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CeMeiiHas1 TUTIEPXOJIEeCTEpPUHEMMSI: COBPEMEHHOE COCTOSIHME
po0eMBbl U JIe4eOHO-NTpodIakKTHUYeCcKast IOMOIb
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CemeliHasi rMnepxonecTepuHemMms SBnsieTca Hanbonee pacnpocTpaHeH-
HbIM HacneaCTBEHHbIM 3a601EBAHNEM, XapaKTePU3YIOLLIMCS MOBbILLEHN-
eM KOHLEHTpaLun XojecTepuHa NIMMNOnpPOTEMHOB HW3KOWM MAOTHOCTU
N NPexOeBPeMEHHbIM Pa3BUTEM CEPAEYHO-COCYAUCTLIX 3aboneBaHuMii
aTepocKIepoTMHECKOro reHesa. JyarHocTuka v nevyeHne Takmx 605bHbIX
COMpsKEHbI C OMpeaeneHHbIMM TPYAHOCTSMW. B naHHoM o63ope npuse-
[eHbl AaHHbIE 0 PACMPOCTPAHEHHOCTN CEMENHOW MMNepXonecTepUHEMIN,
pPacCcMOTPEHbl 0COOEHHOCTU BbISIBNIEHUS! BOJbHBIX C NMOAOOHLIM AMarHo-
30M, NPOdUNAKTUKM HEONArONPUATHBLIX CEPAEYHO-COCYANCTBLIX COObLITUIA,
00CyXAeHbl BONPOCHI HA3HAYEHMS FUMOAMMNMAEMUYECKON Tepanum.
KnioueBble cnoBa: retepo3urotHas CemeinHas runepxonectepuHe-
MWUSl, XONECTEPUH NINMONPOTENHOB HU3KOM NAOTHOCTYW, FMNOAUNUAEMU-
yeckasi Tepanus, CTaTuHbI.
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Familial hypercholesterolemia is the most common hereditary disease
characterized by an increase in low density lipoprotein cholesterol
levels and the premature development of atherosclerosis-related
cardiovascular diseases. Diagnosis and treatment of such patients
are associated with certain difficulties. This review presents data
on the prevalence of familial hypercholesterolemia, identification
of patients with such a diagnosis, prevention of adverse cardiovas-
cular events, and also discusses the appointment of lipid-lowering
therapy.
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ano — anoBenok, NXC — runepxonectepuiemus, N — noseputensHbiil nutepsan, UEC — nwemunyeckast 6onesHb cepaua, JIHM — nrnonpoTenHsl HU3KOM NNOTHOCTH, JIn(a) — aunonpoTenH(a), OP — OTHOCUTENbHbIN
puick, OLLl — oTHowweHwe warcos, CTXC — cemeitHasi runepxonectepuHemus, CC3 — cepaeuHo-cocyaucTsie 3a6onesatus, XC — xonectepuH, XC JIHIM — xonecTepuH annonpoTenHoB HU3kow nnotHocTu, PCSK9 — npo-

NPOTEeNH KOHBEPTa3a CyBTUNN3NH-KEKCUHOBOrO Tvna 9.

PacnpocTpaHeHHOCTh ceMeiiHoii runepxoiecTepuHe-
vuu (CIT'XC)

PacnipoctpaneHHocTh retepo3urotrHoit CI'’XC B no-
MyJISIIUAM, KaK cUMTaaoch paHee, cocranisuia 1 Ha 500
yesioBek [1]. JlaHHbIe, MOJyYeHHbIE B MOCIEIHNE TObI,

*ABTOp, OTBETCTBEHHLIN 3a nepenucky (Corresponding author):
e-mail: sabliznyuk@mail.ru
Ten.: +7 (906) 794-72-74

YKa3bIBaIOT Ha OOIbIIyI0 pactipocTpaHeHHOCTh CIXC
1o 1:250 yenosek [2]. Ha ocHOBaHWM pe3yibTaToOB UC-
cnenoBanust DCCE-P® (Brimnemuonorust CepneqHo-
Cocynucteix 3abonEBanuit B pernoHax Poccuiickoii
Denepanmu) cpenu kuteneit TroMeHckoit 1 Kemepos-
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CKOIl o0nacTeil pacmpoCTpaHEHHOCTbh OMpeneIeHHOMN
CI'XC coctaBuna 1:407 yenosek, a BepositHoit CI'’XC —
1:148 [3]. PacueThl moka3beBaloT, 4To >90% OOIBHBIX
¢ CI'XC B Mupe He BBISIBIEHbI, 2 3HAUUT HE MOJayJyaloT
JIOJIKHOTO JieueHust [ 1, 4].

BDruojoruda u narorenes CI'’XC

B 3aBUCHMOCTM OT TIyTW HACIENOBAHUS BBIAEISIOT
rereposurotHyto CI'XC, npu kKoTopoii AedheKTHbIN reH
rnepenaeTcss OT OMHOTO U3 POAUTENEH, U TOMO3UTOTHYIO
CI'XC, npu KOTOpoil nedeKTHBII TeH HaclenyeTrcsl oT
oboux poauteneil. [lo Tury HacienoBaHUs pa3adyaroT
AyTOCOMHO-IOMUHAHTHYIO U ayTOCOMHO-PELIECCUBHYIO
CI'XC, kotopasi BcTpeuaeTcsl KpaiiHe peako. AyTOCOM-
Ho-gomuHaHTHasgs CI'XC cBsizaHa ¢ BO3HUKHOBEHUEM
myTaumii B reHax LDLR [5], APOB [6] u PCSK9 [7]. Dto
O3HAYaeT, UTO B CEMbSIX, T1I€ OAVH U3 POOUTeSeid uMeeT
JIOMUHAHTHBINA MYTaHTHBII ajuiesib, BEPOSITHOCTh HAcCIe-
JOBAHUSI MaTOJIOTUYECKOro ajjieisi coctapisieT 50%.
Myraunu reHa LDLRAPI — Genka-amantepa peLienTo-
POB JIMMONPOTENMHOB HU3KOM TotHoctu (JIHIT), yHa-
cJeIOBaHHbIE OT 00OUX POAUTENEi, TPUBOASAT K Pa3BU-
o ayrocoMHo-penieccuBHoii CI'XC [8]. ¥V 601bHBIX
¢ romo3urotHoit popmoii CI'XC, cBsizaHHOI ¢ MyTal1sI-
mu reHa LDLRAPI, HabiionaioTcsl B KPOBU OYEHb BbICO-
kuit ypoBeHb xonectepuHa JIHIT (XC JIHIT) u maccus-
Hble KCaHTOMbI. OHAKO, B OTINYKE OT TOMO3UTOTHOM
dopmbl CI'’XC ¢ ayToCOMHO-AOMUHAHTHBIM MyTeM Ha-
cienoBaHus, y poautesneil runepxosnecrepuaemust (I XC)
otcyTcTByeT [9]. Haubosee pacripocTpaHeHHOE TeHEeTU-
yeckoe HapyeHue npu CI'XC cBsg3aHo ¢ MyTalueit re-
Ha LDLR, noKaJlM30BaHHOTO B KOPOTKOM ILieve 19 xpo-
mocowmbl [10]. HykieotunHas uens reHa JIHIT-peuenro-
pa coctout u3 >45 Teic. HyKJIeoTua0B. Hanbosee yacras
npuynHa CI'’XC — 310 MyTauuu notepu ¢pyHKuum (loss-
of-function) B rene LDLR, nMerolrie KODIOMUHAHTHBIN
ayTOCOMHBIN TUTI HacaeaoBaHus [11].

Arno6enok (arno) B geiicTByeT Kak JuraH sl pe-
nentopa JIHII. AnoB cyuniectByeT B BUIE ABYX M30-
dopm: anmoB48 u anoB100 u KoHTpoaupyeTcs TeHOM
APOB. Ten, xonupytomuii anoB100, nokanusyeTcss BO
BTOpOIt XxpoMocome. Mytauuu reHa APOB (“cemeliHblit
nedexT arnoB”) NMpUBOAAT K HapylIEHUIO CBSI3bIBAHUS
vactull JIHIT ¢ peuenropom JIHII, uto cnoco6cTByeT
noBbiineHuo KoHueHTpauuu XC JIHIT B kpoBu [6].
DTOT TUI MyTallM{ Yalle BCTpeyaeTcsl B CTpaHax 3a-
nanHoit EBporbl.

Oxkoito 1-2% cnyyaeB CI'’XC cBs3aHO ¢ MyTallUsSIMK
reHa PCSK9, konupyrouero CUHTe3 MpOINpOTENH KOH-
BepTadbl CyOTUJIM3UMH-KeKcuHoBoro tumna 9 (PCSK9),
ydyacTBywlleil B aerpagauuu peuentopo k JIHIT u,
TEM CaMbIM, PEryaupyolieil ux koaudectno [1, 7]. My-
Tauuu ycuineHust pyHkuuu (gain-of-function) rena
PCSKY9 npuBondt K ymeHblleHuo peuentopon JIHIT.
VY nmanueHToB, UMEIOIIUX JaHHYIO MYyTalluIo, Ha0Itona-
eTcs Bbicokuii ypoBeHb XC JIHII; pruck BO3HUKHOBe-
Hug uiemuyeckoit 6onesnu cepaua (MbC) y takmx
MalXEeHTOB BbIIlIE, YeM Y OOJIbHBIX C MyTallieil reHa

LDLR [12]. TIpu HaclienoBaHUY ABYX MYTaHTHBIX aJljie-
JIel BO3HUKAET KOMITayHIHAsl TeTEPO3UT0oTa, KIMHNYE-
CKM TPYAHO OTIMYMMAas OT TOMO3UTOTHOW (opMbI
CI'XC, Ho yanie nmeroinas 6ojee HU3KuiA ypoeHb XC
JIHIT [13].

Kmnnnyeckue ocodoennoctu CI'’XC

B GoabLivHCTBE ciydyaeB KOHLIEHTpaLMsl OOIIEro
XC mpu rereposurotHoit CI'’XC kosnebiercsd oT § a0
15 mmonb/n, mpu romosurotHoit CI'’XC — ot 12 1o
30 mmomb/n [1]. B pesynbrare BoipakenHoit [ XC pas-
BUBAETCS aTePOCKIEPOTUUYECKOE MOPAKEHUE COCYIOB,
B TEPBYIO OYepenb KOPOHAPHBIX, MPUBOASILEE K paH-
HeMy Bo3HuUKHOBeHUI0 MBC. N36biToKk XC OTKIaabI-
BaeTCs B KOXE M CYXOXWIMSX, (DOPMUPYST KCAHTOMBI,
JIOKAU3YIOLIKecs, KaK MpaBUJIO, B OOJACTU CyXOXU-
JIUI pa3rudaTtesieid maablieB PyK U aXUIIOBBIX CyXOXU-
smii [13]. KcanTena3mbl 6oJiee xapaKTepHbI ISl TeTepo-
3urotHoit CI'’XC, XOTs1 MOTYT BCTpeyaTbCs U MPU TOMO-
3urotHoit (popme CI'XC [14], a Takke y JMI C HOP-
MaJIbHbIM ypoBHeM XC [15].

Hakorenue XC B panyxke mia3za (popMupyer Ju-
TOUIHYIO OyTy poroBuilbl. Hanuuwe nunonmHol ayru
pPOTOBUIIBI — 3TO MATOTHOMOHWYHBIN Mpu3Hak CIXC
TOJIBKO B CJIydae €€ BBISIBJIEHUS B Bo3pacTe 110 45 JieT.

B wuccnenoBanun KomneHrareHCKoil momymiasiiiuu
(Copenhagen General Population Study) B 2016r 6bl1u
MOJTyYeHbl JaHHbIe 1o aHanu3y 46200 GOJBHBIX C U3-
BECTHBIM ypoBHeM JjunornporeuHa(a) (JIr(a)) u moau-
MopdusMom reHa LPA, K KOTOPbIM MPUMEHSITIUCH KPU-
tepun nuarHoctuku CI'XC. JlokazaHO, YTO TUMEpIu-
rornpoTtenneMusi(a) MoxeT obyciaaBmuBath 25% nua-
rHoctupoBaHHbIX ciayyaeB CI'XC. Ilpu aToM nmoaTeep-
XIeHa TpsiMasi CBI3b MeXy ypoBHeM JImn(a) u puckom
BO3HUKHOBEHUsT WH(bapKTa MHUOKapma y OOJbHBIX
¢ CIXC[16].

JIn(a) npencrapnasiet coboit yactuity JIHII, B Koto-
poii anoB100 coenvHeH KOBaJIeHTHOW AUCYJIbGOUIHON
cBs3blo ¢ ano(a). JIr(a) ob6nagaet BeIpakeHHBIM aTepo-
TeHHBIM TTOTEHIIMAJIOM U TIPOSIBJISIET MPOTPOMOOTHYE-
CcKMe U MpoBocraluTelbHble cBoiicTBa [13, 14]. I1nas-
MeHHas KoHlUeHTpanus JIr(a) retTepMMHUpPOBaHA reHe-
TUYECKU M HaAXOOUTCA IOA KOHTposeM reHa LPA.
TunepnaunonporennemMusi(a) — HE3aBUCUMBINA (hakTOp
pucka pasputusd UBC, nndapkra Mmuokapna, ueMu-
YECKOT0 WHCYJBTa U aTepOCKJIEPOTUUYECKOTO TMopaxke-
Hus nepudepudeckux aprepuit [17-19].

B Mmeraananuse 27 uccaenoBanuii (n=41831; 16%
YYaCTHUKOB MMeEJU CEepAeYHO-COCYyOUCThIEe 3abojeBa-
Hust — CC3), NMOCBSIILIEHHOM U3YYEHUIO BJIUSIHUS pa3-
JIMYHBIX (hakTopoB pucka Ha pa3Butue CC3 y 60TbHBIX
CI'XC, Obuta BbisiBAeHa accoumarnus Hanuuuss CC3
¢ Bo3pactoM (otHoweHnue maxcos (OI) 1,7 npu 95%
noseputenbHoM uHtepBasie (AM): 1,03-1,1), myXckum
nosiom (O 1,95 npu 95% AU: 1,68-2,23), apTrepualib-
Hoii runepronueit (O 2,11 nmpu 95% JAU: 1,64-2,58),
caxapHbiM auaberom (OII 1,95 mpu 95% AN: 1,33-
2,57), ungekcom maccol tenna (OI 1,04 npu 95% JAU:
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1,03-1,05), kypenuem (OLI 1,71 nipu 95% AU: 1,30-
2,12), xonuentpauumeii Jin(a) (OLL 1,9 npu 95% JAU:
1,1-2,71), ypoBHeM XC JUMNONPOTEMHOB BbICOKOM
miotHoct (O 1,39 nipu 95% AU: 1,24-1,53) u ots-
TOILIEHHOU HACIEeNCTBEHHOCTBIO M0 PAHHEMY Pa3BUTUIO
CC3 (OII 1,83 mipu 95% AM: 1,58-2,07) [20].

ITo manHbIM peructpoBoro uccienoBanusgs SAFE-
HEART (SpAnish Familial hypErcHolEsterolaemiA
cohoRt sTudy) (2404 GoJbHBIX C TEHETUYECKU MOATBEP-
KaeHHbIM nuarHo3oM CI'XC, cpenHuit nepuon HabI0-
IeHuss — 5,5 JieT, 3apeructpupoBaHo 12 daTtanbHbIX
u 122 HedaTanbHBIX CEPACYHO-COCYIUCTHIX COOBITUIA)
ObUTU BBISIBJIEHBI MPEAUKTOPHI HEOIArOMPUSATHBIX CEp-
JIEYHO-COCYAUCTBIX COOBITUI: BO3paAcT, MY>KCKOM MoJI,
atepockieporuyeckoe CC3, apTepuasibHasi TUNEPTO-
HUS, OKMPEeHUE, aKTUBHOE KypeHUe, BbICOKAs! KOHIIEH-
tpaiug XC JIHIT u JIn(a). TlonydyeHHbIE pe3yabTaThl
Jlery B ocHoBy LIIkasbl pacyeTa S-JIeTHEro pucka pas-
Butus arepockieporndeckux CC3 y 6ombpHbIx ¢ CITXC —
SAFEHEART-RE (SAFEHEART risk-equation) [21].

Juarnoctuka CI'XC

g ycTaHOBJIEHUS AMArHo3a TIeTepO3UTOTHON
CI'XC ucnonb3yloTcsl IMarHOCTUYECKUEe KpUTepUH, pas-
pabdoTaHHble B BenukoOpuTaHUM B paMKax perucrpa
Simon Broome [22], B Hugepianmax — KpuTepuu
DLCN (Dutch Lipid Clinic Network) [23] u 8 CIIHA —
kputepuu MEDPED (Make Early Diagnosis to Prevent
Early Deaths) [24]. Yame B KJIMHWYECKOW MpaKTUKeE
npumeHstoT kputepur DLCN, yuuThiBaromye paHHee
paszButie MBC wiau 3HauMMoe aTepoCKIepOTUUYECKOe
nopaxeHue nepucdepuyecknux apTepuii, HaTu4IKue JUMo-
WHOI IyTH POTOBUIIBI Y I MOJIOXKE 45 JIET, CYyXOXKWIb-
HbIX KcaHTOM, Bbicokoro ypoBHst XC JIHII, paHnHee pas-
Butue CC3 u I'XC y 6im3kux poacTBEeHHUKOB. MToro-
Basi cymMmMma OaJIJIOB ITO3BOJISIET BBICTABUTH “OIpeesieH-
HBIA”, “BEpOSATHBIA” WIM “BO3MOXHBIN” OUarHo3
CI'XC. ¥ 20-30% mauueHTOB ¢ KIMHUYECKUM JTUArHO-
3oM CI'XC mucnunumeMusi UMeeT MOJIUTeHHBIN XapakK-
Tep [25]. s moATBEpXKIEHUs AMarHo3a reTepo3vroT-
Hoit CI'’XC BbINOJIHSIETCSI MOJIEKYISIPHO-TEHETUUECKOE
HCccleNoOBaHWe, HalpaBjIeHHOe Ha OOHapyXXeHUe IMaTo-
TeHHBIX UM BEPOSTHO MATOT€HHBIX BAPUAHTOB HYKJIEO-
TUAHON mocienoBarenbHocT B reHax LDLR, APOB,
PCSK9[26].

Haubonee pammoHaJibHBIM TTOIXOAOM K BBISIBIIC-
Huto HOBBIX citydyaeB CI'XC siByisieTcst KaCKaIHbIi CKpU-
HUHT, BKJIIOYAIOIIUA 00CieqoBaHWe POACTBEHHUKOB
npobanna [26, 27]. Peanuzarus mporpaMm KackaaHOTO
ckpuHuHra B Hunepnanmax npuBenaa K BBISIBICHUIO
>28 1hic. HOBBIX ciydaeB CI'XC [1]. KackagHblil ckpu-
HUHT MOXET OBbITh (PEHOTUITUYECKUM U 0a3upOBaThCS
Ha kiruHu4Yeckux nposipneHusix CI'’XC, nubo reHeTnye-
CKHM — C BBIMIOJJHEHUEM MOJIEKYISIPHO-T€HETUYECKOTO
WCCJIENOBAaHUS M TOWCKOM MYTAalluM, BbISIBJIEHHON
y npo6aHaa. @eHOTUTTNIECKU KacKaaHbI CKPUHWUHT
MPOBOIUTCS C KCIOJb30BAHUEM OPUTAHCKUX OUOXU-
muyeckux KpurepueB CI'XC misi poACTBEHHUMKOB

NICE (National Institute for Clinical Excellence). BbI-
SIBJICHUE T1aTOJIOTMYECKOTO BapuaHTa ajUlesieid, maxe
TP HOPMAJILHOM YPOBHE JIMTIUIOB, TO3BOJISIET BHICTA-
Buth auarto3 CI'’XC [26].

Jleuenue CT'XC

B cootBeTcTBMM ¢ pekomeHnanmsiMu EBpomneiicko-
ro o0IIecTBa KapanoJoroB u EBporieiickoro ooiiecTsa
arepockieposa, uenenbie ypoHu XC JIHII 3aBucdT ot
KaTeropum cepaeyHo-cocyauctoro pucka [28]. bosb-
HbIX ¢ arepockiepoTuueckumu CC3 OTHOCAT K KaTe-
TOpUHU OYeHb BHICOKOTO pucKa. Llebio ruronumnuaemMu-
YeCKOI Tepalliyl Y TaKNX OOJBHBIX SIBJISIETCS CHIDKCHIE
koHueHtpanuu XC JIHTT He MeHee yem Ha 50% oT uc-
xomHo#t n <1,4 MMoJIb/7 (KiTacc pekoMeHaauwmii I; ypo-
BeHb JgokazarenbcTB C). Ilpu oTCyTCTBUU aTepoCKIe-
potudeckoro CC3 uau 3HauuMoro akropa pucka mna-
nueHTbl ¢ CI'XC oTHOCITCS K KaTeropuu BbICOKOTO
pucka c 1eneBbiM ypoBHeM XC JIHIT <1,8 MMonb/a
(knacc I; yposenb C).

CTaTuHBI — TIepBas JIMHUS MEIUKaAaMEHTO3HOM T'-
noaunuaeMuueckoit repanuu 6o1pHbIX ¢ CITXC. Me-
XaHU3M JIeHCTBUSI 3TUX TIpErapaToB OCHOBAH Ha KOH-
KYPEHTHOM WHTUOUPOBAHUU 3-TUAPOKCHU-3-METUI-
IIyTapwi KOH3UM-A penyKTa3bl, KaTaJau3upylolei
cuHTe3 aHaoreHHoro XC B opraHusme. JleueHue cieny-
€T HAaYMHATh C BEICOKOMHTEHCUBHOI TepaIliy cTaTHHA-
MU (ypoBeHb [; Kitacc A), 4yTo mpe/rosaraeT Ha3Haye-
Hue aTopBacTaTMHa B 103e 40-80 Mr wiu po3yBacTaTH-
Ha — 20-40 mr [28].

HecMoTpst Ha paHHee Hayayo JEYSHUS W TPUEM
BBICOKUX JI03 CTaTMHOB, y yacTh 00ibHBIX ¢ CIXC He
yHaeTcsi TOOUTHCSI ONTUMAILHOTO CHYDKeHUsT YpoBHST XC
JIHIT u cTabunuzaumu arepockIepoTUUECKOro mpoliecca
[29]. TIpu HemocTuxkeHuu ueneBoro ypoBHsa XC JIHIIT
peKoMeH10BaHO JobaBieHue 33eTumuba (kiace I; ypo-
BeHb C). D3eTUMUO — MHTMOUTOP aOCOPOLIMU XOJIecTe-
pWHA, MEeXaHW3M JEUCTBUS MperiapaTa CBs3aH C BO3Ieii-
CTBUEM Ha 0eJiok, 1onoOHbIi 6e1ky HumanH-TTuka Cl
(NPCILI1), pacnofioxxeHHOTO B KJIETOYHOI MeMOpaHe
SHTEPOLINTOB TOHKOTO KMIIIEYHWKA IMPOTCMHA W OTBET-
CTBEHHOTO 3a nepBuuHoe BcacbiBaHue XC [30].

B Hacrosiiiee BpeMsi MOSIBUICS HOBBIN KJlacc Jie-
KapCTBEHHBIX CPEJCTB — YeJIOBEYECKNE MOHOKJIOHAJb-
Hble aHTUTeNa, uHruoupymoiue 6enok PCSK9. B pe-
3yJbTaTe CHUXKeHUs1 ypoBHs cBoboaHoit PCSKY ysenu-
YyMBaeTcsl KonnmuecTBo peuenTopoB K JIHIT 1 ymeHbIa-
etcs conepxanue XC JIHIT B miazme kposu [31]. UH-
ruoutopsl PCSK9 pekomennoBanbl 60onbHbIM CI'XC,
OTHOCSIIIMMCS K KaTeropuu odeHb Bbicokoro CC3 pu-
cKa, mpu HepocTuxkeHuu LejieBoro ypopHst XC JIHIT Ha
(oHe npreMa MaKCUMaJIbHO MEPEHOCUMBIX 103 CTaTH -
HOB B COUETAaHUM C 3€TUMHUOOM WY TIPU UX HETIEPEHO-
cuMocTtu (knacc I; yposenb C).

D HeKTUBHOCTD NBOMHOIN UM TPOWHON TUMOIU-
IMUIEMIYECKON Tepalliy M3ydaad B MHOTOYMCICHHBIX
ucciaenoBaHusX. Tak, B paHIOMU3UPOBAHHOE, ILIalle-
60-koHTpoaupyemoe uccienobanne RUTHERFORD-2
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(The RedUction of LDL-C with PCSK9 InhibiTion in
HEteRozygous Familial HyperchOlesteRolemia Disor-
der-2) Bxovyanich nmauueHTsl (n=331) ¢ rerepo3uror-
Hoit CI'XC, npuHMUMaBIIMEe MaKCUMaJbHO TMEPEeHOCU-
MYIO TUITOJMIIUAEMUYECKYIO Tepanuio ¢ ypoBHeM XC
JIHIT >2,6 mMonb/n. B rpymme Tepanuu 3BOJIOKyMa-
60oM B o3e 140 u 420 Mr 1o cpaBHEHMIO C TPYMIION Mia-
11e60 6bUT0 oTMeueHo cHikeHue ypoBHs1 XC JIHIT Ha
60-68% w JIr(a) Ha 32% [32].

Db deKTUBHOCTh Ha3HAUCHUS ATUPOKyMada 60ib-
HbIM ¢ retepo3urotHoit CI'XC olieHuBanach B YeThIpEX
78-HenenbHbIX T1ale00-KOHTPOJIUPYEMbBIX HCCIEI0Ba-
ausix (ODYSSEY FH I, FH II, LONG TERM u HIGH-
FH). I1pu 5ToM nmanueHThl NoayJyaad MaKCUMAaJIbHO T1e-
PEHOCUMYIO TepaIuio CTaTUHAMMU, a YaCTb — KOMOWHU-
POBaHHYIO TUMOJUIIMIEMUYECKYIO Tepamnuio. B uccie-
moBannu ODYSSEY FH I-1I (Efficacy and safety
of alirocumab in patients with heterozygous familial
hypercholesterolemia not adequately controlled with
current lipid-lowering therapy) y4yacTBoBajiu OOJbHBIE
(n=735) c arepockiepornueckumu CC3 u ypoBHeM XC
JIHIT >1,8 mMob/71, a Takske numa 6e3 CC3 ¢ XC JIHIT
>2,6 mmoib/it; B ucciaenosanusx ODYSSEY HIGH FH
1 LONG TERM — yuiia (n=522) ¢ UCXOOHBIM YPOBHEM
XC JIHIT >4,1  >1,8 MMOJIb/J1, COOTBETCTBEHHO. B 3THX
HCCeNOBaHUsAX ObUla MPOAEMOHCTPUPOBAHA BBICOKAS
3(HEKTUBHOCTh aMpoKymaba: Ha 24 Hem. JieyeHuUs
cHmxkenue ypoHst XC JIHIT coctaBuio 48,8% nipu BBe-
peHun 75 win 150 Mr anupokymaba u Ha 55% — mipu
BBeaeHuun 150 mr anupokymaba. Ha Tepanuu aampoky-
MabOM OTMEUYEHO 3HAYMMOE CHIDKEHUWE YPOBHS amnoB,
XC, He BXOJSILETO B COCTaB JUIIOMPOTEUHOB BBICOKOM
miotHocTH, u JIn(a) mo cpaBHeHUIO ¢ ruiaue6o [33-36].

Tem He meHee, y yacTu 60JbHBIX ¢ CI'XC npuem
TUTIOJUMUAEMAYECKON Teparuu He MO3BOJISIET NOOUTh-
cs cHxeHus ypoBHs XC JIHIT 1o 1iesieBbIX 3HAUEHUIA.
Ilpumenenue adepe3a JTUNONPOTEMHOB MOKA3aHO
60sbHBIM ¢ retepo3uroTHoit CI'XC npu Hamuuuu CC3
aTEepPOCKJIEPOTUYECKOrO TeHe3a U HEemOCTaTOYHON 3¢h-
(bekTUBHOCTU MaKCUMAaIbHO MTEPEHOCUMOI TUTTOIUTIH -
nemMuuyeckoi Tepanuu (kiacc I, ypoBeHb A): Ipu ypoB-
He XC JIHIT >4,1 MMo0ab/IT; TIpH MPOTPEeCCUPOBAHNI
aTEepPOCKJIEPOTUYECKOrO MpoILecca, HECMOTPsS Ha [o-
ctizkenue ueneBoro yposHst XC JIHII. Adepes takke
peKoMeHI0BaH O00JbHBIM ¢ retepo3urotHoit CI'XC,
umeromumM CC3, mpu MNOBBILIEHUHW KOHLEHTpaLluKU
JIn(a) >60 mr/mt (xiacc I, yposens B) [37].

Pesynbratel peructpa Simon Broome mnokazanu,
4yTo B OTCyTCTBUE JieueHUs 6onpHble ¢ CI'XC mnmeror
100-kpaTHOE yBeJIMYeHUEe pUcKa CMEPTU OT CepaeyHO-
COCYAMUCTBIX OCJIOXHEeHUil B Bo3pacte 20-39 jnet u 4-
KpaTtHoe B Bo3pacte 40-59 net [38]. Ho naxe Ha Tepa-
nuu cratuHamMu y nauueHToB ¢ CI'XC coxpaHseTcs
2-kpatHoe yBenunueHue pucka MbC B cpaBHeHUHU ¢ UX
3[I0POBBIMU POACTBEHHUKaMU [39].

B nacrosiiee Bpemst Ha Tepputopun P® mposo-
JIIUTCS MHOTOLIEHTPOBOE PETrMCTPOBOE HCCIENOBaHUE

PEHECCAHC (Peructp mauiuEHTOB ¢ ceMeiiHoli ru-
TepxoJieCTepUHEMUE W TAallMEHTOB OY€Hb BBICOKOTO
cEpneuno-cocynucroro pucka ¢ Heno CTATOUHOI 3¢-
dextuBHOCThIO MPOBOAUMON TUMOIUMUAESMUAYECKON
Tepanuu), B Kotopoe BktodeHo 1208 6oabHbIx ¢ CIXC.
ITpu BkIIIOYeHUM cpenHuil ypoBeHb ob1iero XC cocra-
B 9,4%2,3 mmosb/a, XC JIHIT — 6,6£2,1 mmoub/i,
UBC 6buta guarHocTupoBaHa y 45% aul, TUIIEPIUIIO-
nporenHeMusi(a) (JIm(a) >30 mr/mn) BeisiBieHa y 42%
v, Ha MOMEHT BKJIIOUeHUsI B peructp Juiib 27%
601bHBIX CI'XC mpuHUMAaIU CTaTWHBI, B T.4. 3% JHII
HaXOIWJIMCh HA KOMOMHUPOBAHHON TMIIOIUITUIEMIYE-
ckoif tepanuu. Ilo maHHbIM Ha nekadpp 2018r, 873
(72%) maumenrta ¢ CI'’XC nmpyHUMAaIKA CTaTUHBI, B T.4U.
B BBICOKOMHTEHCHBHOM pexume — 61%, ymMepeHHO-
WHTEHCHUBHOM pexume — 39%, 23eTUMUO B KOMOMHA-
uun K cratuHam — 11%, unruouropsr PCSK9 — 27
(2,2%) uenosex [40]. B HeGoJIbIIOM HabIIOAATETBHOM
ucciaenoBaHuM O0JbHBIX C¢ Tretepo3urotHoit CI'XC
(n=247), BxmoueHHbslx B ®I'BY “HMMUIL kapnmoio-
run” MuH3sapaBa Poccuu, B TeueHue 2 JeT HaOmone-
HMS ObUTO 3apeructpupoBaHo 12 (5%) HedaTaabHBIX
CepIeYHO-COCYAUCTHIX coObITUI. C MX pa3BUTHEM ac-
counupoBanuch UBC — otHocurenbHblii puck (OP)
9,01; 95% OW: 2,44-33,29 (p=0,0001), aTepockiepo3
COHHBIX apTepuil CO CTEHO3WPOBAHMEM IPOCBETA
>30% — OP 9,37; 95% IU: 3,01-29,17 (p=0,008)
u KoHueHTtpauus JIn(a) >50 mr/mt — OP 4,02; 95%
1U: 1,96-13,39 (p=0,013). Cpenu 114 601bHBIX ¢ CIT'XC,
MpPUHUMAIOIIMX CTaTUHBI, LejeBoro yposHsa XC JIHIT
<2,6 MMOJIb/JI, COOTBETCTBYIOILETO KATETOPUU BBICOKO-
ro pucka, nocturiu 13% mauuenton, ypoHs XC JIHIT
<1,8 MMOJIb/71 — 6% GOJILHBIX OYE€Hb BEICOKOTO CEPIEY-
HO-cocyaucToro pucka [41].

JlanbHeiilme nepcneKTUBbI

K HacrosiieMy BpeMeHU OITyOJIMKOBAHBI Pe3yilb-
TaThl TIEPBOTO KIMHUYECKOTO MCCIIENOBAHUS, TTOCBSI-
IIEHHOTO TIPUMEHEHUI0 HOBOTO WHBEKIIMOHHOTO Jie-
KapCTBEHHOTO TIperapaTta WHKJIW3UPaH, MEXaHWU3M
NIECTBUSI KOTOPOTO CBsSI3aH C IONABJIeHMEM CHUHTe3a
PCSK9 nyrem Bo3aeiicTBUSI Ha Maylylo MHTepdepupy-
I011yI0 pUOOHYKIeHHOBYIO KucaoTy [42]. TIponeMoH-
CTpUPOBAHO ycToiuMBOe cHUXeHue ypoBHs XC JIHIT
Ha 53% uepe3 180 nHeit mocie OByX MHBEKIWIA ITpera-
para. JlaHHbIe, MOJyYEeHHbIE B MOCIEAYIOIIUX UCCIEN0-
BaHUsSX, MOKa3aJv, YTO BBEIEHME IIperapara 2 pasa
B TOI C WHTEPBAJIOM B 6 MecC. MO3BOJSICT JTOOMTHCS
ycroitunBoro cHuxenus ypous XC JIHIT mo 50%
y 6osnbHbIX ¢ CC3 aTepocKIepOTUUYECKOro reHesa Ha
(boHe mpuema MaKCUMaJbHOW TUMOJUTTMIEMUYECKON
Tepanuu [43].

bemmienoeBasi kuciora TpencTaBisgeT coboil Ho-
BBIII JIEKAPCTBEHHBIN TIperapaT, MEeXaHU3M JIeUCTBUS
KOTOPOTO CBSI3aH C MHIMOMpoOBaHUeM (epMeHTa aje-
Ho3uHTpUudocdaT LUTpaTAUa3bl, KaTaIU3UPYIOLIEH
MpeBpallleHne MTpaTa B alleTWJIKOIH3UM A B ITUKIIE
peakuuii cunreda XC. bemnenoeBasi KMCIOTa He aK-
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THUBHA B CKEJICTHBIX MBIIIIIAX W MOTOMY TPENCTaBISIeTCsI
MEePCIIeKTUBHON 1JII UCTIOJb30BaHUsI y OOTBHBIX C He-
MEepEeHOCUMOCTbIO CTaTUHOB. B TpeTheit (ase paHmo-
MM3UPOBAHHOTO TJ1a11e00-KOHTPOJIUPYEMOTO UCCIIENO-
BaHust CLEAR (Cholesterol Lowering via BEmpedoic
acid, an ACL-Inhibiting Regimen) Serenity, B KoTopoe
ObUTM BKJIIOYEHBI 345 OOJIbHBIX C HENEPEHOCUMOCTBIO
CTaTMHOB, TI0OKa3aHoO, YTO Ha (hOHe TpueMa mpernapara
B no3e 180 mr yposenb XC JIHII cHuswics Ha 21,4% —
95% OW: ot -25,1% no -17,7% (p<0,001) uepes 12 wen.,
KOHIIEHTPAIIMSl BBICOKOYYBCTBUTENBHOTO C-peakTUB-
Horo Oenka ymeHblmiaach Ha 24,3% (p<0,001). Ilpo-
(unp 6e30macHOCT U MIEPEHOCUMOCTU OeMIeq0eBOM
KMCJIOTHI ObLIT conocTaBuM ¢ mianedo [44]. B uccneno-
Banuu CLEAR Harmony (n=2230) 6emmnenoeBast Kuc-
JloTa Ha3zHavanach nanueHTam ¢ CC3 aTepocKiIepoTu-
YyecKoro reHesa u/mmam rereposurotHoit CI'’XC, y koTo-
PBIX MaKCUMaJIbHasI Teparsl CTaTUHAMK He TIPUBOIMIIA
K noctukeHuto 1eneBbix ypoBHeil XC JIHII. Haznaue-
HUE OeMITeOeBOM KUCIOTHl COMPOBOXKIAIOCH 3HAYM-
MBIM cHIKeHreM koHueHTpamuu XC JIHIT Ha 16,5%
B CpaBHEHUM C rpyImnoii miauedo [45].
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