpalLaowero Gepses-
Ta —no 4 (66,7%) yenoeera, auTaroHHCTH Kansums — o (50%],
capraent — 2 (33,3%) @epomexa, HHTpaTH H OHYpETHEH —
mo 1 (16,7%) senceesy.

B mccnemyessodi rpynne Ece NamMeHTHl VCNELIHD NPOLITIH
A86 FOCONTAAMEALNE AR OousHsl sddesThEnocTH u Ges-
ONacHoCTH Tepanuy ssonoxymabon. Hexonune snavers m-
MHAOTPAMMEL, 3 TIEWE PESyNILTATH NSpSOrc ESS0SHHA 380-
noxymaba wepes  Hea nocne MEPEHYHON TOCTHMTANMHAALHN
npeacTasnenHnt B Tabmme 2.

Ve wepes 2 wen. nocne nepeoro BBeasHNs asonorymaba
ELIABTIEHD SHIMHTEALHOS CHHMEHIS HHISHCS 3TSpONeHHOOTH,

NpHMEYaHRE. KOTHUSCTEARHEE NONAISTETH TPEAC TARTEHS 8 BHAS MaOHAHS H Z5.50 H 7550 KEADTHIMER. CRSBHNTANEHKA CTATHCTHRACKHA AHAMHS

Hite, Quaniana indicarovs are presamnad 82 mha median snddha 25eh and 7506 guaries Comparative selsics) analyels was parormead waing tha Mann—

Tatmuua 2. [WHaMHEA NOKSIETSNSA MANMOOTPEMEAELL HA DOHS TEDEnHKA SE0N0KYMasoM
Table 2. Tendency of the lipid profile parametars during evoocumab therapy
Mepean roCANTANH3 YRR
First hozpitalization
";',“_“T Bk [0 B3ENEHHA | JTOOM MOCAE MEMROTD BAENE-
Lo SB0M0KYMIGA, 149 OOMOKYMAG,
before the moming aftar the i
) administration of avolocumab,
Qi e, mmone/n
Total cholastaral, 67 [6.2; 7.0] 7058 74]
mimal/L
He-MMHN, swone o
LOL cholesterd, 8,045 54] 411 [3.2;57]
mimol’L
¥e-NNBN, sHonen
HOL chalesteral, 1,22 [1.1; 1,38] 148 [1,13;1,29)
mmal/L
He-MNOHN, weone'n
WLDOL choles-taral, 0,67 [0,44; 1,43] 0,70 [0,44; 24]
mimal/L
TPHrNHLE pns . .
Triglycaridee 145085312 1,74 [0,88; 4, 78]
WHpgi: aTeporeHHncT
Atharogenicity index of 5.0 [4.0; 4] 51[3.%64]
plasma
Anc-A1.rin ) .
APOM, iL 1,75 [1,68; 1,80 254 [1,84;582]
Anc-E.rin . .
APOB, gL 1,59 [0,8E; 1,89 204 [1,7:2.1449)
FETATHAN C IMOMOLLL O NDHTE DN Manta — VHTHH.
Vehimay U pase.

Bropas rocneTanA3awns (Yepes 2 neq)

Second hospitalization (after 2 weaks)

¥TPOM MOCAE BTOPOTD BEE -
A 3BONDKYNAGE,
H

L L

p, ,=0.50
p,,=2.03
=007

F.i‘.-l-
P10
B, ;=060
p,,=2.09
=007

F.i‘.-l-

=011

Pay
F, ;=060
B, o=0.50
B, =072

=0,07

Pus
p, =072
P, =222
=072

F.i‘.-l-

P, =027

P, =068
FI.?JJ'EE
B, =027
P, =027
p, ;=058
p, =007
=007

p.i‘.-l-

=072

Pay

p, =027
P, =560
P, =036

=072

Pay

F, =047
P02
p, =007
=072

Pay

3A[1.0;4.4] 34[26;44)

1,70 [0,86; 2.64] 0,85 [0,4;1,7]
12[4.4:1.9] 1.4 4,04 1,39]
0,63 [0,54; 0 8s] 159 [0,43; 2,32)
13 [0,85;1,88] 33[1.1;5.1]
2.2 [08;48] 24 [1.4;2.85]
1,08 [0,61;1,52]

024 [0,62;1,39)

1,08 [0,61;1,52) 024 [0,62;4,39)
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cenpzerns yposua Xo-JIMHI na 67%. Jlexemie ssonorymabon
HE OKA230C SHAYHMOrO EINAHIS H3 nabopaTopHNe NoRazaTe-
nu Begonacxocti (Tabn. 3).

Taszn ofpasom, JONOHITEDHOS HIZHAYEHHE SEONORYMa0a
nauperTas ¢ HID encoxoro # c4eHD ENCOROND PHOKS, OTHa-
HOLLGIM MERCHMAIBHO EPSHOCHMYRD) S0SY CTETHHOB 1 S88THMEE
M HE DOCTHMSHIINN H3 SToM (OHS LSNSsShi SHIYeHNE THNHAo-
FOEMKALL NOHA3AN0 CEOH SeiTHEHOOTD — EHIYHMOS CHIDHEBHIS
ypeexa Mo-JITTHIT (ka 67% oT nexonsnn sHavesd). [na coxpa-
renns sdbenTa HEOEXOMIMOG AMNTEASHOS NPIMEHSHIE Npena-
pata. [lpit sron ssonosymial Gescnacen, He BHSNIEAST PaSEHTHA
oprassnz guedyerupid. JowymesTsl Boex NaUHSHTOS, NpoWen-
mwx fedese seonowymabom B munmanom uesrpe r. Kemeposo,
manpaenesn 8 Murmcreperee anpasocoparseHin K@.naﬁama InA
MOTyHEHNA aipecHoi! pernoHannecfl nossoumse B wscToRmess
BpenA 2 naunenTa E r. KemepoBo nomyyakoT HeEn I:GI;-I'T'OPH PCSE9
B pameax gapectoli nosoupt B pamigrom wenrpe r CypryTa
4 naumenTa NpoJCIAAOT NpHeM sECoNoxyMala B paMeax perno-
HAMBHOM SApecHO oMo fonpeo o TRAembasn HITO.

3AKNMIOUEHHE

Jugnpylomwes MecTo cpenH NPHYHHE CMEQTHOCTH B pas-
BHTBIX CTPIHAX SAHHMAKT COPASTRO-COoyANCTHE 2abonesa-
HHA, SCCOLUHNPOBAHHENES ¢ aTepocEneposom. Derosxoil dax-
Top pHckd pasEnTHA aTepockneposa — HIIO. Cywectayer
RaTeropus nauneHToE o TAemwmH HIIO (exntoqan CIHC),
V HOTOPHIX CTAHDAPTHAR XONECTEPHHCHHMANILGR TEpanHa
OHASHIEASTCA HEQOCTATO4WHO sddbeRTHEHOM ANA ACCTHHE-
HHA WeNeShX SHA4YSHHI norazaTenedl THNHIorpamyeL. Y na-
LHEHTOE ELICOROMD H O48Hb ERICOXOND PHOKA 3TO YRYIILEST
NpOrHCE HE-28 YEEMHYOHHA PHCKA PAEBNTHA COPOSTHO-CO-
cyancTox coborriil. B Taxux cnygasx metogom embopa ans
HHTSHCHHEALHE XONSCTEPHHCHHEA owel TepantE ABMA-
lOTCA HOSDIE MHNHACHHZAlOWNE NpenapaTs — HHrHONTO-
poi PCSKD, manpumep ssonokymab (Penata). Jlunnanne
LEHTPH MOCYT CTATh OPraHHSIUNCHHON ocHoBOfi Mapo-
pyTHEaWMN nanueHToE ¢ TRzenwve HI1OD ons noemnuenna
DOCTYNHOOTH CoBpemexHofl, sddbexTHEHO! nexapoTBEH-
HOH TepaniiL

Mokazarens ! Paramatar

MoueenHa, mwone/n f Urea, mmol/'L

Kpearusue, mERone n. Cragtining, mmolL

(Ewymi Ganupybing, meonen s Total bilinbin, mmol/L

Mpswani Ganupyind, mEane'n Dirsct bilrubin mmolL

Imrkoaa, wmonen f Glucoss, mmol/L

Kaumail, maons/n ¢ Potassium, mmolL

HaTpuii, mmcnen £ Sadium, mmol/L

0wy Geno, rin/ Total protain, o'l
AnanwnamsnoTpancehepasa. En/n /' Alanine aminotranafarass, unitall

AenapraraMuHoTpanedepaza, Enfn/ Aspariata aminoiransferaza, units’L

MparpambnHoEsIH MADERE, % £ Prothrombin index,

AKTMEHPDBAHHDE Y8CTHYHOE TPUHGONNACTHHOEDR EREHA, ¢
Activabad partid thromboplastin tima, &

dintipiroren, rin / Fibrinogen, g'lL
TpomiivHoeoe spesn, ¢¢ Thrombin time, &

PaeTeopHMENE chHlPHH-MOHOM APHEE KOMINEKERL MG
Soluble fibrin monomer complaxes, mg#

Bpema dmbpuponsaa, weH {Fibrinolysis ime, min

Anurpomting L % ¢ Ardithrombin 111, %

Wihinay U tast. For all indleans — p-0.08.

Tagmaua 3. JuHaMuEa nadopaTopH B NOKAZATEN2A Ge20NACHOCTA TEDAMHK
Table 3. Tendency of laboratory indicators concenring therapy safety

"EPEJ]. NEPBLIM BBE[EHHEN

MexayHap0QH8 HOpMAMME0EAHHDE DTHOWEHKE ! Intarnationa normalisstion ratio

IBDNOKFHAGE

Bafore the first administration Befora the sacond administra-
ot cumab tion of evolocumab
5553, 7.7 g3 4.8, 8,0]
104,38 [35; 128] 847 [F2 443]
14,2 [7.5; 15] 134 [8,2421]
AT [44 72 55 (3.5 6,5
6.1 [5.7; 6.3 60 [5664]
46(4.2,50] 4443 48]
143,2 [140; 48] 142 [136; 144]
70,7 [68; 74] B9.2 [B% 71]
40,7 [22; 5] 3,323, 58]
20,2 [18; 35 2417 2]
0,95 [085; 022] 0,98 [0,82;1.1]

1082 [108; 147]

Mepep eTOpLIM EREREHAES
JsonoKymaba

1031 [35,1; 10]

27,8 [24.8; 27.5] 27 B [26; 27.3]
20027;3,4] 28(21;3.2]
13,0 [12;149] 123 [13; 15.8]
4.2 (35 3,5] 51035 50]

BA 6 7] BA[ED;7.0]

7,2 [ 7, 402) 1028 [87; 107,7]

MpHMaYaHAE, KHUSCTESHHES NOME2STETH MPEAC TARTEHL 8 BHOS MagWaHs W E5.r0 M 750 KeapTHimed. COSaHHTamEHEA CTATHCTHRACNHA aHanHs
FLTOMHAH CMOMOLL A0 NPHTE T Makia — VHTHM. o0 eoax moxaasranad p.0,05.

Mote, Quamniana indizancrs are presanied a8 mha median and tha 25th and 7&h quarnies. Comparanve smavisncal analysis wes parormead using the Mani-
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