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Pe3romMme

enn. Uonunnas pacnpocmpanenrocms cemediron cunepxonecmepunemun (C1'XC) 6 Poccutickon Pedepayuu
neussecmma. Lleavro  nacmosmezo  uccredosarnus A6UAacy  OYeHKa B0IMONCHOCHIN  CBOCEDEMENH020  6bLABAEHIUA
arozo 3abosesarusn u IPPeKMUSHOCHIN NeUOHBIX U QUAZHOCIIUYECKUX MEPONPUANIULL ) AUY C BbIpANCEHHON
eunepxoeciepureMueil.

Martepuansl M METOAL. B nepuod ¢ dexabps 2013 200a no dexabps 2016 200a 6 sedyuyem u pecuonansivrx
Meduyurckux yenmpax: Gt 6xarouero 1027 Goavmsix: ¢ yposiem obupezo xonecmepuna (OXC) 2 7,5 mmons/ 2
uf wau yposmem xonecmepura aunonpomendos nusxod naommocmu (XC AHIT) = 4,9 mmons/a, umo seeno
6 0CHO8Y Opeanusayu pabonv: HayuonaasHozo Muozoyermposozo pecucmpa no CI XC (PoCl'XC). Hngopmayus
10 nayuenmam 3anoculacs 6 IAeKPOHILYI0 MeOUYUHCKYIO CUcmeMy U codepacata dartivie 1o OyerKe KAUHUYECK020
cmanyea u Paxmopos pucka anepockaeposa, AUnUOHLIX napamenpos Kposi, IXoxapouozpagu u JynaeKcHozo cka-
Huposanua Gpaxuoyedpaviivrx apmepuil u darivie no nPOSOIUMOMY JCUEHUIO ¢ YeAbI0 KOHINPOAA AUNUI0E KPOH.

Pesyawrarsl. Cpednue yposnu aunudos xposu cocmasansu: OXC 9,2+ 2,0 mmons/ s, XC AHIT —
6,3 11,7 mmons/ 4, aunonpomenda(a) An(a) — 37 £ 44 me/ on. Tlosviumenneiii yposens An(a) (Gosee 30 mz/ 01)
swra6.¢e1t Y 38% auy. Ilpu naruuun ssipascenion nepsuuron I XC seposmmocnn sviasnernus CL'XC docrmuzaem
20%. Axs mouroil nocmarosku ouaziiosa 00C/maniouno nPUMEHUNIL BPOCIIOL KOMNIEKE 00616006a1is, 0CHOSAHbII
Ha MOOUDUYUPOEatHbIX KPUIMEPUAX 20AAAHOCKUX AUNUOHBLX KAutuK. Lacmoma tasHaderus cunoaunudemMuneckor
mepanuu e npeswviuiaen 25%, docmucere yenesozo ypostia XC AHI L wpaiine nuscoe. Hemurnnyrw pacnpocmpa-
HEHHOCHIL 6 PAMKax NPOeKmIa OYeHuns Heg0IMONCHO 6 C6A3U ¢ 11eM, U0 60 MHOZUX YeHmpPax 6KAIHUANU GONbHEIX
¢ yonce ussecrmmwim uau seposmsim duazrosom C1XC. B yeasx ceoespemerriotl duazrocmuk u aeyerus, ysenude-
nug ungopmuposanmocmu spayert 06 C1' XC, Hayuonansroe obugecrnso no usyueruro amepockaeposa paspaboniano
Kpamkue pexomendayuu no duactocmure u saedenuro CI'XC u Mmemoduueckue pexomendayuu no opearusayun
MEQUYUHEKOT NOMOMYU GONBHBIM ¢ HACACOCTIBEHNBIMIL AINEPOZEHIBIMU HAPYULEHUAMY AUNUOHO20 00MeHa.

3axnrouenwme. Cemednyro cunepxonecmepuremuro 6 PO omauvaen necsoespemeriran duaztocmura npu 6e1coxot
pacnpocmparenocn, HU3Kaa uHGOPMUPOSaAHHOHIL EPayell U NAYUeHN08 0 3a00.1e6aN U, NAOXAT NPUBEDIHCEHHOCIIb
UNOAUNUOCMUYECKOT mIepan ¢ Kpatire peokum docmucerisem yeaesozo yposra XC AHI L.

KiIxo4ueBbI€ CIIOBA: ceMelias cunepxonecimepume]ius, pecucnip, amepockaepos, npogduiaxmuxa.

Results of the Russian research program on the diagnosis and treatment of patients with
familial hypercholesterolemia. High prevalence, low awareness, poor adherence
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Goal. The true prevalence of familial hypercholesterolemia (FH) in the Russian Federation is unknown. The purpose of
this study was to assess the possibility of timely detection of this disease and the effectiveness of therapentic and diagnostic
measures in persons with severe hypercholesterolemia.

Materials and methods. Between Decenrber 2013 and December 2016, 1027 patients with a total cholesterol level
(OC) 2 7.5 mmol/ | and/ or a low-density lipoprotein cholesterol (1.DL) cholesterol = 4.9 mmol/ | were included in the
leading and regional medical centers, which formed the basis for the organization of the work of the national multicenter
register on the FH (Register of FH). Information on patients was recorded in the electronic medical system and contained
data on the evalnation of the clinical status and risk factors of atherosclerosis, blood lipid parameters, echocardiography
and duplex scanning of brachiocephalic arteries, and data on treatment conducted for the control of blood lipids.

Results. Mean blood lipid levels were: OC 9.2+ 2.0 mmol/l, LDL. cholesterol 6.3 = 1.7 mmol/l, lipoprotein (a)
Lp(a) 37 244 mg/dl. Elevated levels of Lp (a) (more than 30 mg/ dl) were detected in 38% of individnals. In the
presence of a pronounced primary hypercholesterolemia, the probability of detection of the FH reaches 20%. For an
accurate diagnosis it is sufficient to apply a simple examination complex based on the modified criteria of the Dutch
lipid clinics. The frequency of prescribing lipid-lowering therapy does not exceed 25%, reaching the target level of 1.DI.
cholesterol is exctremely low. The true prevalence within the project is impossible to assess, because many centers included
patients with a known or probable diagnosis of the FH. With a view to timely diagnosis and treatment, increasing the
doctors’ awareness of the FH, the National Society for the Study of Atherosclerosis bas developed short recommendations
on the diagnosis and treatment of FH and methodological recommendations on the organization of medical care for
patients with hereditary atherogenic impairments of lipid metabolism.

Conclusion. Family hypercholesterolemia in Russia is distinguished by untimely diagnosis at high prevalence, low
awareness of doctors and patients about the disease, poor adherence to lipid-lowering therapy with an extremely rare
achievement of the target level of 1.DL. cholesterol.

Keywords: familial hypercholesterolemia, registry, atherosclerosis, prevention.

AKTyanbHoOCTb

Mo AaHHbBIM 3NMAEMMONOTNYECKOro NCCef0BaHNS
SCCE-P® wvactota rvnepavnuAeMUM B PasinYHbIX
pervioHax Poccnmn pocturaetr 60% [1, 2]. B ycnoBuax
aMOynaTopHOM MPaKTUKX BEPOSTHOCTb  BbISIBIIEHWS
rmnepxonecrepuHemmnn (FXC) ete Bbiwe. Tak B Poc-
cunmckoe nccnepgosanue APIO Dby BKtodeHbl 18273
nauveHta (58,9% >XeHLWMH) BbICOKOTO W O4YeHb
BbICOKOIO CEPAEYHO-COCYANCTOrO PUCKA, MOCETUBLLUX
NONUKIVHWKY MO PasfnNYHbIM MPUYMHAM U OABLUMM
cornacue Ha ornpefeneHne ypoBHs obLlero xonecre-
puHa (OXC). IXC 6bina BbisBreHa y 81,3 % XeHWWH
n 78,9% myxuuH [3]. CormacHO pesynsratam Kpyn-
HOro reHomHoro koHcopumyma Myocardial Infarction
Genetics Consortium, BKJIIOHMBLLErO 7 KOrOpT 0bLLen
4YncneHHocTblo 26025 yvenosek [4], YacToTa TaXenow
XC B CLUA (ypoBeHb xonectepumHa IMmnonpoTenaos
HW3Kkon nnotHoctn (XC JIHM) >4,9 mmonb/n) co-
craBnsetr 7%. Pe3ynsratbl COBMECTHOMO Mpoekta Ha-
LMOHaIbHOro 0bLecTBa No U3ydeHuo Atepockiieposa
(HOA) wn He3aBucumon nabopatopun «MHBUTPO»

CBMOETENbCTBYIOT TakXe O BbICOKOM PaCnpOoCTpaHEH-
HocTh B MockBe M MOCKOBCKOW 0DNacTu BbIpakeH-
Hon TXC (13 18000 4enoBek, MOCETUBLUMX OQUCHI
nabopatopun B ceHTOpe 2013 . ypoBeHb obLiero
xonecrepuHa (OXC) > 7,5 mmonb/n BbisiBuAn y 1505
(8%) nu.

MpednoNoXUTENbHO KOMYECTBO UL, C reTepo-
3urotHom copmon CIXC B PO He meHee 300000,
¢ romo3urotHon — 140-280, 1 nogaensiollee Oonb-
LUMHCTBO M3 HMX HA AaHHbIN MOMEHT He BbisiBfieHo [5].
Poccuinckas Hay4HO-MCCnefgoBaTeNbckash NporpamMma
MO CBOEBPEMEHHOW ANATHOCTUKE U TeYeHNIO BOMbHbIX
CrXC Hadvana cBoto paboty ¢ gekabps 2013 roga. Pas-
paboTKa 3MeKTPOHHOM MedUnLIMHCKON cucTeMbl (SMC),
NO3BONSIOLLEN CUCTEMATU3MPOBATbL AaHHbIe Mo OOosb-
HbIM, Jlerfia B OCHOBY CO3[aHWs POCCUNCKOTO peru-
cTpa no cemenHon MXC (PoCrXC). 3MC basupyetcs
Ha cante HauuoHanbHoro ObulecTBa ATepockneposa
WWW.Nnoatero.ru.

ObocHoBaHMe 1 amsanH PoCIXC 6bin nogpobHo
N3M0XEHbI HaMK B Mpenblayller nyonukaumm [6],
1 34eCb Mbl NMPEACTaBUM WX BKpaTLe, yOenms ocoboe
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BHMMaHVe pe3ynsrataM. bbiny noctaBneHbl crnepy-
lolMe 3ada4n: comnocTaBeHne BpuTtaHckimx (Simon
Broome criteria) v kpuTEpMEB ronnaHaCKMX MMNUOHbIX
knunHuk (Dutch Lipid Clinic Network criteria) gmarHo-
cTrkK reteposmrotHon CIXC; BbISIBNIeHME U y4eT BCeX
dopm CIMXC, onpeneneHve ypoBHsa nunonpotenaa(a)
[JIn(a)] v PCSK9 y nunu, ¢ CIXC, oueHka rmnonnnuae-
MUYECKOW Tepanuun 1 4acToTbl JOCTUXKEHUS LIeNeBOro
ypoHs XC JTHI, anutenbHoe HabrnogeHre 3a nuuamm
c CIXC.

MaTepman bl U MeTOAbl

B mccnenoBaHUM BKIIOYAAUM MYXXYUH N KEHLLIMH
B Bo3pacte 18—75 nieT c yposHem OXC 27,5 MMosb /N
n/mnn XC JIHM >4,9 mmonb/n. B nccnegosaHve He
BKJIIOYAINCh NMLA C MOYEYHOM HeOO0CTaTOYHOCTHIO
(knvpeHC KpeaTvHWHa <30 M/MWH), NMeYeHOHHOWM
HEAOCTaTOYHOCTbIO  (TpaHCaMMHa3bl >3 BEpPXHUX

rpaHuL, HopMbl (BIH), 6unnpybuH >2 BIH), runo-
Tmpeosom (TTT >1,5 BIH), OEKOMMOEHCUPOBAHHbLIM
caxapHblM aOmabeTtom (MMKMPOBAHHbLIN reMOrnobuH
>8%), a Takxe OHKOMOrM4ecKnuMM 3aboneBaHUsMM
C aKTVMBHOCTbIO MPOLIECCa B TeYEHMe nocnefHux 5 ner.

Jlnua, BKJIOYEHHbIE B UCCENOBaHNE, NPOXOANIIM
obcnenoBaHve B MeAULMHCKUX LIEHTPaX-y4acTHWKaX
nporpaMmbl (Tabn. 1). OgobpeHne NOKaNbHOMO 3TU-
4eCKoro KoMUTETa MeAMLIMHCKOTO Y4pexXaeHus 1 nog-
nMUcaHre naumeHTamMu NHMOPMUPOBAHHOIO COrmnacus
SBNANUCL 00S3aTeNbHbIMU YCNIOBUAMWU [NS yHacTus
B Mporpamme.

MNocne nognncaHnsa MHPOPMUPOBAHHOIO COrnacus
NaUMEHTbI 3aMOSHANM OMPOCHUK C NMPefoCTaBNeHnem
CBOWX KOHTAKTHbIX AaHHbIX, MHMOPMALMKU O HaNUYmm
(haKkTOpOB pUCKa aTepockiieposa U aHaMHe3a cepaey-
HO-cocyancTbix 3aboneBaHunn, cobniogaemon avete
N NONYHaeMOM JIe4eHUM C OMUCAHWEM TUNOAUMNIE-
MuYeckom Tepanun (puc. 1).

Ta6nuua 1. CnncoK LIEHTPOB-YHaCTHMKOB W1 AaTbl Havana paboTbl C SNEKTPOHHON MeAMNLIMHCKOM CUCTEMO

1 PKHIMK

2 HUNTIIM

3 Kb122

4 BMepA

5 oYMy

6 Y3 COKKL

7 r6QY BIMO YIMY

8 FAY3 MKAL,

9 J1U, Kapenumn

10 KAOL

11 LIBKI MO P®

12 I'bY3 COBb

13 Nab. knvH. nun. PKHMK,
(obbeamHeHa ¢ ueHTpoMm 1)

14 Y3 TKIM15

15 oK uacex

16 KI6Y3 BKb 1

17 HWKW Menmatpum

18 COKB

19 BY3 HNN-KKB 1

20 KMy

MockBsa 431
HoBocmbupck 129
CaHkT-Metepbypr 162
CaHkT-Tetepbypr 24
YensabuHck 92
Camapa 147
EkaTepuHOypr 2
KasaHb 1
MeTpo3aBofck 21
CraBponorb 30
MockBa 21
tO>xxHO-CaxannHck 0
MockBa
Camapa 3
Cypryt 31
Bragmsoctok 5
MockBa 0
Camapa 0
KpacHonap 21
KazaHb 0
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Puc. 1. [lv3aviH nccnegoBaHnsg

+ ToanucaHne MHPOPMMPOBAHHOIO COornacus ANng y4actms B Nporpamme

*  AHKeTMpPOBaHMe OOJbHbIX C LENbio OnpedeneHns Knaccuyieckix aktopos pucka CC3

(3anonHeHe onpocHWKa)

*  Du3nkanbHbI OCMOTP

*  AHanus kpoBu (OXC, XC JTHIM, XC JIBI1, TI) C nCnofb3oBaHMEM OJHNX KOMMepYeckix HabopoB

B Pa3fiM4HbIX LLEHTPaX

*  VIMMyHOMpeMEHTHbIN aHanus — npegeneHHe yposHs Jin(a), PCSK9 B cbiBOpOTKe KPOBU

*  MonekynapHo-reHeTn4eckmmn aHanms reHos LDLR, APOB, PCSK9

+ TpaHcTopakanbHas axokapanorpadums

° yJ'IpraBByKOBOG AynnekCcHoe CKaHMpoBaHWe 3KCTPaKpaHMarnbHOIo oTaesia 6anI/IOLI,quaJ'IbeIX

apTepuin

» [ocTtaHoBKa AMarHo3sa c Ucnosb3oBaHmemM kputepres CalMoHa bpyma 1 ceTu ronnaHackmx

IMNMAOHbIX KINTNHWK

+  3arnonHeHne 3NeKTPOHHOM MeANLIMHCKOM c1ucTembl Ha cante HOA BpadaMu yHacTHUKaMU

MpumedaHmne: CC3 — cepaeyHo-cocyamncTeie 3abonesanus; OXC — obiymii xonectepuH; XC JTHIT — xonectepuH nvnonpote-
mAoB HU3KoM rnoTHOCTK; XC JIBIT — xonecrepuH nmnonpoTemnaoB BbICOKOM naoTHocTy, T — Tpurnyepuasl; Jin(a) — nvno-
npoten a; HOA — Hay4Hoe 0bLecTBO Mo 13yHeHMI0 aTepoCcKIepo3a.

OnpepeneHve nUNUOHOMO NPOGUAA KOHLEHTPA-
ummn: OXC, tpurmuuepngos (Tr), XC nunonpoTenaos
BbICOKOW NNOTHOCTM (J1BIM) B CbIBOpOTKE KPOBM B Nabo-
patopum MHBUTPO nnbo B LeHTpe-yyacTHuKe. Coaep-
xaHwue XC JTHIM Bbluncnsnm no popmyne Gpuasansaa:
XCJIHN=0OXC - XC* NBMN -Tr/2,2 (Mmonb/n). B nc-
CNefoBaTenbCkMX  LeHTpax Opanv obpasubl KpoBw
W xpaHunu npu temnepatype — 70C. OnpepeneHue
KoHUeHTpauun Jin(a) n PCSK9 B cbiBOpPOTKE KPOBU
BbINONHAIN METOAOM MMMYHOMEPMEHTHOIO aHanm3a.

[eHeTUYeCKMI aHanm3 Obi BbINOMHEH ¥ 52 YenoBek
C onpegeneHHon 1 BeposiTHon CIXC, 1 pe3synsratam
3Ton 4acth pabotbl Oyger nocBslleHa OTOenbHas
CTaThs.

Paszpabotka DMC npoBoaunack B BedyLEM LeH-
Tpe-y4acTHUKe B mepuof C anpens no Hosbpb 2014
roga v c sHBaps 2015 roga Obina HavaTta permcTpaums
nauneHToB oH-namH. C mapTa 2015 cuctema Haxo-
ONTCS B OTKPbITOM JOCTyne ANS BCeX MeOMLMHCKMX
LEeHTPOB, y4acTBylolmMx B npoekte. Ha camte HOA
TakXXe Oblfl pa3melleH BUAEOPONVK, ODbACHSIOWMIA
paboty cuctembl (URL: https://noatero.ru/ru/registr-
rosghs). bBonbluas 4acTb BKJIIOYEHHbIX MaLMEHTOB
npolwna obcnefoBaHMe B LIEHTPAX, PACMONOXEHHbIX
B Mockse (PKHIK, Begywmit ueHTp), HoBocnbupcke,
CaHkT-Metepbypre n YensbuHcke.

CTaTUCTNYECKMIA aHANM3 MOMYyYeHHbIX AaHHbIX Bbl-
NONHEH Npy NoMoLLm nporpammbl STATISTICA software
(StatSoft Inc., USA).

Pe3synbraTthbl

KnnHunyeckass xapakTepucTMka NauMeHTOB Npef-
CTaBneHa B Tabnuvue 2. Bcero B AaHHbIN aHanm3 BKIIO-
4yeHo 1027 ©GonbHbix (355 (34,5%) MyX4uMH, 672
(65,5%) XeHWWH, cpeaHnin Bo3pacT 53 romda). Bce
naumenTbl MMenu nepsudHyio [XC. ApTepuasbHyto
rANEpPTOHMIO UMenn 58% y4acTHNUKOB, OTATOLLEHHbBIN
cemenHbIv aHamHe3 no CC3 6biny 38%, 46% Kypunu
Ha MOMEHT MpPOBeAEeHUA UCCNeNOBaHUA WX B MNPO-
oM, 6% nunu, cTpafani caxapHbiM AnabeTtom 2 Tvna.
NBC 6bina BepudurmpoBaHa y 27 % nuu.

CpefHVie ypOBHU TMNNL0B KPOBK coctaBnanmn: OXC
9,2+2,0 mmonb/n, XC JIHM - 6,3x1,7 mmonb/n,
Nn(a) = 37+44wmr/on, PCSK-9 — 382+ 148 Hr/mn.
MoBblILeHHbI ypoBeHb JIn(a) (6onee 30mMr/an) Bbl-
ABneH y 38% nuu. Hamu yCtaHOBfIeHa MOSIOXUTESb-
Hasl koppensauus mexmay ypoBHaMu PSCK9 n Jn(a):
r=0,201, p=0,0030; PSCK9 n XC JIHM: r= 0,17,
p=0,0095; PSCK9 n OXC: r=0,174; p=0,0108;
PSCKOn Tl r=0,216, p=0,00014.

CornacHo OLueHKe C MCNONb30BaHMEM KpUTepueB
CeTU TFONNAHACKUX NUNUAHbIX KIMHWMK (Dutch Lipid
Clinic Network criteria) n OpuTaHCKNX KpuUTEpMNEB
CaMoHa bBpyma (Simon Broome criteria) 20%
BornbHbIX UMenu onpeaenénbii anarHo3 CMXC (puc.
2, 3). CornacHo KIMHUYECKNM KPUTEPUAM OMarHO3
reTepo3urotHon CIXC Obin BbicTaBneH y 220 (21%)
nauverTos, romosurotHon CIXC —y 6 (0,6%) (puc.
4). NMnwb 4eTBEepPTb DOMbHbLIX HAXOOWUINCL Ha rUMO-
UNMAEMUYECKoN Tepanuu Ha MOMEHT BKIIIOHEHUS
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Tabnuua 2. OO6LLas xapakTepucTnka 00CNen0BaHHbIX Y4aCTHNKOB

Bospacr, rogbl

My>KcKom non

NHpoekc maccol Tena, kr/m2
OXC, Mmonb/n

XCJIHM, mmonb/n
XCJIBI, mmonb /1

TI, MMonb /11
C-peakTuBHbIV 6enok, Mr/n
[Mioko3a, MMonb /1
Jlnnonpotena(a), Mr/an
Jinnonpoteng(a) >30mr/an
PCSK9, Hr/mn
ApTepuanbHas rmnepToHns

KypeHue B aHaMHe3e

CC3 B Bo3pacte 0o 60 neT y poACTBEHHMKOB NepPBOro nopsaaka

CaxapHbI amnabet 2 TMna
Nwemmdeckas bonesHb cepaua
VH®apkT MnmokapLa a aHaMHese
YpeckoxXHOoe BMeLLlaTe/IbCTBO

KopoHapHoe LyHTMpOoBaHMe

ATEpOCKNEPOTUHECKOE NopaxXeHVe nepudepruyeckx aptTepuin

weMm4eckni MHCynst

53+ 12
355 (34,5%)
27,345
8,6+1,9
6,2+1,9
1,4%0,5
1,941,2
1,3(0,6-3,7)
5,5+0,8)

19 (8-49) 37+ 44
38%

359 (289-448) 382+ 151
593 (57,7%)

479 (46,6%)

377 (38%)

73 (7%)

275 (27%)

128 (12,5%)

97 (9,5%)
37(3.6%)

97 (9,5%)
35(3,5%)

MpumedaHune: OXC — obumi xonectepuH,; XC JTHIT — xonectepuyH anmnonpoTenaos Hm3kou nnotHocti; XC JIBI1 — xonecrepiuH
IMNONPOTENAOB BbICOKOM MAOTHOCTU, TI” — Tpurnmuepuasl; Jin(a) — nmnonpoteng a, CC3 — cepaeqHoOcocyancTbie 3abore-
BaHws. KomyecTBeHHbIe AaHHbIe npencraBieHbl kak M+SD v megmaHa (1-bivi—3-m1vi KBapTHsb ).

B MccnenoBaHue (puc. 5, 6) B ToM 4ucne 4,2%
KOMOMHALMA CTaTUHOB C 33eTUMUOOM. M3 cTaTnHOB
B MoAaBnsiolleM OONbLUMHCTBE CJy4aeB B PaBHbIX
NponopLMAX WUCNofib30Bany atopBactaTH 1 PO3yBa-
cratvH. Mpwn 3ToM camu OonbHbIE, KakK MPaBUIo, He
cTaBUnIM nepef, cobor 3adady OOCTVXKEeHUs LieneBbiX
ypoBHert XC JTHM 1 He Obinv ocBEOOMIIEHBI O BO3-
MOXXHOCTU TUTPOBaHWA 4,03bl CTaTVHOB.

lNpoBeneHa oleHKa Cephe4yHO-COCYOUCTbIX CO-
ObITM 3a NepBbIV rof, HabnoaeHWs y 234 NaLmMeHToB.
3a nepBUYHbIe KOHEeYHbIe TOHKM ObIN MPUHATBI: Heda-
TaNnbHbIV UHMAPKT MUOKapaa, HedaTanbHbIN NHCYILT,
cepheqHO-CcocyancTas CMepTb, rocnutanmsauma ons
nNpoBefeHMsa peBackynapursaumm. MpekpalleHne npu-
€Ma CTaTWUHOB Y4YMUTbIBANIOCh Kak BTOPUYHAA KOHEYHas
TOYKa. 3a NepBbI rog HabnoAeHVs NepBNYHbIE 1 BTO-
PUYHbIE KOHEYHbIE TOYKW 3aperncTprpoBaHbl He Obinu.

OGcyxaeHne

OTcyTcTBME 3HAHWUIW O pacnpocTpaHeHHocTn CIXC,
a Takxke npobrnema ee HECBOEBPEMEHHOW ANArHOCTU-
KM 1 e4eHnsa akTyasibHa BO BceM Mupe. B 2013 rogy
EBponenckoe Ob6LeCcTBO ATepockyiepo3a BbINyCTUIO
3KCMEPTHYIO CTaTblo, K KOTOPOW OTMEYEHO, YTO B OOnb-
LWMHCTBe CTpaH, Bkmodad CLUA, Kanagy, fAnoHwuio,
NTanuio, nHbopmauma o amarHoctmpoBaHHom CIXC
nMeeTcs MeHee YeM ana 1% cnydaes [7]. OT1a pabo-
Ta NepeBefieHa Ha PYCcCKUM S3blk, B HeW AeTanbHO
OMWCaHbl  BOMPOCHl  3MMOEMUONOrNK, NaToreHesa,
ONArHOCTVKU U NOAXOAbI K ledeHnio. O4HOBPEMEHHO
¢ Poccumckmm permctpom, B CLUA Obin MHMUMMPOBaH
MHOTOLIEHTPOBBIV HaLMOHanbHbIA pernctp Cascade
Screening for Awareness and Detection (CASCADE) of
FH [8]. TeMnbl BKNIOYEHWS NALMEHTOB B aMePUKAHCKIAM
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Puc. 2. BeposaTHocTb cemernHoun 'XC B COOTBETCTBUM

C BPUTAHCKMMU KpUTEPUSMI
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Puc. 3. BeposatHocTb cemertHon 'XC B COOTBETCTBUM

cKputTepmnamMmn ronaHaCckmnxX nnnmnaoHbIX
KIMMHWK

|:| ManoBeposTHbIN

B OnpenenenHbiin
[ BepostHbIi

ManoBeposTHbIN
OnpeneneHHbIN

BeposTHbIN

O
[
(]
]

Bo3zmoxHoO

Puc. 4. PacnpepneneHyie OOnbHbIX B 3aBUCUMOCTA
OT TUMNa CEMEVHOW MMNepXonectepuHeMIMU

Puc. 5. PacnpegeneHue OonbHbIX B 3aBUCUMOCTA

OT MMNONUNUAEMMUYECKOMN Tepannn

. Hewn3BecTtHO
[ rereposurotHas
[] TlomosurotHas

OmEN

bes tepanunn

Ha MoHoTepanum ctaTHamm

Ha KOMOWHMPOBaHHOW Tepanum cTaTMHaMm

Ha opyrow runonunuaeMmnyeckon Tepanum 6es craTHoB

PEerucTp ObIN CONOCTaBMMbI C HALLMM UCCNeL0BaHW-
eM 1 k ceHTabpio 2015 rofa 15 KNVHUYECKMX LLIeHTPOB

Bkiodunm 1867 nauweHtos ¢ CIXC [9]. MeamaHa
ypoBHst XC JTHI Ge3 neyeHus coctaBun 239mr/an,

11
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Puc. 6. HacroTa NnpyMeHeHUs pasnnyHbIX
rMNONUNUAEMNYECKMX NPenapaTos

ATopBacTaTUH
Po3syBacratuH
23eTUMKO + CTaTUH

OOme

CrmBacTaTuH

2.0% 6.0%
,U70

YTO HECKOSIbKO MeHbLUe YeM Cpefy y4acTHUKOB Ha-
Lero perucrpa — 6,2 MMOfb/Jl. BaXXHO OTMeTUTb, HTO
BPa4u-y4aCTHUKM perncrpa BbictaBnsanm ararHos CMXC
0e3 NpUMeHEHUSs KPUTEPUEB, a JULLL MO KITMHUYECKON
KapTuHe B BonbLIMHCTBe cryyaes (55%). B apyrov pa-
OoTe, NpoBeneHHON B KNHKKe Mewo, Poyectep, cpeam
130000 pe3unpeHToB rpaccrBa Onbmcren Obin npen-
NOXEH anropuTM obnerdeHHoro novcka 6onbHbIx CMXC
C MOMOLLBIO 3NEKTPOHHbBIX PErUCTPALMOHHBIX (DOPM,
YTO BMOJIHE COrMacyeTcs C HalwWMm faHHbiMu [10].

B wuTOre npoBefeHHOro HaMy WNCCIefoBaHWA
MOXHO MOCTYNMpPOoBaTh: 1) UCTUHHAA pacnpocTpa-
HeHHOCTb reTepo3nrotHon CIXC B PO Bbilwe, yeMm
1:500, n MoxeT goctvrate 1:250; 2) kputepuu
FONAAHACKUX NNMUOHBIX KITVHUK NpeanoyTutenbHee
NS AMarHoCTUKK reTeposurotHot CIXC B PO; 3)
ypoBeHb JIn(a) >30mr/an BbisBnsetcs y 38% na-
LMEHTOB C NepBuYHON Tsxxenon I'XC, 4To cornacyetcs
C HelaBHO OMNybMKOBAHHbBIMW AAHHBIMU AATCKOMO UC-
CNnefoBaHMA O CyLLEeCTBEHHOM BKnae reHa LPA B pas-
BuTMe CTXC [11]; 4) npy onpefeneHHoON 1 BEPOSTHON
CIrXC nosbliweH yposeHb PCSK9 n nmeercd npamas
KOppenaumsa Mexay 3TM nokasatenemM 1 KOHLeHTpa-
umer OXC, Jin(a), XC JIHM; 5) pa3paboTtaH 1 BBeaeH
B fencteue Peructp 6onbHbix CIXC; 6) paspaboTtaHbi
N onybnmMKoBaHbl KpaTkne pekoMeHAauMmW no ava-
rHocTnke 1 nedermio CITXC [12, 13]; 7) paspaboTaHsbi
N onybnmMKoBaHbl  MeToaMYeckMe  pPeKoMeHAALMN
Mo OpraHv3aumMmM MeauLMHCKOM MOMOLLM OONbHbIM
C HaCNenCTBEHHbIMU aTepPOreHHbIMY  HapyLIeHVAMN

nnnuaHoro obmeHa (HAHJTO) B cybbektax PO [14];
8) pernctp uWHTerpypoBaH B MexayHapoaHbIi
npoekt EAS Familial Hypercholesterolaemia Studies
Collaboration [15]. 3Tn pgoctukeHus  TpebyioT
LanbHENLLIEro PasBUTUA 1 BOMMOLEHNS C yYacTMeM
He TONbKO MEeAMLMHCKMX PabOTHMKOB, HO W Creuu-
anncToB B cdepe 30paBOOXPaHEHUS, COLMANbHOMO
obecrneyeHns, OpPraHoOB rOCyLapPCTBEHHOW BRacTy,
COTPYAHWKOB  CPeAcTB  MacCoBOW  MHGOPMaLMK.
OOHVM 13 BaXkKHbIX HaMpaBfieHWI ABAAETCA COo3[a-
HVYEe MauMeHTCKUX OpraHM3auMi Ona onpeneneHuns
notpebHocten OonbHbIXx ¢ CIMXC, npeactaBneHus
MNHTEPEeCOB OOJbHbIX B FOCYAAPCTBEHHbIX CTPYKTYpax
Ha pervoHanbHOM W depepanbHOM YpPOBHSX, obe-
cnevyeHre 1X IpPUANYECcKon NOAAEPXKKON. BaxHbiMK
33fa4aMy  ABAAIOTCH:  BHECEHWEe  FOMO3UIOTHOW
n Taxenon (PesncTeHTHOM K rMNoNMnMAeMNYecKoN
Tepanumn) reteposurotHo CIXC B CAMCOK pemkmx
(opthaHHbIX, Yactota MeHee Yem 1:10000) 3abone-
BaHWUI C obecneveHneM OecnnaTHbIM MeanLUMHCKAM
neYyeHMeM Mo XU3HEHHbIM MOKa3aHNAM N MOXM3HEH-
HO, nepeHeceHWe kofda |78 Ond pasnnyHbiX PopM
CIXC ©3 3HOOKPWHHBIX 3aboneBaHWn B MepeveHb
KapAVONOrM4eckon HO30MI0TUK; PaHHee BbIfBMEHME
OnM3KMX POLOCTBEHHWKOB, B MEPBYIO ovepefb, AeTel
¢ CIXC; MaplpyTr3aumsa NaumMeHToB C BbISBIEHHOW
npu gucnaHcepwmsauumn OJIM B NnNMOHbIE LEHTPbI
(kaBuHeTbl), cchopMMpPOBaHHbIE Ha Baze NMelLLNXCS
neyebHO-NpodUNakTUHeCKmX y4pexaeHn. HegasHo
Obin onybnmMKoBaH ellle OAWH CTaTyCHbIM 0630p, rae
onpepeneHbl Kputepun Tsxenon CMXC v kateropum
OonbHbIX CMXC B 3aBMcMMOCTM OT ypoBHA XC JIHT]
1 OTBETa Ha NINMWG-CHMXXAIOLLYIO Tepaninm [16].

MpencraBnaeTca BepoOATHbIM, YTO MOKa3aTenu
AMAMAHOIO CMeKTpa BO3MOXHO WCMONb30BaTh A1
BbISIBNEHVA WL, B3pPOCSIOr0 BO3pacta C BbICOKUM
M OYeHb BbLICOKMM PUCKOM CepAedYHO-COCYANCTbIX
OCNoXHeHWW. Mbl Npefnonaraem, 4To BCTPeHaeMoCTb
(akTyanbHas 4dactota) CIXC B Poccum cyliecTBeHHO
BbllUe MO CPaBHEHWIO CO CTPaHaMK C YCTaHOBIEHHOWM
byactotom 1 Ha 500 yenosek. [aHHbIAN aKT MoOXeT
ObITb OHOM U3 MPUYUH BbICOKOW CMEPTHOCTU OT Cep-
[le4HO-COCyancTbiX 3aboneBaHn B Poccun. Pesynb-
TaTbl MCCNefoBaTeNbcko  paboTbl, MNO3BOMAsAOLME
OLUeHUTb CTeneHb HepooLleHk CIXC B Poccuinckon
Qenepaunn, BRepBble MNPeACTaBAAIOT [oKa3aTenb-
Hylo Da3y, Tpebyemylo CUCTEMOWN 3[PaBOOXPAHEHUS
AN M3MEHEHWs MOMUTUKM B OTHOLLEHUM neYeHns
OonbHbIx ¢ CMXC ¢ Uenbio CHUXeHUs cepaeqHo-Cco-
CYAMCTOrO pucka B cTpaHe. Co3daHue 3MeKTPOHHOW
MeOMLMHCKOW CUCTeMbI B pamKax [porpaMmbl Cy>XmnT
NPeLnochINKON A5 Pa3BUTUS CKPUHUHTOBOW PadoThl
Ha YPOBHE NMOMyASLMN 1 KOHTPONSA TEPannn B KINHMU-
Kax 1 NOAVKIMHMKAX.

CornacHo ctatbe 44 ®epepanbHOrO  3akOHa
Poccumckon @epepaumun ot 21 Hosbps 2011 r.
Ne323-D3 «O6 ocHOBax OXpaHbl 340POBbS rPaXAaH
B Poccuickon Mepepaunn» pegkvmmn (opdaHHbIMM)
3aboneBaHuaMM  ABRSIOTCH 3aboneBaHWs, KOTopble
MMeIOT pacnpoCTpaHeHHOCTb He bornee 10 cyyvaes 3a-
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OoneBaHus Ha 100000 HaceneHus. MepedeHb peakmx
3aboneBaHu hopMUpPYeTCs YNOMHOMOYeHHbIM defe-
PanbHbIM OPraHOM UCMOMHUTEIbHOW BIACTU Ha OCHO-
BaHUM CTaTUCTUHECKNX OAHHbBIX M Pa3MELLAETCA Ha ero
oduLManbHOM camTe B ceTu MHTepHeT. Tak B mMo-
cnegHn nepedeHb oT 07.05.2014, pa3MeLLeHHbIN
Ha camTe MWHWCTEpPCTBa 34paBOOXPAHEHMS, BOLUMM
13 215 penkux GonesHerm M HO30MOMMYECKUX FPyn.
CornacHo nocraHoBneHuto npasutensctea N2e403
oT 26.04.2012 1 13 nepeyHst penkux 3aboneBaHWn
BblAeneHo 24 Ho30Moruu, NpUBOALLMX K COKpaLle-
HWIO NPOLOIKUTENBHOCTU XXM3HU U MHBANMOHOCTA
rpaxpaH. CrenyeT OoTMETUTb, YTO HW OfHa M3 POPM
CI'XC, HecMoTps Ha HEeBbLICOKYIO PaCMPOCTPAaHEHHOCTb
N KpanHe HebnaronpusTHbIA MPOrHO3 HEKOTOPbIX
13 HMX, He BOLUJIA HU B NMepeYveHb peakmx HapyLLeHui
nnunmagHoro obmeHa.

Ycunus Bpayen MNpakTU4eckoro 3BeHa AOSXKHbI
ObITb HanpaBneHbl Ha BbisiBIIEHME DOMbHBIX C rUnep-
aMnuaemMuen Npy NEPBMYHOM MpPUEME C MOMOLLbO
obs3aTeNlbHOro  aHanusa KkpoBu. [lpn  Hanmmumm
nosbileHHoro OXC JomkKHO OblTb BbINOSIHEHO [O-
nonHuTenbHoe obcnegoBaHme  (aynnekcHoe cka-
HMPOBAHME COHHbIX apTepun, CTpecc-Tect). [lpw
BepucmKaumm amarHosa CIXC OonbHOM  [OOMXeH
OblTb MOCTaBfIEH Ha Y4YeT, eMy [OSKHbl ObiTb AaHsbl
COOTBETCTBYIOLLME PEKOMEHOALMN MO  U3MEHEHWMIO
obpasa XM3HW, MHDOPMALMS O MEANKAMEHTO3HbIX
N HEMELMKAMEHTO3HbIX BO3MOXHOCTAX Jle4eHus, a
TakXXe O BO3MOXHOCTW MPOBELEHUSA TEeHETNYEeCKOro
aHanm3a kak ans 0onbHOro, Tak U Ans poACTBEHHUKOB
B paMKax KackaLHOro cKpuHuHra. CBOeBpemeHHas
avarHoctka CIXC no3BofisieT He TOfIbKO BOBpPeMS
Ha4yaTb HEODXOAMMOe NleveHne, HO Takxke MO3BOMNseT
BbIIBUTb U POOCTBEHHMKOB MaLMEHTa, HaXOOALLMXCA
B rpynne pucka. Co3naHue egmHoro Bcepoccnmnckoro
pernctpa 6onbHbix CMXC ABNAETCS BaXKHbIM 3TarnoMm
Ha nyTK 6opbObI ¢ 3aboneBaHneM. Mbl Hageemcs, YTo
CKOOPAVHMPOBaHHas pabota MeaNUMHCKNX LEHTPOB
B Hallewn CTpaHe MO3BOSUT OLEHWUTb HaCToALME Mac-
WTabbl AaHHOW NPobnemMbl 1 pa3paboTaTb U BHEAPUTH
B OOLLEMEOMLMHCKYIO NPaKTUKY 3P deEKTUBHbIE MEpSbI
OMAarHOCTVKM 1 neveHus aHHoro 3aboneeaHns. Obpa-
LLaET BHUMAHME HM3KafA YacToTa Ha3Ha4YeHNs CTaTUHOB
Ha MOMEHT BKJTIIOYEHWS B perncTp. MNpuymH 3ToMy MO-
XET ObITb HECKONbKO: 1) OTCYTCTBME MHPOPMUPOBAH-
HOCTM MaumeHToB 0 dakTe XC 1 ee NoTeHLMaNbHOM
OMacHOCTW NS 3M0POBbS; 2) YAOBNETBOPUTENIbHOE Ca-
MOYYBCTBME OOMbLUMHCTBA naumeHTos, MBC Obina Be-
puduumpoBaHa nwb B 18% cnyyaes, a oynnekcHoe
CKaHMPOBAHWE COHHbIX apTePU ANS OLEHKM HAMYmS
W CTeneHn aTepoCcKNepoTUHecKoro nopaxeHus Bnep-
Bbl€ BbINOMHANACh ML B paMKax SAaHHOW Nporpam-
Mbl; 3) HM3Kas MPUBEPKEHHOCTb paHee HazHaYeHHOM
Tepanuu ctaTuHaMun. B pesynbtaTe, [axe C y4eToM TOoro,
4TO YeTBepTb Y4aCTHUKOB UCCNeLOoBaHUSA Haxo4mnach
Ha rMNoONUNMAEMUNYECKON Tepannu, CPeaHNI YPOBEHb
XCJMHI cocraBnan 6 MMosib /1. B ronnanackom mnccre-
[LOBaHUN BbIIO A0KA3aHO, YTO NPUMEHEHWE CTETVHOB
npu CIXC NPpUBOANT K CHUXEHWUIO YaCTOTbl CepAeYHO-

COCYAUCTbIX OCNoXHeHnn Ha 30% [17]. B cootBeT-
cTBUK C EBponenckmmMm pekomeHgaumamm 2016 roga
no BeAeHWIo ONCINNUAEMUN, NPV HESMDPEKTNBHOCTA
CTaTUHOB ON15 OOCTVXKEHUA LefieBoro yposHa XC JIHI
y OONbHbBIX O4YeHb BbICOKOrO CeprAeYHO-COCYAMNCTOrO
pucka (Hanpumep, codetanne CMXC un MBC) cnenyet
K Tepanuu NpmcoenvHUTL 33eTUMnG 1/nunn npeacra-
BUTENS HOBOIO KJlacca JIMMUA-CHUXAoLWMX Cpencrs
nHrmbutopos PCSK9 anunpokymab mnu sBonokymab
[18]. B nevyeHunun Taxensix opm CIXC ctaHOapTHas
MeAMKaMeHTO3Has Tepanusd ManosdexkTneHa, ONs
YNy4YLIEHNS NPOrHO3a 3TUX OOMbHBLIX TPebyeTcs Npu-
MeHeHMe adepesa NMNonpoTeNoB U HOBbIX KIaccoB
JIMMOTPOMHBIX MPenapaTos, UCMOMb30BaHME KOTOPbIX
ABngeTca goporocroawmm. [Ana apdekTnBHOMO okKa-
3aHUSA NOMOLLM 3TUM DOMbHBIM HeobXxoAMMa rocyaap-
CTBEHHaA NOALEPXKKA.

3akKsoyeHve

B Poccun BbICOKMe nokasaTeNnin cephedyHOo-Cco-
cyamcTon 3aboneBaeMoCT M CMEPTHOCTU  OT4aCTW
00yCnoBeHbl HeAOOLEHKOW 3HAYMMOCTU rmnepxore-
CTEPUHEMUN, B TOM YMCTe ee HacNeAcTBEHHbIX (ce-
MenHbIX) dopm. PacdetHoe 4yumcno GonbHbix CIXC
B ctpaHe 287 000 u4enoBek, MpuW 3TOM WCTWHHaA
PaCNpPOCTPaHEHHOCTb MOXET OKa3aTbcs Bbilwe. OgHako
OmarHos BblHocuTcs CIXC CTaBUTCS KpalHe peako,
npexne BCEro, K3-3a HW3KOW OCBeOMIIEHHOCTU
Bpayen o MpOosBIEHUAX U KpuTepusx 3abonesaHus.
B pesynbrate nogasnatoLLee 4nco naumeHTtos ¢ CIXC
He nomnyyaloT afekBaTHOW Tepanuu. Mexay Tewm,
CI'XC - 3aboneBaHue C N3BECTHBIMW 1 3HPEKTUBHBI-
MW MeTofaMu nedeHus. [ocne yCcTaHOBNEHWUS LAHHOTO
[VarHo3a OofbHble C TeTepPO3UrOTHLIMK  (hopMaMm
CI'XC pomxHel nonyyats rMnonunuoeMm4eckyto Tepa-
nuio (aTopBacTaTH M PO3YBaCTaTUH B MaKCMMasbHO
NepeHOCUMbIX 003aX U B KOMOUHALMM C 33eTUMMOOM)
C LLeSIbio 3aMefiieHns pasBUTNSA aTepoCKiieposa m npe-
JOTBPALLEHNS ero OCNIOXHeHUW. [Ans roMO3MroTHbIX
N PE3NCTEHTHOW reTepo3nNroTHOM hopM abCcomoTHO
nokasaH adepes NMMNONpPoTeENaOB N HOBblE NUNUA-
CHUXatoLWMe npenapatbl — MHMMbuTopsl PCSKI. Uc-
nosib3oBaHue perncrpo CIXC no3BongeT ynyyuTb
[VArHoCTVKy 3aboneBaHus, MNOBbICUTL 3 MEKTUBHOCTb
JIEYEHMS U 3HAYVIMO CHU3UTb PUCK CePLEYHO-COCYaN-
CTbIX OCNOXHEeHWW. [MpakTn4eckM BpayaM B CBOeW
MOBCEHEBHOW MpakTVke CledyeT  MCNonb30BaTb
cneunanbHo pa3paboTaHHble peKkoMeHOaumMn eBpo-
NeNCKUMW 1 OTeHYEeCTBEHHBIMM SKCNepTaMU.

BnarogapHOCTU N KOHMNNKT UHTepecoB
Pabota BbinonHeHa npu  nogdepxke  IAS

Independent Grant for Learning & Change, AstraZeneca
(SSCRES0179), OO0 AMaXxeH.

vzz07

MepepoBas cTtaTbs "” | | ‘

13



‘ | | | "I MepepoBas cTtaTbs

CIIMCOK JIHTEpATypPHhI

1. Metelskaya VA,Shalnova SA, Deev AD,Perova NV,Gomyranova NV,Litinskaya OA, Evstifeeva SE,Artamonova GV,
Gatagonova T. M. Grinshtein Yul,Duplyakov DV,E fanov AYu,Zhernakova YuV.,Il'in VA, Libis RA, Minakov AV,
Nevzorova VA,Nedogoda SV,Romanchuk SA,Rotary OP,Trubacheva 1A, Shlyakbto EV,Boytsov SA. An analysis of
the prevalence of indicators characterizing the atherogenicity of the lipoprotein spectrum in residents of the
Russian Federation (according to the ES-RF study). Prophylactic medicine. 2016; 19 (1): 15-23. Russian (Me-
menvckaa BA, llanvnosa CA,Jlees AJ], [leposa HB,Tomwvipanosa H B, /Tumunckas OA, Escmugeeea CE,Apmamonosa
I'B,I'amazonosa TM, I punmmeiin 10U, ]l ynaaxos JIB, Epanoe AlO, Kepuaxosa 0B, Havun BA,Tubuc PA, Munaxos AB,
Heas3oposea BA,Hedoz00a CB,Pomanuyx CA,Pomape OII, T py6anesa HA, Ulaaxmo EB,boiiyos C.A. Anaaus pacnpo-
CIMPAHCHHOCIYU NOKA3AMeaet, XapaxmePu3yomux amepPozeHnocms Cnekmpa Junonpomenros, y xumenei Poccutickol
Gedepayuu (no Oannvim uccaedosanun IC-P®). Il poduaaxmuneckan meduyuna. 2016,19(1):15-23.

2. Shalnova SA,Conradi AO,Karpov YA Kontsevaya AV,Deyev AD Kapustina AV,Khudyakov MB,Shlyakbto YeV,
Boytsov S A. Analysis of mortality from cardiovascular disease in 12 regions of the Russian Federation,
partici pating in the study <«Epidemiology of cardiovascular disease in dif ferent regions of Russia». Russian
Journal of Cardiology 2012;5:6-11. Russian. (llaanoea CA, Koupaou AO,Kapnos KA, Konyesas AB,Jlees AJl,Kany-
cmuna AB, X yoaxoe MBb, llasxmo EB, Botiyose C.A. Anaaus cmepmuocmu om cepPoeuro-cocyoucmsix 3aoonesaruti 6 12
pezuonax Poccuiickoii Pedepayuu, yuacmeyiomux 6 uccae0osanu «Inuoemuonozus Cepoeuno-cocyoucnmoie 3a00.1e6anusA
6 pasuuix pezuonax Poccuu ». Poccutickuti xapouonozuueckuti xypran,2012,5: 6-11).

3. Akbmedzhanov NM,Nebieridze DV,Safaryan AS,Vygodin VA Shuraev AYu,Tkacheva ON, Lishuta AS. Analysis
of prevalence of HVin outpatient practice ( According to AG research): Part 1. Rational Pharmacotherapy in
Cardiology 2015,11(3):253-60. Russian (Axmedxanos HM, Heouepuose JIB,Capapsn AC, Buzooun BA, Ulypaes AI,
Txaueea OH,/Tumyma AC. Auaau3 pacnpocmpanennocmu I'Cé ycaosuAx amoyaamoproti npaxmuxu (no OAHHbIM Uc-
caedosanusa Al ). wacme 1. Payuonansnas @apmaxomepanus 6 Kapouwonozuu 2015;11(3):253-60).

4. Kbera AV,Won HH,Peloso GM,Lawson KS,Bartz TM,Deng X,van Leeuwen EM,Natarajan P,Emdin CA, Bick AG,
Morrison AC,Brody JA,Gupta N,Nomura A, Kessler T,Duga S,Bis JC,van Duijn CM,Cupples LA, Psaty B,Rader
DJ,Danesh ],Schunkert H,MPerson R,Farrall M,Watkins H,Lander E,Wilson JG,Correa A, Boerwinkle E,Merlini
PA, Ardissino D,Salebeen D,Gabriel S,Kathiresan S. Diagnostic Yield and Clinical Utility of Sequencing Familial
Hypercholesterolemia Genes in Patients With Severe Hypercholesterolemia. JA Coll Cardiol. 2016;67:2578-89.

5. Karpov YA Kukbharchuk VV.Boytsov SA. Consensus Statement of the Russian National Atherosclerosis Society
(RNAS) Familial hypercholesterolemia in Russia: outstanding issues in diagnosis and management. Journal of
Atherosclerosis and Dyslipidaemias 2015;2(19):5-16. Russian. (Kapnos I0A K yxapuyx BB, Boiiyos C.A. Kowcencycnoe
3aaeaenue Poccutickozo HAWUORAILHOZ0 obwecmaa amepockaepoda (PHHA) Cemeiinasa eunepxonecmepuremuss 6 Poccuu:
Hepeuennie 80nPOCy: OudzHocmuxy u aeuerus. X ypuan amepockaeposa u oucaunudemuu 2015,2(19): 5-16).

6. Safarova MS,Sergienko IV,Ezhov MV,Semenova AE,Kachkovskii MA,Shaposhnik 11, Gurevich VS,Voevoda MI,
Nikitin YP Kukharchuk VV,Karpov YA Russian research program on diagnosis and treatment of patients with
familial hypercholesterolemia: rationale and design of the Russian Register on familial hypercholesterolemia.
Atherosclerosis and dysli pidemia. 2014,3(16):7-20. Russian (Cagaposa MC,Cepeuenxo HUB,Exoe MB,Cemenosa AE,
Kauxoeckuii MA, ll anownux HU,T'ypesun BC, Boesoda MU, Huxumun I0H,Kyxapuyx BB,Kapnos KA. Poccuiickaa na-
YUHO-UCCACO08AMENLCKAA NPOZPAMMA 1O C60eBDeMEHHOL OUAZHOCTIUKE U JeueHuI0 DOAbHLIX cemelinoli zunepxoaecme-
punemueii: obocHosanue u ousaiin Poccutickozo Pezucmpa no cemetinoti I'C(PoCI'XC). Amepockaepo3 u oucaunudemuu.
2014,3(16):7-20).

7. Nordestgaard BG,Chapman M ], Humphries SE,Ginsberg HN,Masana L, Descamps OS,Wiklund O,Hegele RA Raal F],
Defesche JC,Wiegman A,Santos RD,Watts GF,Parhofer KG,Hovingh GK,Kovanen PT,Boileau C,Averna M,Boriin
J, Bruckert E,Catapano AL, Kuivenhoven JA,Pajukanta P,Ray K,Stalenhoef AF,Stroes E,Taskinen MR,Tybjxrg-
Hansen A; European Atherosclerosis Society Consensus Panel. Familial bypercholesterolaemia is underdiagnosed
and undertreated in the general population: guidance for clinicians to prevent coronary heart disease: consensus
statement of the European Atherosclerosis Society. Eur Heart J. 2013;34:3478-90a.

8. Langsted A Kamstrup PR,Benn M,Tybjxrg-Hansen A Nordestgaard BG. High lipoprotein(a) as a possible
cause of clinical familial bypercholesterolaemia: a prospective cobort study. Lancet Diabetes Endocrinol.
2016,4(7):577-87.

9. Ezhov MV,Sergienko,IV,Rozbkova TV,Kukbarchuk VV,Konovalov GA,Bazhan SS,Meshkov AN, Ershova Al Gurevich VS,
Konstantinov V0, Sokolov AA,Shcherbakova MYu. Leont’eva IV,Voevoda MI,Shaposhnik 1.I. Russian recommendations
on the diagnosis and treatment of familial bypercholesterolemia. Atherosclerosis and dysli pidemia.
2016,4(25):21-9. Russian (Exoe MB,Cepeuenxo HB, Poxxoséa TB,Kyxapuyx BB, Konosanoe I'A,baxan CC, Mew-
xo8 AH,Epuwoea AU,Typesun BC,Koncmanmurnos BO,Coxonos AA, U[epbaxosa MIO,/1eonmvesa HB, Boesoda MU, Il a-
nownux HH. Poccuiickue pexomenoayuu no OUAZHOCHUKE U JeUEHUID Cemelinol zunepxoaecmepunemuu. Amepock.iepos
u Oucaunudemuu. 2016,4(25):21-9).

14
I ATEPOCKIIEPO3 U AMCAIIAVAEMUAN




MepepoBas cTtaTbs "” | | ‘

10. Ezhov MV,Sergienko,IV,Rozbkova TV,Kukbarchuk VV,Konovalov GA,Bazhan SS,Meshkov AN,Ershova Al,Gurevich
VS, Konstantinov VO,Sokolov AA,Shcherbakova MYu Leont’eva 1V,Voevoda MI,Shaposhnik 1.1. Russian recommendations
on the diagnosis and treatment of familial hypercholesterolemia. Cardiological bulletin. 2017;1:3-11. Russian
(Exoe MB,Cepzuenxo HB,Poxxosa TB,Kyxapuyx BB,Konosanos I'A baxan CC,Mewxos AH,Epuoea AH,I ypesuu BC,
Koncmanmunos BO,Coxonos AA, lllepoaxosa MIO,/1eonmvesa U B, Boesooa MU, Hlanownux HH. Poccuiickue pexomenoa-
yuw N0 OUAZHOCHIUKE U AeueHUI0 cemelinoti zunepxonecmepunemun. Kapouonosuueckuii eecmuux. 2017,1:3-11).

11. Sokolov AA, Alexandrova OYu,Kashtalap VV,Barbarash OL,Ezhov MV Methodical recommendations on the
organization of medical care for patients with hereditary atherogenic disorders of lipid metabolism in the
subjects of the Russian Federation. Atherosclerosis and dyslipidemia. 2016,4(25):14-20. Russian (Coxkon06 AA,
Anexcanoposa OI0 Kawmanan BB, Bapéapaw OJI, Exoe M.B. Memoouueckue pexomenoauyun no opzanu3ayus meou-
YUHCKOLE nOMOWU DONBHBIM C HACACOCMBEHHVIMU AMEPOZEHHbIMU HAD YIMEHUAMU JUNUOHOZ0 00MeHa 6 cyOvexmax PO.
Amepocxaepos u oucaunudemun. 2016,4(25):14-20).

12. EAS Familial Hypercholesterolaemia Studies Collaboration,Vallejo-Vaz AJ, Akram A, Kondapally Seshasai SR,Cole
D,Watts GF,Hovingh GK,Kastelein JJ,Mata P,Raal FJ],Santos RD,Soran H,Freiberger T,Abifadel M,Aguilar-
Salinas CA, Alnouri F, Alonso R, Al-Rasadi K, Banach M, Bogsrud MP, Bourbon M,Bruckert E,Car J,Ceska R,Corral P,
Descamps 0, Dieplinger H,Do CT,Durst R,Ezhov MV,Fras Z,Gaita D,Gaspar IM,Genest J,Harada-Shiba M, Jiang L,
Kayikcioglu M,Lam CS, Latkovskis G,Laufs U,Liberopoulos E,Lin J,Lin N,Maher V,Majano N,Marais AD,Morz W,
Mirrakbimov E,Miserez AR, Mitchenko O,Nawawi H, Nilsson L, Nordestgaard BG,Paragh G,Petrulioniene Z,Pojskic B,
Reiner ,Sabebkar A, Santos LE,Schunkert H,Shehab A,Slimane MN,Stoll M,Su TC,Susekov A, Tilney M,Tomlinson B,
Tselepis AD,Vobnout B,Widiin E,Yamashita S,Catapano AL Ray KK. Pooling and expanding registries of familial
hypercholesterolaemia to assess gaps in care and improve disease management and outcomes: Rationale and design
of the global ESFamilial H ypercholesterolaemia Studies Collaboration. Atheroscler Suppl. 2016;22:1-32.

13. Santos RD,Gidding SS,Hegele RA,Cuchel MA, Barter PJ,Watts GF,Baum S],Catapano AL ,Chapman M ], Defesche
JC,Folco E,Freiberger T,Genest J,Hovingh GK,Harada-Shiba M,Humphries SE, Jackson AS,Mata P,Moriarty PM,
Raal FJ],Al-Rasadi K,Ray KK,Reiner Z,Sijbrands E],Yamashita S. International Atherosclerosis Society Severe
Familial Hypercholesterolemia Panel. De fining severe familial hypercholesterolaemia and the implications
for clinical management: a consensus statement from the International Atherosclerosis Society Severe Familial
Hypercholesterolemia Panel. Lancet Diabetes Endocrinol. 2016,4(10):850-61

14. Safarova MS,Liu H,Kullo I]. Rapid identification of familial hypercholesterolemia from electronic bealth
records: The SACH study. JCin Lipidol. 2016;10:1230-9.

15. Besseling J,Hovingh GK,Huijgen R,Kastelein JJ],Hutten BA. Statins in Familial H ypercholesterolemia:
Consequences for Coronary Artery Disease and All-Cause Mortality. JA Coll Cardiol. 2016,68:252-60.

16. Abmad 7S, Andersen RL, Andersen LH,OBien EC,Kindt I,Shrader P,Vasandani C,Newman CB,deGoma EM,Baum
SJ,Hemphill LC, Hudgins LC,Ahmed CD,Kullo 1],Gidding SS,Duf fy D,Neal W,Wilemon K,Roe MT,Rader
DJ,Ballantyne CM,Linton MF,Duell PB,Shapiro MD, Moriarty PM,Knowles JW. US physician practices for
diagnosing familial bypercholesterolemia: data from the CSADE-FH registry. JCin Lipidol. 2016,10(5):1223-9.

17. deGoma EM,Abmad 7S,0Bien EC,Kindt I,Shrader P,Newman CB,Pokharel Y,Baum SJ],Hemphill LC,Hudgins LC,
Abmed CD,Gidding SS,Duf fy D,Neal W,Wilemon K,Roe MT,Rader D], Ballantyne CM,Linton MF,Duell PB,Shapiro
MD, Moriarty PM,Knowles JW. Treatment Gaps in Adults With Heterozygous Familial Hypercholesterolemia in the
United States: Data From the CSADE-FH Registry. Circ Cardiovasc Genet. 2016,9:240-9.

18. Catapano AL,Grabam I,De Backer G,Wiklund O,Chapman M ], Drexel H,Hoes AW, Jennings CS,Landmesser U,
Pedersen TR, Reiner Z, Riccardi G, Taskinen MR,Tokgozoglu L,Verschuren WM, Viachopoulos C,Wood DA,Zamorano
JL. 2016 ECEAS Guidelines for the Management of Dyslipidaemias. Eur Heart J. 2016,37(39):2999-3058.

15

vzz07






