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KoMIj1aeHTHOCTD NAIMEHTOB C reTePO3UroTHOM CeMeHOM
runepxoJiectepuHemueii: 5 get Haomoaennsa peructpa PEHECCAHC
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Pe3iome

LleAb nccaeroBanmusi. OLEHUTb KOMMNAAEHTHOCTb MALMEHTOB C reTePO3UIrOTHOM cemeiHow runepxorectepuHemueit (reCrXC) s Te-
ueHune 5-AeTHero nepuoaa pabotsl pernctpa PEHECCAHC (Pernctp naumentos ¢ CIXC 1 nauMeHToB o4eHb BbicOKOro cEpaeyHo-
Cocyauctoro pucka ¢ HeaoCTAToUHOM a(phekTBHOCTBIO, MPOBOAMMON MMMOAUTIMAEMUYECKON Tepanmu).
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Y.B. YHybbiknHa

KoMnaeHTHOCTb NaLmMeHTOB C reTepo3MroTHOM CemMerHOMA runepxorecTepuHemmeri: 5 AeT Habatosennst pernctpa PEHECCAHC

Matepuan n metoabl. PEHECCAHC siBAsieTcst OTKPbITBIM, HaLIMOHAAbHbIM, HAOAIOAATEABHBIM MCCAEAOBAHMEM M BKAIOYAET BOAb-
Hbix ¢ CI'XC. MNpoBoanAack oLeHKa hakTOpoB prUCKa aTepOCKAepO3a, aHaMHe3a CePAEUYHO-COCYAUCTbIX 3aboaeBaHuit (CC3), nH-
TEHCMBHOCTU rUNoAnInAemMnyeckoi Tepanuu (TAT). Kaxaomy nauMeHTy onpeaeAeHbl ypOBHM OOLLErO XOAECTEPHUHA, TPUTAMLIEPH-
AOB, XOAECTEPUHA AUMONPOTEMAOB BLICOKOM MAOTHOCTU B CbiBOPOTKE KpoBMW. CoaepxKaHme XOAeCTeprHa AUMONPOTENAOB HU3KOM
naotHoctH (XC AHI) paccuntbiBasn no chopmyae MOpuaBanbaa.

PesyabTatbl. B nccaeaosanme skaodeHo 2317 naumentos ¢ reClXC, n3 kotopbix 58% — xeHwwmH. [pu BKAIOYEHUM B perncTp
59% BOAbHBIX OTHOCMAMCh K KaTeropum BbICOKOTO CEPAEYHO-COCYAUCTOrO pucka. AMHaMUYeCKUin BU3UT NpoBeaeH y 47% naun-
€HTOB, MepuoA HabAloaeHHst cocTaBuA 24 [11; 42] Mec. bOAbHblE C AMHAMUYECKUM BU3UTOM Yallle MMEAU ONPEAEAEHHbI AMarHo3
reCIXC 1 oTAroweHHbI HaCAGACTBEHHbIM aHamHes no CC3, BbiAn MOAOXKe 1 UM B BoAee paHHeM Bo3pacTe anarHoctuposaan CIXC
(p<0,05). Y nauneHToB 6€3 AMHAMWUHYECKOTO BU3MTa BbIAK PacrpOCTPaHeHbl MOAMULIMPYeMble (pakTopbl pucka (p<0,001). Cpean
MaLMEHTOB BbICOKOTO CEPAEYHO-COCYAMCTOrO pucka 54% 60AbHbIX MOAyHaAn AT, odeHb BbICOKOro — 86%. 3a Bpems HabAloAeHMs!
B perncrpe AoAa npuiumMaiownx FAT naumMeHToB yBeAnumaach € 59 A0 78%, B TOM YMCAE CTaTUHAMM B PEXMME BbICOKON MHTEH-
CMBHOCTM C 36 A0 54%, B KOMOMHALIMK C 33€TUMUOOM — C 15 A0 34%, uHrnbmutopamm PCSK9 — c 4 a0 14% (p<0,001 arst Bcex).
LleaeBoro yposHsi XC AHIT aocTturam 13% nauneHToB. AaHHbIE CUMYASILLMOHHOMO aHaAM3a MPOAEMOHCTPUPOBAAM, YTO AAST AAEK-
BaTHOro KOHTPoAst ypoBHa XC AHI, He menee 92,5% 60AbHbIX € reCIXC B perncrpe AOAXHbI MOAyHaTb TPEXKOMMOHEHTHYI0 AT
CO CTaTMHaMM, 33eTUMMOOM 1 nHrnbutopamm PCSK9.

3akAloueHue. 5-AeTHee HabAloaeHue 3a ydacTHuKamu pernctpa PEHECCAHC aeMOHCTpUpYyeT yBeAnyeHne MCNOoAb30BaHUS MHO-
FOKOMIMOHEHTHBIX CXEM A€HeHMsl, HO HEAOCTAaTOYHOE AASl aAeKBATHOrO KOHTpoast XC AHT.

KatodeBble cAOBa: reTepo3nUroTHasi cemeriHasl rrnepXoAeCTepPUHeMUs; PerncTp; aTepOCKAEPOTUHECKME CEPAEYHO-COCYAUCTbIE 3a-

6OAEB«3HMH,' TUIMOAUTTMAEMMYECKas Teparims.
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Abstract

Objective. To evaluate compliance of patients with heterozygous familial hypercholesterolemia (heFH) for 5-year period in the RE-
NAISSANCE registry (Registry of patients with familial hypercholesterolemia and very high cardiovascular risk with insufficient ef-
fect of lipid-lowering therapy).

Material and methods. The RENAISSANCE registry is an open, national, observational study and includes FH patients. We ana-
lyzed atherosclerosis risk factors, history of CVD and adherence to LLT. Serum total cholesterol, triglycerides, high-density lipo-
protein cholesterol were measured in all centers. LDL-C level was defined according to Friedewald formula.

Results. The study included 2317 heterozygous FH patients (58% of female); 59% ones had high cardiovascular risk. Follow-up vis-
its were conducted in 47% of subjects, median follow-up period was 24 months [11; 42]. Such patients had a definite heterozy-
gous FH and hereditary history of CVD. They were younger and diagnosed with FH at an earlier age compared to patients without
follow-up who had more common modifiable risk factors (p<0.05). In the group of high cardiovascular risk, 54% of patients re-
ceived LLT, in the group with very high cardiovascular risk — 86%. The number of patients taking LLT increased from 59% to 78%
throughout the follow-up period (statins at the highest dose — from 36% to 54%, combination with ezetimibe — 34% from 15%,
PCSK9 inhibitors — 14% from 4% (p<0.001)). The target LDL-C level was reached by 13% of patients. Simulation analysis data
showed that at least 92.5% of patients with heterozygous FH in the registry must receive combination of statins, ezetimibe and PC-
SK9 inhibitors for adequate LDL-C control.

Conclusion. A five-year follow-up of participants in the RENAISSANCE registry shows more common combinations of LLT. Nev-
ertheless, it is insufficient for adequate LDL-C control.

Keywords: heterozygous familial hypercholesterolemia; registry; atherosclerotic cardiovascular diseases; lipid-lowering therapy.
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BBeaeHue

leTepo3uroTHas cemeiiHasi TUTEPXOJIECTEPUHEMUST
(reCI'’XC) — HanboJjiee pacmipocTpaHEeHHOE MOHOTEHHOE Ha-
pyIIEHNE TUTIIHOTO 0OMeHa C ayTOCOMHO-TOMUHAHTHBIM TTy-
TeM HacnenoBanus [ 1, 2]. CorylacHO MOCIEeTHUM STTUAEMUO-
JIOTUYEeCKUM OlleHKaM, pacripoctpaHeHHOCTh TeCI'XC B mupe
nmocrturaet 1:313 wenoBex [3], B Poccun — 1:173. CyberpaTom
st reCITXC siBsieTcst HATMYMeM MaTOTeHHBIX WIIK BEPOSITHO
MaTOT€HHBIX BAPUAHTOB HYKJIEOTUAHBIX TTOCTEI0BATETbHOCTE
B TeHax, KOAUPYIOUINX PELENTOPhI JUTIOTPOTENIO0B HU3KOM
rtotHoctH (LDLR), anmo6enkaB (4P0OB) u mpopOTeMHKOH-
BepTasbl cyoTunusun/kekcuH 9 tuna (PCSKY) [4]. Kymynsa-
TUBHOE BO3JEHCTBME KpaiiHe BHICOKOTO YPOBHS XOJIEeCTepU-
Ha JUIonpoTennoB H13Koi mioTHoctu (XC JIHIT) Ha mpo-
TSDKEHWU BCEl )KM3HU aCCOLMMPOBAHO C yBEINYEHUEM pUCKa
Pa3BUTHS MTPEXIEBPEMEHHBIX CEPAETHO-COCYIUCTHIX 3a0071e-
BaHuit (CC3) aTepocKIepOTUYECKOTO reHe3a U UX OCJIOKHE-
HUI, a TaKXKe MpeXaeBpeMeHHO cmepTu 60ibHBIX ¢ CI'XC
[5]. TToxxu3HeHHast xojecTepruHOBas Harpy3ka y 00J1bHOTO
40 net ¢ reHeTndyecku noarBepxkneHHoit CI'’XC cormocraBu-
Ma ¢ TakoBoit y 70-netHero nauueHTta 6e3 CI'’XC [6]. [Tauu-
entol ¢ CI'XC, naxe mpu OTCyTCTBUM aT€POCKIIEPOTUIECKIX
CC3, oTHOCSTCS K TPYIIe BHICOKOTO PUCKA, a PU UX HAJU-
YUY — K TPYIINEe OYeHb BHICOKOTO PUCKA PA3BUTUS CEPAEIHO-
COCYIMCTHIX OCIOXKHEHUI. BBICOKOMHTEHCUBHAS CTATUHOTE-
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parnusi, 93eTUMUO U TIpernapaTsl U3 Kjiacca uHruburopos PC-
SK9 pekoMmeHnmoBaHbl K puMeHeHUI0 y manneHToB ¢ CI'XC
Kak B TIEPBUYHOI, TaK U BO BTOpUYHOU mpodmiaktuke. Tepa-
MHST CTAaTUHAMHU B PeKMMe BBICOKOU MHTEHCUBHOCTH aCCOLIM-
nposaHa co cHikeHueM ypoBHst XC JIHIT na 50%, cratuHamu
B COUETAHUU C 33eTUMUOOM — Ha 65%, U TPEXKOMITOHEHTHAsI
T'JIT ¢ uuruéuropamu PCSK9 — Ha 85% [1, 7]. HecmoTpst Ha
BBICOKYIO 3 (DeKTUBHOCTD TUMUACHUKAIOUIEH Teparmuy Ma-
nas poinst 6onpHBIX CI'XC nuarHocTupoBaHa, a Cpeau Moy-
gatomux [JIT auins Manas yacTb JOCTUTAET LETEBBIX YPOB-
Heit XC JIHIT BBUOY HETOCTaATOYHOTO MCITOJIb30BAHUS KOM-
OMHUPOBAHHBIX cXeM JieueHus [2, 4, 8]. B 2021 r. BcemupHoOit
nHunnartusoii Familial Hypercholesterolemia Studies Collab-
oration (FHSC, NCT04272697), nonnepxxuBaemoit EBporieii-
ckum O61ectBoM ATtepockiieposa (European Atherosclerot-
ic society [ EAS]) mpencraBiieHo nuccaenoBaHue, BKIIOYUBIIEES
6oJee 42 toicsta manueHToB ¢ reCI'XC u3 56 cTpaH-y4acTHHUII,
B TOM YMCJIe TTAlIMEHTOB U3 poccuiickoro peructpa PEHEC-
CAHC (Peructp mammenToB ¢ CI'’XC u maumEHTOB oueHb BbI-
cokoro cEpneuno-Cocynucroro pucka ¢ HenoCTATouHO# 3(h-
dexTuBHoCThl0, TPOBOAMMOII TUTIOTUTIMIAEMUYECKO Tepa-
muu, NCT02208869). MeHee nosioBuHb natimeHToB ¢ CIXC
B riiobaibHoM peructpe noayyanu [JIT. [laxe HecMoTpst Ha
BBICOKYIO PACIIPOCTPAHEHHOCTh TePauy CTATUHAMU B TPYTI-
T1€ MOJTyYAIOIINX JTUTTUACHIDKAIONIYIO JIeUeHNe, CPETHIE YPOB-
Hu XC JIHIT ocraBanuch kpaiitHe Beicokumu (4,2 [3,2; 5,7]
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MMouib/1n), nuib y 2,7% nauneHtoB ¢ CIXC KoHLEHTpalust
XC JIHIT 6buta Hke 1,8 MMOJIB/J1, 1 Yallle BCEro OHU Mpu-
HUMaJI KOMOMHUPOBaHHBIe cxeMbl JieueHwus [8]. [IpemcraB-
JeHHas1 paboTa MOCBsIIeHa OIleHKE KOMITJIAeHTHOCTH Talli-
eHToB ¢ reCI'XC B TeueHmne 5-J€THETO Meproaa padboThl pe-
ructpa PEHECCAHC.

MaTepuaA U METOAbI

Peructp PEHECCAHC sBsieTCsl OTKPBITHIM, HAllMOHATb-
HBIM, HAOTIOIaTeIbHBIM HccenoBanueM [9]. BkimoueHue 601b-
HBIX TPOBOAMIIOCH B 36 1IeHTpax-y4acTHUKax u3 21 peruoHa PO
3anepuon ¢ 2017 mo 2022 r. B uccnenoBaHue BKITIOYAIVCH Al -
enThl crapiie 18 et ¢ reCI'XC, nuarHocTupoBaHHOM € UCTIONb-
30BaHMEM KPUTEPUEB TOJUTAHACKUX TUMUIHBIX KTMHUK (Dutch
Lipid Clinic Network). [Tpy mocTaHOBKe TarHO3a yYUTHIBATIU
CeMEIHBIN 1 MepCOHaNbHbIN aHaMHe3 paHHuX CC3, runepxo-
JIeCTepUHEMUIO Y POICTBEHHUKOB, (heHOTUTTNUECKUE TIPU3HAKI
CI'XC (cyxoXmibHBbIE KCAHTOMBI ¥ JTUTIOUIHYIO YTy POTOBU-
1IbI) ¥ MaKcuMasbHoe noBbieHue ypoHst XC JIHII. B 3aBu-
CHMOCTH OT HAJIMYUSI T€X VJIA MHBIX TPU3HAKOB, TOTyUYeHHbIE
GaJuTbl CyMMHUpOBavch. [1py Hammumm ot 3 10 5 6aU10B Bepu-
dunmposanu Bodmoxuyio reCI’XC, ot 6 o 8 6a10B — Bepo-
SITHY10, O0Jiee 9 6aJIIOB COOTBETCTBOBAJIO OTIPENIEIEHHOMY Tra-
rHo3y reCI'’XC. Bce yuacTHUKM McceI0BaHUS TTOAMMCAINA UH-
¢opmMupoBaHHOE coriacue, MocJie Y4eTo OHU ObUTH OTIPOILIEHBI
U OCMOTPEHBI BpauaMU-yJyacTHUKaMu peructpa. Ha kaxmoro
MalreHTa 3aBefieHa MHANBUIYaIbHAs perucTparioHHast hop-
Ma B OyMaxKHOM U 3JIeKTPOHHOM Buze. COop aHaMHe3a BKITIO-
yasi THOOPMAIIUIO O COOTIONEHNN TUETHI, HATMIUU (PaKTOPOB
pucka atepockieposa 1 umerommxcst CC3, npueme IJIT (Bun
U KJIACC JIMTIMICHMKAIOIIETO TIpernapara, [aBHOCTb IPUMeHe-
Hus). BeicokonHTeHCUBHBIM pexkumoM [JIT cumranu atop-
BactatuH 40—80 Mr uu posyBactatrHa 20—40 Mr, peskuMOM
YMEPEHHOU MHTEHCUBHOCTH — aTopBacTtaTuH 10—20 mr, po-
3yBactaTuH 5— 10 Mr, cumBactatuH 20—40 Mr, muTaBacTaTUH
2—4 MT, 1 HU3KOMHTEHCUBHOM Teparnueil — mpueM cuMBacTa-
tuna 10 MT, utaBactaTuHa 1 mr. JIniia, BKIIOUeHHBIE B MicCTie-
JOBaHNe, TIPOXOIMIIN NCXOIHOE 1 KOHTPOJIbHOE 00CIe10BaHe
B MEIUIIMHCKUX LIEHTPaX-y4aCTHUKAX TPorpaMMebl. B Kaxmom
LIEHTPE BBITTOIHSUIY OTIpeie/IeHI e YPOBHST OOIIETO XOTIeCTepr-
Ha (OXC), tpurnuuepunos (TT'), xonecteprHa IMIONMPOTENIOB
BbIicokoit TutotHocTu (XC JIBIT) B chiBopoTke KpoBu. Comep-
xxanue XC JIHIT paccuuTsiBanu mo popmyie @puasanpaa: XC
JIHIMI=0XC—XCJIBIT—TT /2,2 (mmomab/n). Conepxxanne XC
He-JIHII paccuntbiBamm o popmyne: XC He-JIBII=OXC—XC
JIBIT (Mmonb/11). B HEKOTOPBIX LIEHTpaX OIpenessiii ypOBeHb
nunonpoTeunna(a) [JIr(a)] u mpoBoauIM TeHETUYECKUIT aHATN3
nucniununemun. ['unepnaumnonporenneMun(a) COOTBETCTBOBA-
Jla KOHUeHTpauus Jumnonpotenna(a)>30 mr/m.

[MoBTOpHBIN (IMHAMWYECKWIT) BUIUT TMPOBOIUIICS TIPU
JUYHOM KOHTAKTe Bpay-TMalUeHT WK B popMaTe MHTEPAKTUB-
HOTO MHTEPBBIO (2IEKTPOHHAS MOYTa UM TeJehOHHBIN 3BO-
HOK). Ha ntuHamMmmnueckom Bu3nte oieHUBaIM 3OGeKTUBHOCTh
npuHumaemoit I'JIT u npu HeOOXOAMMOCTU MPOBOIUIN KOP-
pekuuio JeueHus. B ciydae, eciiu manmeHT epeHec B Mpea-
LIECTBYIOLINI TOBTOPHOMY BU3UTY TIEPUO[T CEPACTHO-COCYAM-
CTO€ OCJIOXKHEeHME, MH(POPMAIINIO PETUCTPUPOBAIIN B UHIUBU-
JyaJIbHOU perucTpairioHHoi hopme 6OIBHOTO.

COop 1 aHaNM3 TAaHHBIX OCYILECTBIIsSIETCS Ha TuiaTopme
Quinta (CBuaETETHCTBO O TOCYIAPCTBEHHO PETUCTPALIMU TTPO-
rpammbl DBM Ne2016615129 «YHUBepcaIbHbBII ITPOrpaMMHBILiA
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KOMIUIEKC ISt cOopa, 00pabOTKU U yIpaBIeHUsT TEPPUTOPU-
AJTBHO pacTpeneIeHHbIMUA KITMHUKO-3MUIEMUOIOTUIECKUMU
MAHHBIMU B peXrMe yIaleHHOro noctymna «Quinta», mpaBooo6-
nanatenb AO «AcToH KoHCanTHHT»).

CraTtuctnyeckass o06paboTka MpOBOAUIIACH C TIOMOIIIHIO
nporpaMMHoro obecrnieueHus IBM SPSS Staistics, Bepcus 24;
IBM USA.

Pe3yAbTaTnbl

B uccnenosanue Bxitouens! 2317 naruenTtos ¢ reCIXC:
978 (42%) myxuun u 1339 (58%) xenumH. Ha MoMeHT miep-
BOTO BM3UTA TPYTIIA BBICOKOTO CEPIEYHO-COCYANCTOTO pUCKa
Brumounia 1375 (59%) 6osbHBIX, 04eHb BBICOKOTO — 942 (41%).
HNuuamuyeckuii Bu3uT rnposeneH y 1080 (47%) 6oabHbIX, 1 475
(21%) umenu 6oJee 2 BUSUTOB. BOJILHBIM ¢ HAGJIOIEHNEM Ya-
e BepuuimpoBaH omnpeneiaeHHbI nuarHo3 reCIXC (n=505;
47%) B cpaBHEHUH C MALMEHTaMU 06€3 TMHAMUYECKOTO BU3UTA
(n=387; 31%), p<0,001. Meaurana HaOIOICHUS TSI TALIUEH-
TOB C TMHAMUYECKUM HaOmoaeHeM coctaBuia 24 [11; 42] mec.

J11s1 KCTpanoNSILMY TTOJTYYeHHBIX JAHHBIX Ha BCEX Al -
€HTOB PeTUCTPa ObLT TPOBEIEH CPABHUTEIBHBIN aHAIN3 XapaK-
TEPUCTUK OOJBbHBIX ¢ MOBTOPHBIM (n=1080) 1 63 MOBTOPHO-
ro Busnta (n=1237). B tada. 1 mpencraBiaeHbl KIMHUKO-IEMO-
rpacduyeckue nanHbie manueHToB ¢ reCIXC ¢ nnHaMyecKnum
BU3UTOM U 0€3 HaOI0AeHUS.

[MaieHTH! ¢ TMHAMWYECKUM BU3UTOM OBLITH MOJIOXKE, -
1e UMEeJTU OTSTOLIEHHBIN HaclenCcTBeHHbIN aHamHe3 o CC3
1 UM B 6oJiee panHeM Bo3dpacte auarHoctuposamu CIXC. Cpe-
I GOTBHBIX O3 TMHAMUYECKOTO BU3UTA ObUTU pacTipocTpaHe-
HbI MoIUbUIIpyeMble (aKTOphl prcKa, TAKME KaK OKUPEeHUe,
KkypeHnue u rurieprorus (p<0,001). eHoTUNTMYECKME TPU3HA-
k1 CI'’XC 1 BBITIOTHEHHBIM TeHETUIECKU I aHAJTN3 TUCITUTIVIE-
MUIf Yallle BCTPeYaInch y MallMeHTOB C IMHAMUYECKUM BU3U-
oM (p<0,001). B Gosbirem KonyecTBe OHU OBLIU TTPOOAHIAMK
u umenu ponctBeHHUKOB ¢ CI'XC, HabII0MaeMBbIX B PETUCTPE.

HecMoTpst Ha TO, 4TO MaLIMEHTHI 63 AMHAMUIECKOTO BU-
3UTa Yallle UMeIN UIeMUYecKyio O0Ie3Hb cepia 1 TMOCTUH-
(apkTHBI# Kaparockiepo3s (p<0,01), 6oyee TpuBep>KEHBI K Ha-
OJTIONIEHUIO B PETUCTPE OBbUIN OOJTBHBIE C OTIEPATUBHBIM JIEUeHU -
€M KOPOHApHBIX apTepuil, CTEHO3UPYIOLIUM aTePOCKIEPO30M
nepudepuuecKux apTepuii 1 CTEHO30M a0PTaTbHOTO Kiama-
Ha (p<0,01).

[IpoBeneH aHanu3 moArpynn namrveHToB ¢ U 6e3 [JIT
B 3aBUCUMOCTH OT HATMIUST TMHAMUYECKOTO BM3UTa (TabI. 2).
B rpyrnine HaTUBHBIX O0JBbHBIX TTPUBEPXKEHbBI HAOII0IEHU IO Obl-
JIM MAllMEeHTHI ¢ 6osiee BeicokuMu ypoBHsiMu OXC, XC JIHII,
XC ne-JIBIT u runepiunonporennemueii(a) (p<0,001). Torma
Kak B rpyrrne npuHumatomux [JIT 60JbHBIX TTPU BKIIOYEHUU
B PETUCTP JIUIIb TUTIEPIUTIONPOTENAeMHUsI(a) OCTaBaNIaCh yIep-
KMBAIOLINUM JIJIsT HaOmoaeHUs B peructpe pakropom (p<0,05).

B Ta6a. 3, A npencrasieHa yactora nnpumeHenus [JIT
U € UHTEHCUBHOCTH B 3aBUCUMOCTHU OT BEPOSITHOCTU TUATHO3a
reCI'XC y manmeHTOB 6e3 TMHAMUYeCKOTO HAaOMIONEeHYSI B PeTH-
ctpe (n=1237). B aT0ii rpynme ucciaenoBaHus NPy BKIOYCHUN
B peructp 747 (60%) 6onbHbIX puHuMau [J1T. BHe 3aBucumMo-
ctu oT BepositHocTu nuarHo3a reCI'XC vaine ncmonb3oBaiach
Teparnust CTATUHAMU B PeKMMe YMEPEHHOU 1 BHICOKOW WHTEH-
CUBHOCTH, TPETh OOTHHBIX IIPUHUMAJIA 3eTUMUO, Teparusi pe-
naparamu u3 kiacca uHruouropos PCSK9 Berpeuanacs penko.

B Ta6a. 3, b B nmoka3ana yactora npumeHenus [JIT u ee
WHTEHCUBHOCTH B 3aBUCUMOCTHU OT BEPOSITHOCTH AMArHO3a
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Tabamua 1. KAMHMKO-AeMOrpad)M‘IECKMe AdHHbI€ MALUEHTOB C reTepOBMrOTHOﬁ cemeiHoMn FMI‘IerO/\eCTepMHeMMeﬁ B 3aBUCMMOCTHU OT Ha-

ANYUA AMUHAMUYECKOIO BU3UTa

Table 1. Clinical and demographic data of patients with heterozygous familial hypercholesterolemia depending on follow-up visits

Moxasatens C IMHAMUYECKUM Bes nuHammuyeckoro p
BusuToM (n=1080) Busuta (n=1237)

My3KCKO¥A 10T 442 (41%) 536 (43%) 0,2
Bospacr, et 54,0+£14,3 55,2+13,2 <0,05
Bospact nocranoBku aquarto3a CI'’XC, net 47,4+13,7 50,15%+12,5 <0,001
Bo3pact BKIIIOUEHUS B PETUCTD 50,0£13,8 51,7%£12,5 <0,01
OTsronIeHHbIN HacaencTBeHHbIM aHaMHe3 1o CC3 (K55 neT My>XKUMHBI, 352 (33%) 340 (27%) <0,01
<60 KeHIIMHBI)
OTATOLIEHHBIN HACJIEACTBEHHBI aHAMHE3 110 TUIIEPX0JIECTEPUHEMUM 654 (61%) 751 (61%) 0,9
Munekc maccnl Tena >30 m? 235 (22%) 362 (30%) <0,001
Kypenue 129 (12%) 228 (19%) <0,001
T'unepronust 560 (52%) 728 (60%) <0,001
CaxapHblii TuabeT 50 (5%) 49 (4%) 0,4
KcanTombr 376 (35%) 284 (23%) <0,001
JlumowuaHas Tyra poroBUIIbI 151 (14%) 101 (8%) <0,001
leHEeTHYECKOE TECTUPOBAHKE TIPOBEIEHO 148 (14%) 108 (9%) <0,001
ITO3UTUBHBII TECT TEHETUKU (CPeIU MALMEHTOB C TTPOBEAEHHBIM aHATU30M) 82 (55%) 69 (64%) 0,2
WHneKcHbIA nmanueHT (IpobaH) 956 (89%) 1046 (85%) <0,01
MHeKkcHbIe NalKreHThbl, Y KOTOPbIX €CTh BKIIOUEHHbBIE B PETUCTDP POACTBEHHU - 61 (6%) 33 (3%) <0,001
ku ¢ CI'’XC
CepIeuHO-COCYAMCThIE 3a00IeBAHMS

NBC 409 (38%) 558 (45%) <0,001

Bospact manudectamu UbC 47,7+10,7 47,6%8,7 0,9

HudbapkT muokapaa 161 (15%) 237 (19%) <0,01

YpecKOKHOE KOPOHAPHOE BMEILATENILCTBO 188 (17%) 196 (16%) 0,3

KoponapHoe 1ryHTrpoBaHue 91 (9%) 67 (6%) <0,01

CTeHO03 a0pTaTbHOTO KJIaraHa 68 (6%) 49 (4%) <0,01

CTeHO3UPYIONINIT aTEPOCKIEPO3 COHHBIX /W apTePHil HUKHUX 68 (6%) 50 (4%) <0,01

KOHEYHOCTEN

OcTtpoe HapyllleHue MO3rOBOI0 KPOBOCHAOXKEHWSI/TPAH3UTOPHAST 43 (4%) 51 (4%) 0,9

HIIeMHnYeCKasd aTaka

ITpumeuanue. CTXC — cemeitnas runepxonecrepuHemust; CC3 — cepueuHo-cocyauctole 3adoneBanust; MBC — niemMunyeckast 60ye3Hb cepatia.

TabAnua 2. VicxoAHble MoKa3aTeA AMMIMAHOTO NMPOUAS Yy NALMEHTOB C U 63 rMNOAUMMAEMUYECKOl Tepanuu B 3aBUCUMOCTHU OT NpuBep-

YKEHHOCTM K AaAbHeiilleMy HabGAloAeHUIO B peructpe (n=2317)

Table 2. Baseline lipid profile indicators in patients with and without lipid-lowering therapy depending on adherence to further follow-up in the registry (n=2317)

[TaumeHTs! 6€3 TUMOMUITUAEMUYECKON
Tepanuu (IaHHbIE C TIEPBOrO BU3UTA)

TTanmeHThl MPUHUMAOIIME TUTTOIM -

NUICMHUYCCKYIO

Tepanuio (IaHHbIE C IEPBOTO BU3UTA)

TToxazarenb P
C IMHAMUWYECKUM  0e3 AuHaAMMIJe- C IMHAMUYECKUM 03 TMHaMuue-
BU3HTOM B CKOTO BU3HUTa BU3UTOM B CKOTO BU3HUTa

peructpe (n=586) (n=1764) peructpe (n=494) (n=473)
OO61IMIT X0IeCTEPUH, MMOJIb/JT 9,2+1,9 8,7£1,8 <0,001 6,412,1 6,6+2.0 0,1
XC JIHII, mmonb/n 6,8+1,9 6,4+1,9 <0,001 4,3+1,9 4,4+1,8 0,4
XC JIBIT, mmoJtb/1 1,5+0,4 1,5+0,4 1,0 1,340,4 1,440,4 <0,001
Tpurauuepuabl, MMOJIb/JT 1,7£1,0 1,8%+1,0 0,1 1,5+0.8 1,841,3 <0,01
Jlunonporewn(a), mr/mwt 19 [8;57] 12,5 [5;39] 0,06 30 [11;100] 26 [10;93] 0,3
XC ne-JIBIT, Mmmosb/n 7,7+1.,9 7,3%1.,9 <0,001 5,1£2,1 5,1+1.,9 1
Jlumonporenz(a)> 30 mr/mwr 70 (12%) 38 (5%) <0,001 70 (14%) 46 (10%) <0,05

ITpumeuanue. XC JIHIT — xonectepuH aunonpotenioB HU3Koit miotHoct; XC JIBIT — xonectepuH JIMnonpoTenaoB Bbicokoii miotHocTr; XC He-JIBIT — xore-

CTEPUH, HE BKJIIOYAIOLIMIi JIMTIONPOTEUIbI BBICOKOI IJIOTHOCTH.
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Tabanua 3. Yacrota npumenenunst TAT U ee MHTEHCUBHOCTbL B 3aBUCUMOCTHU OT BEPOSITHOCTU AUArHO3a reTepo3uUroTHON cemenHol runepxo-
AeCTEPUHEMMM Y MALUEHTOB 0e3 AMHAMUUYECKOTO HabAloAeHus B peructpe [A], ¢ AsuHaMnueckum HabAlOAeHHem B nepBbiii [B] u nocaeanmii

Bu3uthbi [B]

Table 3. Incidence of LLT and its intensity depending on probability of heterozygous familial hypercholesterolemia in patients without dynamic follow-up in the reg-

ister [A], with dynamic follow-up in the first [B] and last visits [C]

TunonumnuaeMuyeckast Tepanwsi (MaueHTbl 6e3 TMHAMUYeCcKOro Busnra), n=1237

A BepositHOCTB
anarHosa CI'XC  yyrencusrocTs aropBacTaTMH pPO3YBAaCTaTMH  TMUTaBacTaTMH cuMBactaTMH 33etTuMud MPCSK9  bes IUIT
BosmoxHas Huskas 1(0,3%) 3(1%) 14 (5%) 11(4%) 156 (51%)

VMmepeHHas 22 (7%) 21 (7%) 2 (1%)
Bricokas 31 (10%) 45 (15%)
BeposrHas Huskas 1(0,2%) 4509%) 7(1%) 202 (39%)
YmMmepenHast 48 (9%) 30 (6%) 7 (1%) 4(0,8%)
Boicokas 82 (16%) 90 (17%)
OmnpeneneHHast Huskas 76 (17%) 1(0,2%) 132 (29%)
YmepeHHast 37 (8%) 18 (4%) 3(0,7%) 2(0,4%)
Bricokas 59 (13%) 121 (27%)

B BeposiTHOCTD TunonununemMuyeckas Teparnus MepBblil BU3NUT (C AMHAMUYECKUM Bu3uTOM), =1080
aunartosa CIXC  yyrepcuprocTs aTopsacTaTMH  posyBacTaTHH — NMTAaBacTaTMH —CcUMBAacTaTMH  o3eTumn6 uPCSK9  Bes TIIT
BosmoxHas Huskas 1(0,4%) 3(1%) 15 (6%) 3(1%) 132 (54%)

VMepeHHas 27 (11%) 22 (9%) 1(0,4%) 3(1%)
Bricokast 16 (7%) 22 (9%)
BepositHas Huskas 2(0,6%) 2(0,6%) 1(0,3%) 49(14%) 12(3%) 132 (37%)
YmMepeHHast 28 (8%) 23 (6%) 2(0,6%) 1(0,3%)
Bricoxkast 44 (12%) 62 (17%)
OnpeneneHHast Huskast 1(0,2%) 2(0,3%) 113 (18%) 29 (5%) 175 (28%)
YmepeHHast 26 (4%) 39 (6%) 3(0,5%) 5(0,8%)
Beicokas 81 (13%) 161 (25%)

. BeposiTHOCTb IimonmmnunemMmryeckast Tepanust MOCJAeIHNN BU3UT (ITALIMEHTHI C TMHAMUYECKIUM BU3NTOM), n=1080
auartosa CIXC  yyrepcupHocTs  aTopBacTaTMH — po3yBAaCTATHH MHMTABACTATHH CHMBACTATHH 33eTuMuG nPCSK9  Bes [T
BosmoxHas Huskas 2(0,7%) 1(0,4%) 46(17%) 4 (1,5%) 87 (31%)

VMmepeHHas 27 (10%) 37 (13%) 1(0,4%)
Bricokas 19 (7%) 53 (19%)
BeposrHas Huskas 3(0,7%) 1(0,2%) 99(23%) 39(9%) 61 (14%)
YmMepeHHast 28 (7%) 24 (6%) 2(0,5%) 4 (1%)
Bricoxkast 65 (15%) 101 (24%)
OnpeneneHHast Huskast 1(0,1%) 241 (29%) 112 (13%) 86 (10%)
YmepeHHast 18 2%) 37 (4%) 9(1%) 5(0,6%)
Bricokas 99 (12%) 234 (28%)

reCI'XC y maumeHToB ¢ TuHAMUYeCKUM HAOJTIOIEHUEM B TIep-
BbIii ¥ TocenHuit Bu3uTHl (n=1080). HabmoneHue B peructpe
YBETUYIIIO TPUBEPKEHHOCTH MAIIMEHTOB K MHUIMAILINY Tepa-
uu, 10Jist 601bHbIX puHuMatomx [JIT Bo3pocia ¢ 59 mo 78%.
Taxcke BoIsiBNIeHa TeHAeHIUs K nHTeHcudbukanuu [JIT Ha nu-
HaMMUYeCKUX BU3UTAX, TPEUMYIIECTBEHHO 3a CUET TPUMEHEHMSI
KOMOWHUPOBAHHOU TEPAITUY C 336 TUMUOOM (JI0JISI TALIMEHTOB
Ha KOMOMHMPOBAHHOU TE€PaINuy CTATUHAMU U 33eTUMUOOM yBe-
muuniack ¢ 15 1o 34%) v unru6uropamu PCSKO (¢ 4 1o 14%).

Kaxk y manirieHToB 6€3 THaMUYeCKOTo BU3UTA, TaK U TP~
BEPKEHHBIX K HAOMIONEHWIO B PETUCTPE HAOTIOAATaCh OOIbIIIast
KOMIUTIA€HTHOCTb K MHUIIUALIUY ¥ MHTEHCUDUKALINY TUTIONH -
MUIEMUYECKON Teparnuu 1o Mepe yBeJIMUeHUs] BEPOSITHOCTH
nuarHo3a reCI'XC (cm. Taoum. 3).

Cpenu 2317 maunentos ¢ reCI'XC u3 perucrpa, B rpyrmre
BBICOKOT'O CEPIEYHO-COCYINCTOrO prcka 735 (54%) GOIbHBIX 110~
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nygamu [JIT, ouens Beicokoro — 808 (86%). Ha puc. 1 ipencras-
nensl nannbie o [JIT u yacToTe TOCTMXKEHMSI 11e7IeBOTO YPOBHS
XC JIHIT y HabGmomaommxcs B perucTpe mauueHToB. MHuIM-
auust [JIT nposeneHa y 19% 6GosbHbix ¢ reCI'XC, B ToM unciie
YBEJTMUUIIACH AOJISI TPUHUMAIOIINX CTATUHBI B PEKUME BBICO-
KOIf MHTEHCUBHOCTH Ha 18%, B KOMOMHALIMY C 936 TUMUOOM —
Ha 19%, u TpexxkomnonenTtHoit [JIT, BKIouaroIeil TakKe H-
ruburopbl PCSK9, Ha 7% (p<0,001 wis Bcex). CTOUT OTMETUTD,
YTO KOJIMIECTBO MAIMEeHTOB Ha Teparnuu nHruoutopamu PCSK9,
BHE 3aBUCUMOCTHY OT MPUMEHEHUST MOHO- ¥ MHOTOKOMITOHEHT-
HBIX cXeM JiedeHusl, nocturio 14% (p<0,001). Yacrora noctu-
xkenus ueneoro yposus XC JIHIT yBenuunnacs ¢ 2 o 13%,
p<0,001 (menHee 1,8 MMOJIB/J 11T BBICOKOTO pcKa U MeHee 1,4
MMOJTb/JT [UTSI O4eHb BEICOKOTO CePIIeUHO-COCYANCTOTO PUCKA).

HNuumanusa v uareHcudukanusa [JIT mpusena K 3HaYUMO-
MY CHIDKEHUIO YPOBHS aT€POT€HHBIX TUTIOTIPOTEUI0B (pHc. 2).
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Puc. 1. TunoAunnaemuyeckas Tepanus M HacToTa AOCTMXKEHUSI LIEA€BOTO YPOBHSI XOA€CTEPUHA AUMONPOTEUAOB HU3KOM MAOTHOCTHM Y MaLu-
€HTOB C reTepo3UroTHON cemeiiHoM runepxoaectepuiemueii (n=1080).

Fig. 1. Lipid-lowering therapy and achieving the target level of low-density lipoprotein cholesterol in patients with heterozygous familial hypercholesterolemia
(n=1080).
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Puc. 2. AuHamuKa nokasarteaei AMIIMAHOTO NPO(MUAS y MALUEHTOB C FeTEPO3UTOTHON CemeitHOl runepxoaectepuHemueii (n=1080).

Fig. 2. Lipid profile indicators in patients with heterozygous familial hypercholesterolemia (n=1080).

Cpemu 2317 maunentoB ¢ CI'XC mpu BKITFOUEHUHN B PETUCTP
1000 (44%) ne npunumanu [JIT. Mubopmalusi 0 npudrHax,
10 KOTOPBIM TePaIusi CTATUHBI HE NCIOJIb30BajIach, OTMEUeHa
y 858 mauneHToB. [1peBanupyoiiemMy O0JIbITMHCTBY UHTUOUTO-
poi TMTI'—KoA—penykra3sbl He ObUIM PEKOMEHIOBaHbI (1=386;
45%) v 110 JINYHOMY PELICHUIO MallMeHTa He IPUHUMAJIN CTa-
THUHBI TPEeTh 601bHBIX (n=302; 35%) (puc. 3, a).

Cpenu 1080 maimeHTOB ¢ HaOMOIEHUEM B peructpe y 277
(26%) oTMeueHa MpuYrHa, o KOTOPOI Teparinsi CTaTUHbI HE 1C-
0JIb30BaJIaCh Ha IMHAMMYECKOM BU3UTE: OOJIbIIIAst YaCTh 00JIb-
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HBIX OTKa3bIBaJIaCh OT MHULMaLK Tepanuu 181 (65%) (puc. 3,
0). Hu B omHOM cityuae nmuTeIbHOTO TIprieMa CTATUHOB He Ha-
GJIIOIAJIOCHh PA3BUTHST pabIOMUOJIU3A.

CuMyISIMOHHDI aHATTH3
Hamu mpoBeieH cuMyIsLIMOHHBIN aHATTN3 TSI OTIpeieie-

HUSI IOJIU MTAlIMEHTOB B PETUCTPE, KOTOPbIEC JOCTUTHYT Liejie-
Boro ypoBHs1 XC JIHIT Ha MOHOTepanuu cTaTUHAMU B peKME
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Mpwu BKAKOYEHUM B pEerncTp,
n=858

1%

a/a

. He Ha3HaueHbl Bpayom (n=386)

. HexenaHue npuHumMars nekapcTeo (n=302)
. HenepeHocumocTs ctatnHoB (N=52)

. OtcyTtcTBre addexTa (n=14)

. Mpoyee (n=97)

Bbicokasi cToumocTb nekapcTsa (n=7)

Ha guHamunuyeckom Busute,
n=277

6/b

1%

. He HasHaueHbl Bpayom (n=20)

. HexenaHune npuHumats nekapcteo (n=181)
. HenepeHocumocTb ctatnHoB (n=37)

. OtcyTtcTBre addekTa (n=4)

. Mpoyee (n=33)

Bbicokasi cToumocTb nekapctsa (n=1)

Puc. 3. PacnpeAe/\eHue NPUYUH, NO KOTOPLIM NMALUEHTbl HE MPUHUMAAU CTATUHbI NMPU BKAIOYEHUU B PETUCTP (a) U HAa AMHAMU4YeCKOM

susurte (0).

Fig. 3. Causes of withdrawal of statins at inclusion in the register (a) and at follow-up visit (b).

BBICOKOW MHTEHCUBHOCTU, KOMOWHALIMYU CTATUHOB C 33€TH-
MHOOM U TPEXKOMIIOHEHTHON Tepanuu, BKJIIoYaloei Tak-
ke marnoutopsl PCSKY. [pennonaraeMblit MpoIieHT CHUXKE-
Hus ypoBHst XC JIHIT cooTBeTcTBOBAN perjlaMeHTy TEKYIIUX
pexoMeHaauuii |1, 8]: MHTEHCHBHAsSI CTATUHOTEPAITUS acCco-
uurpoBaHa co cHukeHueM ypoBHst XC JIHIT na 50%, cra-
TUHBI B COYETAHUU C I3eTUMUOOM — Ha 65%, U TPEXKOMIIO-
nentHas [JIT ¢ unru6uropamu PCSK9 — Ha 85%. Ha puc. 4
MpeCcTaBIeHbI TaHHbIE CUMYJISIHUOHHOTO UCCIISIOBAHNUS, KAaK
00BEIMHEHHbIE [UISI TTAIIMEHTOB BHICOKOTO U OYEHb BBICOKO-
IO CEpAEUYHO-COCYIMCTOTO pucKa (A), TaK U OTAEJIBHO OIK-
chiBatotue 3GeKTUBHOCTD TePAITUK B KAXI0W U3 TPYIIT pU-
cka (b). Ananus Bkiouni 1069 naineHToB, y KOTOPbIX UMe-
Jach nHMopmMaius o makcuMaibHoM ypoBHe XC JIHII 6e3
I'JIT npu BKIITOYEHUM B peTUCTp. JlaHHbIE CUMYISIIIMOHHOTO
aHajn3a MpoAeMOHCTPUPOBAJIU, YTO JIJISI aIeKBATHOTO KOH-
tpouist ypoBust XC JIHII, e menee 92,5% GoabHbix ¢ reCIXC
TTOJKHBI TOJTydaTh TpexkoMioHeHTHY1o [JIT cratnHamu, 33e-
tuMu6oM u uaruouropamu PCSK9, u 5,2% nanumeHTOB He-
00XOIMMO B JOTOJIHEHU U UCTIOIb30BATh IPYTHUE METO/IbI Jie-
YeHUsI, TaKKe Kak achepes JIUMOMPOTEUIO0B U HOBbIC MEIM -
KaMEHTO3HbIE areHTHI (CM. puc. 4).

O06cyxaeHune

Peructp aBnsieTcss onHUM U3 Hanbosee ONTUMATbHBIX
METOAOB TIPU M3YYEHUU TIPUBEPXKEHHOCTU K Tepanuu Ha
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pa3HBIX 9Tanax HabJIIOACHUS U TTO3BOJISIET POBOAUTD UM~
TeJbHOE HAOJII0eHNE 32 1OCTATOYHBIM KOJUYECTBOM Ma-
mueHTosB [10].

IIpencraBneHHas paboTa — MepBBIN OTYET S-JIETHETO TepU-
ona pabotsl peructpa PEHECCAHC, onuchiBaoImii acekt
komrutaeHTHOCTH narueHToB ¢ reCI'XC. [TpuBep:keHHOCTh Kak
MEIMKAMEHTO3HOM, TaK U HEMEAMKAMEHTO3HOUN Tepanuu —
BaXKHEHIIMIT KOMITOHEHT B KOMIUIEKCHOM BelleHUU OOJIbHBIX
C MOHOTE€HHBIMU TUTIEPIUITUAEMUSIMU, OMHOMN U3 KOTOPBIX CUM-
TalTCs pacnpocTpaHeHHas U BeicokoaTteporeHHas CI'XC [1,
4, 6, 7]. Pe3ynbraThl HALLIETO UCCIIENOBAHUS JEMOHCTPUPYIOT
3HAYMMOE CHUXKEHUE KOHLIEHTPAIIMU aTePOTeHHBIX JTUTIONPO-
TEUIOB Y MALMEHTOB C IMHAMUYECKUM HaboneHueM. OnHa-
Ko addexktuBHOCTb [JIT, ¢ MO3ULIMN TOCTHXKEHUS 11€JIEBOTO
ypoBHsa XC JIHII, y mogasisromniero 60JbIIMHCTBA OOJBHBIX
ocraeTcst HepocratouHoi (13%). 3BecTHO, 4TO MpueM cTa-
TUHOB 3HAYMMO CHMKAET PUCK PA3BUTHS CEPACYHO-COCYIU-
CTBIX OCJIOXKHEHUI KaK B 0OLIei MOMysIUU, TaK U Y 60JIb-
HbIX ¢ CI'’XC [11—13]. Ho maxe Ha Tepanuy CTaTUHAMH Y T1a-
mueHToB ¢ CI'’XC coxpaHsieTcsl 2-KpaTHOe YBeJIMYeHUE prcKa
MIIEMUUYECKOI 60JIe3HU ceplilia B CPABHEHUH C UX 3[I0POBBIMU
ponctBeHHUKaMu [14]. HecMOTpst Ha BBICOKYIO pacrpocTpa-
HeHHocTh npuMmeHenus [JIT B Hamewm peructpe (78%), Koto-
pasi IPOrPECCUBHO YBEJIMUMBAETCS IO Mepe paboThl perucTpa
[9, 15, 16], obpariiaeT BHUMaHKE HEOCTATOUHOE UCITOJIb30Ba-
HUE BHICOKOMHTEHCUBHOIO PEXMMa CTATUHOTEPATUU U KOM-
OMHUPOBAHHBIX CXEM JICYCHUSI C 336 TUMUOOM U MHTUOUTOpPA-
mu PCSK9. Ho cTouT oTMETUTH MOJIOKUTENBHYIO TEHASHITUIO
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Puc. 4. CUMYASILMOHHDIV aHAAU3: ONpPEAeAEHUS] AOAM NALMEHTOB B PerucTpe, KoTopble AOCTUrHYT ueaesoro ypoBHst XC AHIT Ha pa3AnuHbix

KOMOMHAUMUAX TMNOAUNTUAEMUYECKON Tepanum.

a — O0BbEeIMHEHHBI aHAIN3 [UIS TTALIMEHTOB BBICOKOTO M OYE€Hb BHICOKOTO CEPIeYHO-COCYIMCTOrO PUCKA; 6 — OTAeIbHO onuckiBatolne 3(dOEeKTUBHOCTD TEparuu

B KaX/0i4 U3 TPYIII pUCKa.

Fig. 4. Simulation analysis: proportion of patients in the registry who will reach the target level of LDL cholesterol on various combinations of lipid-lowering

therapy.

a — pooled analysis for patients with high and very high cardiovascular risk; b — effectiveness of therapy in each risk group.

B unteHcudukanuu [JIT nmpenmyiiecTBeHHO 3a cUeT IpuMe-
HEHUSI KOMOMHUPOBAHHO TEpanuu ¢ 33eTUMUOOM (JI0JISI TTa-
LIMEHTOB Ha Teparnuu 33eTUMUOOM yBeauuuiach Ha 19%) u nH-
ru6uropamu PCSK9 (Ha 7%).

[To maHHBIM KPOCC-CEKIIMOHHOTO CCIEI0BAHUS PETUCTPA
manueHToB ¢ rerepo3urotHoit CI’XC FHSC [8], BkimrounBIiIero
42 167 6onbHBIX U3 56 CTpaH-y4aCTHULI, B TOM 4yucie u3 Poc-
cun, 81% (n=16 803) narMeHTOB MpUHUMAJIK CTaTUHBI U 21%
(n=3691) KOMOMHMPOBAHHYIO TEPAITHIO C I3eTUMUOOM U/WTH
nnarubutopamu PCSK9. Cpenu nanmeHTOB, He TPUHUMAIOITIX
JIMMTAACHIIKAIONIY0 Tepanuto, Meauana ypoBHs XC JIHIT co-
craBuia 5,4 [4,3; 6,7] mmonn/nu 4,2 [3,2;5,7] MMOJIb/JT 7151 TEX,
KTO ObLI IIpUBepKeH K yiedeHuto [8]. JIumb 3% GOIbHBIX D0~
cturiu ypoBHst XC JIHIT menee 1,8 MMoib/71, 2 UICTIOJIb30BaHKE
TpexkoMmmioHeHTHo# [JIT, Bkilouaromeit Takxke MHIMOMTOPBI
PCSKDY, 6b110 CBS3aHO € YBETMUEHNEM YACTOTHI TOCTUKEHUS
LieJIeBbIX 3HaueHu [§]. Onupasich Ha 3T JaHHBIE, IEMOHCTPU-
pytorue pacripoctpaneHHocTh ipumeHeHus [JIT u ee uaTeH-
CHUBHOCTbB B Pa3HBIX CTpaHaX, MOXKHO CIeJIaTh BBIBOJ, UYTO B Ha-
1Iei cTpaHe MHULIMALIMS TePANTU CTATUHAMU HECKOJIBKO HITKE
o61IeMupoBbIX okazareneii (81% npotus 78% B Poccun), oji-
HaKO KOMOMHUPOBAHHBIE CXEMBI TUTTHICHIKAIOIIETO JICUEHUSI
HCTIONB3YIOTCS Yatie. HecMoTpst Ha Maityio TOJTio TalMeHTOB,
nmocturinux ueneBbix ypoBHeit XC JIHIT B mo6ambHOM perucTpe
[8], oTnenbHbBIE TOKANTBHBIE PETUCTPHI TOKA3BIBAIOT OOJIEe BbI-
COKUI1 YPOBEHBb KOHTPOJISI aT€POTEHHBIX TUTONPOTennoB. B rc-
manckoM peructpe SAFEHEART (Spanish Familial Hypercho-
lesterolemia Cohort Study, NCT02693548), KoTopblii siBIsIeTCS
OITHUM 13 HanboJsee KPYIMHBIX JIOKATbHBIX perncTpoB o CI'XC
(n=2648), 3a nepuon HabmoneHus 6,6 [4,8; 9,7] ner nosnst Ko-
crurmmx neyieBbix ypoBHeit XC JIHIT maneHTOB B MepBUYHOM
npoduiakTuka yeeanuamiach ¢ 4,0 1o 20,6% (p<0,001), Bo BTo-
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puuHoit npodunakTrke — ¢ 2,1 10 22,2% (p<0,001) [17]. Dt
TOKa3aTeJu BhIIIe O0IIEMUPOBBIX U TPOAEMOHCTPUPOBAHHBIX
B HaIlleM UCCJIEIOBAHUSI, OMHAKO OHU OYEHb AJIEKHU OT alleK-
BaTHOTO KOHTpPOJIsT ypoBHs XC JIHII.

[MauwmenTs c reCIXC anpropu OTHECEHBI K KATETOPUH BbI-
COKOTO CEPIeYHO-COCYIMCTOTO PUCKA, WIN TIPU HATMYUY aTe-
pockiepornueckux CC3 — oueHb BEICOKOTO PUCKA C LIETEBBIM
ypoBHeM XC JIHIT menee 1,8 u 1,4 MMOJIb/JT COOTBETCTBEHHO |1,
7]. Kak B HallmoHaIbHOM, TaK 1 ri1ooanbHoM peructpax CI'XC
[8] nmeroTcst GOMBIION pa3phIB MEXKILY TEKYIIUMUA PEKOMEHIa-
mussmu 1o 1eneBoMy yposHio XC JIHIT u yactoroii moctmke-
HUS 9TUX MoKazaTeneil. MOXHO BBISIBUTH 2 HAalIpaBICHUS, He-
TTOCPEICTBEHHO BIMSIONINX HA TOCTUXKEHME yCIieXa B ICUSHUN.

K mepBomy oTHOCHUTCST BpaueOHOE yyacTue U B3auMOeli-
CTBUE ¢ TalueHToM. JloCTyITHOe pa3bsiCHEHNEe POJIU aTePOTeH-
HBIX JIUTIOTIPOTENOB B pa3BuTi CC3 aTepoCKIepOTYECKOTO
TeHe3a U BaKHOCTH COOJIIONCHUST BpaueOHbBIX PEKOMEHIALINI
SIBJISIETCSI OCHOBOTIONATAOIMNM B cHUuXeHuu opemenu CC3.
Hnst marmmeHToB ¢ CI'XC, y KOTOPBIX KyMYJISITUBHOE OpeMsT XO-
JIECTEPUHOBOI HATPy3KU MMPOTPECCUBHO YBETMINBAETCS C KaXK-
JIBIM TOJIOM, KpaliHe BaxKHBIM CUMTAeTCs HAOIIOEHNE B CTie-
LMATM3UPOBAHHOM JIMTTUIHOM LEHTPE U TTOA00p aneKBaTHOM
I'JIT c 1onoro Bo3pacra [ 18, 19]. Kak moka3siBaioT 1aHHbIE Ha-
1IeTO perucTpa, nmocranoBka quarnoza CI'XC npuxonutcs Ha
Bo3pacT 47—50 net, a mox HaGJIOAEHNE B CIIEIMAIN3UPOBaH-
HbIe TUTIUAHBIE TEHTPHI MAlMeHTHI MocTynaoT B 50—52 roxa.
B kpocc-cekImoHHOM UCCIeIOBaHNH TII00aTEHOTO PEerncTpa
nanueHToB ¢ rerepo3urotHoil CI'’XC FHSC, cpennuii Bo3pact
YYaCTHUKOB Ha MOMeHT noctaHoBku anarHosza CI'’XC cocra-
B 44,4 [32,5; 56,5] rona, npuuem y 40,2% y4acTHUKOB IM-
arHo3 BepuduumrposaH 10 40 1eT, 1 Ha MOMEHT BKJIOUSHUSI
B peructp Bo3pact goctur 46,2 [34,3; 58,0] rona [8]. B Hamieit
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CTpaHe Pe30JTIOLMSI 0 CO3AAHUIO CETU JIUTTUAHBIX LIEHTPOB O/10-
OpeHa coBeToM 2KcrepToB HanroHaasHOTO 00IIeCcTBa 110 13-
yuenwuio atepockieposa (HOA) B 2015 r. [18, 19]. Torna xe
co3naHa paboyvasi TpyIIna, onpeaesieHbl MUIOTHbIE PETUOHBDI.
3a mpoieninye roabl KapTa JUMUAHBIX IIEHTPOB 3HAYUTETLHO
pacIvpuiach, U B HACTOSIIIEe BpeMsT aKTUBHO (DYHKIIMOHUPY-
10T 36 TUnuaHbIX HeHTPOB B 21 perrnone Poccuu. [ToBbliieHne
TPUBJIEUEHHOCTH BCeX peTHOHOB Poccnu K 00beAIMHEHHO ceTh
JIMMUIHBIX LIEHTpoB Ha 1aTdopme peructpa PEHECCAHC,
yBeTMUYEeHUE KOJIMIEeCTBA Y3KOCTIeIMATN3UPOBAHHbBIX Bpaveii-
JUTIIOJIOTOB TTIOMOXKET He TOJIbKO B OoJiee paHHEM BO3pacTte
BepuUIIMPOBATH HACIEACTBEHHBIE HAPYIICHUS JIUTTUIHOTO
obMeHa u rnogodbpatsb anekBatHyio ['JIT, HO U cooTHecTu naH-
HbIE O JOCTIKEHUSIX B 9TON 00J1aCTU ¢ OOIIEMUPOBBIMHU, TIO-
CPEeICTBOM KOJTAOOpALlUM C MEKITyHAPOTHBIMU PETUCTPAMU.
B Hammeit pabote nmpoBeneH aHAIN3 TPUYUH, IO KOTOPBIM Te-
pamusi CTaTUHAMU, CAMBIM YacTO MPUMEHSIEMBIM JIUTTAACHIKA-
IOIIM areHTOM, He rcroib3oBanack B cxeme [JIT mpu Bxito-
YEeHUW B PETUCTP M HAa AMHAMUYecKoM Bu3ute. [lonyueHHbIe
JaHHbIE TeMOHCTPUPYIOT, UTO MPY BKIIOYEHUN B PETUCTP Be-
QyIIei MPUINHOM, 110 KOTOPO# MAIlMeHTh He MPUHUMAN UH-
rubutopbl ' MI'—KoA-peaykTasbl, SBISJIOCh OTCYTCTBUE pe-
KOMeHaiuu Bpaua (45%), Toria Kak y maiueHToB ¢ HabJto/1e-
HMEM B PETUCTPe BpauaMU-TUITUI0JIOTAMU TepaTusi CTATHHAMU
He Ha3HaueHa Jnlib B 7% cityyaeB. Hapsiny ¢ Tem, uto B peru-
CTpe CTIeMATMCTAMU AKTUBHO TTPUMEHSTIOTCST pa3HbIe JTUTIUI-
CHIKAIOLIUE areHThI (I0TyCcTUM, 5% GOJIbHBIX MOJTYy4al0T UH-
ruoutopel PCSK9 B MoHOTEpamnum), BEpOSITHO, UYTO MHOTHE
MaIMeHThl, HAOTIOAAIOINECS B PETUCTPE, TTOTyYaloT HecTa-
tuHoBy10 [JIT. DTN naHHbIe MOAYEPKUBAIOT BasXKHOCTh Kypa-
uvu narueHToB ¢ CI'XC B ciennan3upoBaHHBIX JIATTUIHBIX
LIEHTPaXx TSI TEPCOHATM3UPOBAHHOTO TTOA00PA TUTTUACHUKA-
IOLel Tepary U YBETNYeHNsT KOMILIAeHTHOCTH TAI[UEHTOB.
BTopsimM HampaBaeHEM, KOTOPOE TTO3BOJIUT CHU3UTH Ope-
Ms atepockiepotrueckux CC3, sBsieTcs yBemueHue JOCTyTI-
HOCTHU Teparnuu B Hamleil ctpaHe. B pamMkax permoHaibHOTO
u (enepaabHOTO OI0/IKeTa OTIpeeIeHHbIE TPYIIHI MAllUEHTOB
MOTYT OBITh 0OecIieueHbl KaK TabJIeTUPOBAHHOM, TAK M UHBEK-
uonHoi TapretHoit ['JIT, omHaKO B OCHOBHOM 3TO OOJIbHbIE
13 KaTeropuy BTOPUYHOU TPOMPUIAKTUKY CEPIEeTHO-COCYAN-
CTHIX OcliokHeHUH. Kak rmoka3zaHo B HaIlleM MCCIeq0BaHUM,
59% nauueHTOB pernucTpa OTHOCWIMCH K TPYIINe MePBUYHOM
npodunaktuku CC3 u 41% — BropuuHoit. Micxosst U3 [aHHBIX
HAIlIeTO CUMYJISILIMOHHOTO aHAIN3a, TSI aIeKBaTHOTO KOHTPO-
ns1 XC JTHIT ve menee 90% GonbHbix ¢ reCIXC u3 kateropumn
nepBUYHOI MpodunakTuku u 99% 13 BTopuyHOI npoduiak-
TUKW TOJDKHBI TIOJIy9aTh TePANUIo CTAaTUHAMMY, 336 TUMUOOM
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u narubutopamu PCSK9. PesynbpraTsl aT0TO aHANMM3a IeMOH-
CTPUPYIOT HEOOXOAUMOCTDh MOJEPHU3ALINY JIEKAPCTBEHHOTO
ob6ecnieueHus nmamuentoB ¢ CI'XC. YceneurHoit Monenbio yco-
BEPIIEHCTBOBAHUST CUCTEMBI O0eCTIeUeHUs JIEKaPCTBEHHBIMU
MpernaparamMu sIBIsSeTCsl BHeApeHUe TporpaMMbl (hMHAHCH -
POBaHUS 110 JIEYEHUIO TEHHO-MHXEHEPHBIMU OMOJIOTMYECKI-
MU TIpernapataMy B paMKaX KJIMHUKO-CTATUCTUIECKUX TPYTIT
B TOCTIMTAJIbHOM CETMEHTE, Ky/la BKIIIOUeHa Teparus WHIMou-
topamu PCSKO9. Jlannast mporpaMMa mo3BoJisieT 00ecreunBaTh
nanuenToB ¢ CI'XC nnruburopamu PCSK9 kak B nepBrvHOIA,
Tak 1 BO BTopuuHoii mpodunaktuke CC3 B pamKkax obsiza-
TEJIBHOTO METUILIMHCKOTO cTpaxoBaHus. [ToBcemecTHas opra-
HU3ALUS TUTTUAHBIX IEHTPOB, KyPUPYIOIINX MAIlUEHTOB C TSI-
JKeJTBIMU HapyLIEHUSIMU JTUTTUAHOTO OOMeHa, CBOEBPEeMEHHOe
Ha3HavYeHUe JIeYeHUsI, pa3paboTKa U BHEAPEHME HOBBIX MTPO-
rpamMm obecTiedeHUsI TUTTOMUTTUASMITYECKIUMY JIEKAPCTBEHHBI-
MU TIpernapaTaMu, pacliipeHre NX CIeKTpa B Hallleil cTpaHe,
MPUBEIYT K CHUXKEHUIO OpeMeHu aTtepockiepoTrndeckux CC3.

3akAloueHue

3Haunmoe yBeanueHue nmpubepxkeHHocTH K [JIT u ya-
CTOTHI UCITOJIH30BAHUSI MHOTOKOMIIOHEHTHBIX CXeM JISUeHUS
SIBJISTIOTCST OCTVDKEHUEM 5-JIETHETo Tiepuoaa paboTsl peru-
crpa PEHECCAHC. OnHako HeaneKBaTHbBIM KOHTPOJIb YPOB-
HSI aTePOTEeHHBIX TUTTOMPOTEUIOB OCTAETCs Bemyleil mpoobiie-
MOIi TIpY JIeYeHU U OOIBHBIX C HACIEACTBEHHBIMU HapyIlle-
HUSIMU JIMTTAAHOTO OOMEeHa, CpeAr MPUIMH KOTOPO BasKHOE
MECTO 3aHMMAaeT HelOCTATOUHAs MPUBEPKEHHOCTH OOTBHBIX
K HaOJIIOeHNIO U OTPAaHMYEHHOE UCTIOb30BaHNEe KOMOMHU-
poBaHHbIX cxeM [JIT.
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