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CEMEVHASA TUIIEPXOJIECTEPUHEMMA:
COBPEMEHHDBIE ITPMHINITBI JMATHOCTUKN 11 TEYEHNA. YACTD 11

T.M. Mypamanues, B.K. 36enyosa, I0.H. Hexntodosa,
3.T. Paoncanosa, H.K. XKanvimbexosa, Cynman yyny 9.

CemeliHas runepxonecTeprHemMmna — 3T0 reHeTUYeckoe 3aboseBaHne, KOTopoe NPUBOANT K CEPbe3HOMY MOBbI-
LUIEHMIO YPOBHA XOnecTeprHa NMNONpPOTENHOB HW3KOMN MIOTHOCTU B CbIBOPOTKE KPOBW W BO3pacTaHWIO prcka
paHHero pasBuTUA CepAEeYHO-COCYANCTbIX 3aboneBaHuit. /13n10XeHbl cOBPeMeHHble MPUHLMMbI eYeHNA cemeii-
HOW rmnepxosieCTeprHeMunM.

Knioyegole criosa: cemenHas rmnepxonecrtepunHeMuna; peuentopbl nmnonpoTtenaos HU3KOWN NJIOTHOCTY; IeYeHMe.

FAMILIAL HYPERCHOLESTEROLEMIA:
MODERN PRINCIPLES OF DIAGNOSIS AND TREATMENT. PART II

T.M. Murataliev, V.K. Zventsova, Yu.N. Neklyudova,
Z.T. Radzhapova, N.Zh. Zhanyshbekova, Sultan uulu E.

The familial hypercholesterolemia is a genetic disease that leads to a serious increase in the level of low-density
lipoprotein cholesterol in the blood serum, and an increased risk of early development of cardiovascular diseases.

This article outlines the modern principles of treatment familial hypercholesterolemia.

Keywords: familial hypercholesterolemia; low density lipoprotein receptors; treatment.

ITepByto yacth cratbu [1] MBI OCBSITHIIN BOIIPO-
caM JHMarHOCTHKH CEMEHHOH THIIepXOJICCTCPUHEMIH
(CT'), B0 BTOpPO# YacTu MpenCcCTaBIeHB METOIBI HEMe-
JTUKAMEHTO3HOTO 1 MEAMKAMEHTO3HOTO JICUCHHS.

Tak)xe OTMEUEH OUYeHb BBICOKHI MPEXAEBpPEMEH-
HBI PHCK Pa3BUTHA HIEMHUYECKOW OONe3HM cepaua
(UBC) y mun ¢ CI'. Pannee Havao je4eHus U J0JTO-
CpOYHAs THITOMUIHIEMITYECKas Teparus MOTYT CyIIe-
CTBEHHO CHU3UTH 4YacToTy MBC y reTepo3uroTHBIX
MAIMEeHTOB 0 YPOBHEW, aHAJIOTHYHBIX B OOmIEH ITo-
myJsuu [2]. B mocnennue roasl pa3paboTaHsl HOBBIE
noaxo/p! K jeyeHuto 6onpHbIX ¢ CI', HO M3MeHeHue
o0paza KHM3HM ocTaeTcsi 0a30BBHIM HAYaJoOM ee Jieue-
HUS, KOTOpas BKJIIOYAeT B ceOs AMETHYCCKUE PEKO-
MEHIAIH, (QU3NIECKYI0 AaKTUBHOCTH, OTpaHUYCHUE
MOTPEOIEHUS aJIKOTOJIS, OTKA3aThCS OT KypeHUs U U3~
OeraTh NMAaCCHBHOTO KypEeHHs, MOAJEPKUBATh BeC Ha
ONTUMAJILHOM YPOBHE.

CobutonieHne IUeThl, KaKk KOMITOHEHTA JICUCHUS,
MAIACHTHI TOJDKHBI MPHUACPKUBATHCS B TCUCHHE BCEH
JKU3HU. J{neTndeckre peKOMEHIAINY TalueHT TOJDKEH
MOJYYUTh Y Bpada-IHeToNora, PH €ro OTCYTCTBUU —
y ceMelHoro Bpaya. PekomeHayercss nuera ¢ HU3KUM

coziepKaHHeM KaJIOpUi ¢ OOIMM MOTpeOJIeHHEM K-
pa: 10y HACBIIIEHHBIX (KUBOTHBIX) )KHUPOB HE JOJDKHA
npeBbImarh 7 % oT o0mmel KaaopuiHOCTH; TOIHMHEHA-
CBIIEHHBIX KHPOB — 10 %, MOHOHEHACHIIIEHHBIX JKU-
poB — 10 %. Ha oo yriesonos npuxoautcs S0—60 %
OT 001Iel KaToOpHIHOCTH, a Ha om0 Oenka — 13-15 %
KaJIOPHHHOCTH JTHEBHOTO paniioHa. boiabHBIM peKxoMeH-
JIyeTCsl yIoTpeOIIsITh OONbIIE MTPOIYKTOB, COJIEPIKAINX
rpyOyio KJIETYaTKy, €KEAHEBHO BKIIOYATh B PalyoH
MUTAHUSI CBEXHME (PYKTHI U OBOIIM, MOJIOYHBIE TIPO-
JIYKTBl C HU3KHUM COJICp)KaHHUEM JKUpa, YHOTPEOJSTh
TOJIBKO HE)KHUPHOE MSICO, IBA-TPH pa3a B HEAENIIO MSICO
3aMEHITh MOPCKOW pbIOOH. JKMBOTHBIE >KUPBI pEKoO-
MEH/yeTCs YHOTPeOISTh B OTPaHHYEHHOM KOJIMIECTBE,
MPEIOYNTast KUPHl PACTHUTEIBHOTO NPOHUCXOXKICHUS
(TIo/ICOTHEYHOE M OJTMBKOBOE MACJIO).

B nocnenHee Bpemst BaKHOE MECTO B JIHETE OOJIb-
HbIX ¢ CI' y#enstoT Ha3HAUYEHHIO PACTHUTENBHBIX CTe-
POJIOB M CTaHOJIOB, KOTOPBIE, SIBIISISICH PACTUTEIBHBIMHU
JUIUIAMH, CHIDKAIOT KOHIIGHTPALMIO XOJIECTepHHA
(XC) nmumomporenmoB Hm3Kou mmotHocTH (JIITHIT)
B IJIa3M€ KPOBHU 3a CYET KOHKYPEHTHOTO MHTHOUPO-
Banusi abcopOimn XC B TOHKOM KHIIEYHHKE. Bbuio
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Tabnuua 1 — PexomeHnnaruu no auete ¢ uenbto cHwkeHus yposas XC JITTHIT
W YIYYIISHUS JIMIUIHOTO POoduis

TponyKTs! OtnaBarb YmepeHnHoe YoTpeOnsTe HHOTAA,
pennoYTeHHe norpedneHne B OTPaHUYCHHBIX KOJIMYECTBAX
PapunupoBanusblii x1e0, numdo-
3naku HenpHO3epHOBEBIE BaHHBIN pHC, IEUEHbE, KYKypy3- | BbImeuka, KeKchbl, KpyaccaHbl
HBIC XJIOTbSI
Osou ChIpbIe ¥ TPUTOTOB- ToMarsr Osomy, TPATOTOBJIEHHBIE C Mac-
JICHHBIC OBOIIH JIOM WJTH CMETaHOM
BoBoBbE Jlaryk, dacoinb, 6008, | )
TOpOX, COsl, HYT
Cymenble GpyKTbI, KeJle, IKEeMbI,
DpyKTHI CBexxue u 3aMopo- KOHCEPBHPOBAaHHBIE (DPYKTHI, )
JKCHHBIC (PPYKTBI iepoet, GpyKTOBOC MOPOKEHHOE,
(bpYKTOBBIE COKH
Crnagoctu u Hexkanopwuiinsie Caxapo3a, Me/I, IIOKOJIa I, KOH- TTupoxHbIe, MOpOXKEHOE, HPYKTO-
TIOJICIIACTUTENN TIOJICIIACTUTENN GbeTs 3a, 0e3aJIKOTOJILHBIC HAITUTKU

Msico u peiOa

IMocTHas U KUpHAs
pBIOa, TOMAIIIHSS
nruna 6e3 KoxKu

IMocTHas roBsiauHa, OapaHKUHA,
CBHHWHA WJIH TEISITHHA, MOPEIPO-
IIyKThI, PaKOOOpa3HbIC

Konbackl, cansimu, OSKOH, CBUHBIC
PEOPBIIIKH, XOT-I0TH, CyOnpo-
JTYKTBI

Slifia ¥ MOJIOYHBIC
MPOYKThI

O06e3KUpEeHHOE MOJIO-
KO, HOrypThI

Moi10K0, CBIp U IPYTHe MOIOUHBIE
NPOLYKTHI C HU3KUM COIEPIKAHU-
€M JKHpa, aina

OOBIUHBIN CBIP, CITMBKH, LEILHOE
MOJIOKO U HOTypT

Kynunapssle xupsl
U COYCBI

OJIUBKOBOE Macj0 HETPOIIMYECKUE
pacTuTenbHbIe Macia, MATKHe
MaprapuHbl, CaJaTHbIE COYCHI,
MaloOHEe3, KeTUyII

TpaHc-XUpBI U TBEpIIBIC Maprapu-
HBI (JTyyie u3berarp), najabMOBOE
¥ KOKOCOBOE MAacJo, CIIMBOYHOE
Macjo, CBHHOE CaJlo

Opexu/cemena

Bce, Heconenble (3a UCKITFOYCHHU-
€M KOKOCa)

Koxoc

Crioco0b! IPUTOTOB-
JICHUSL

Tymenue (6e3 mac-
J1a), OTBapHBaHUE,
HPHUTOTOBJICHHE Ha

Trapy

ITpuroToBneHue B TEXHUKE “CTUP-
(bpaii”, 3anekanue

YKapka

MMOKa3aHo, YTO HA3HAYCHHUE PACTUTEIHHBIX CTEPOIIOB/
cranonoB (1,5-2,0 r B menp) mersim ¢ CI' mpuBemno
K cHmwkeHno koHneHTpaiuio XC JITTHIT na 10-15 %
[3], omHAaKO CYIIECTBYIOT OMACEHUSI OTHOCUTEIHHO UX
HaKOIUIEHHsI B aTepoMax [4].

PekoMeHnpanuu mo aueTe ¢ IENbIO CHUKEHHS
ypoBHst XC JIIHII u ynydmeHuss JTUOUAHOTO IMPO-
¢una npencrasiensl B Tabmure 1 [5]. OmHO nmumib
coOJTIo/IeHre TUETHI He TIPUBEET K IeJIEBOMY CHIUKE-
Huto yposHs XC JIITHII, cnenoBaTensHo, ManueHTam
¢ CI' oIHOBpEMEHHO MOKa3aHa MEAMKAMEHTO3HAsl Te-
panws.

du3nyeckass aKTHBHOCTh. Bimsame ¢usude-
CKOW aKTMBHOCTH Ha YPOBEHBH JHUIHAOB B CBHIBOPOT-
K€ KPOBH H3YYEHO JIOBOJBHO MIMPOKO. Du3mueckas
WHEPTHOCTh OKAa3bIBAE€T HETATUBHOE BIMSHUE HA METa-
00JIN3M JIUITHIIOB, BKIIFOUYAs YBEIUYCHHE YPOBHEH X0Jie-
crepuna JITTHII, HO 3TO MOXXET OBITH TPEIOTBPAIICHO
Omaromapsi peryJispHBIM yTpaxHeHUsM. Duzndeckue
TPEHUPOBKH HA3ZHAYAIOTCS MHIMBHAYAIBHO IS KaXK-
noro narenTa. [lockoneky y marmentoB ¢ CI' wacto

BCTpEYaeTCs MOpaykeHUE a0PTAILHOTO KJIalaHa B BHUIIE
CTeHO3a [6], KOTOPBIf MOXKET yCYTyOUTh CTEHOKapAHIO
1 00MOpPOKH TpU (PU3MUYECKOH Harpy3ke, repern Hada-
JIOM 3aHATHH PEKOMEHAYETCS MPOBECTH TIIATEIBHYIO
OLIEHKY COCTOSHHMSI aOpThl U aOPTAJIBbHOIO KIIalaHa,
TIOCJIE Yero MaIUeHT MojyYaeT peKOMEeHIAIH 110 (u-
3WYECKOM aKTHUBHOCTH. [IpM OTCYTCTBHM NHPOTHBOIIO-
kazaumii 6onpHBIM CI' mpoBoxuTcss DK -Harpy3ouHas
npo0a 1 onpenesnsieTcss TPEHUPOBOYHBIH MyJIbC.
JlanHbIe MeTa-aHaJM3a MOKA3ajH, YTO OJHUM U3
MOJIOXKUTEIBHBIX 3(P(QEKTOB PEryJISPHBIX a3pPOOHBIX
yIpaXHeHUll aBiseTcs nopblmeHre yposHsa XC numno-
npoTtenoB Beicokoi totHOocTH (JIIIBIT) B cpemnem
or 1,9 no 2,5 mr/mn (ot 0,05 mo 0,06 mmois/m) [9,
10], a camxenne obmiero XC, XC JIIIHIT u ypoBHS
tpurauuepunos (TT) B cpennem Ha 3,9; 3,9 u 7,1 mr/
it (0,10; 0,10 u 0,08 MmmoIB/T), COOTBETCTBEHHO [7].
MuHNMaIbHOE KOJIMYECTBO YIpaKHEHUH, HE0OXoau-
MbIX JUIs yBenmuenust ypoBHst XC JIIIBII, cocrapnsier
900 xkam >HeprumM B HeAeTo Wwin okoso 120 MuHYT
TUIMYHBIX a’POOHBIX YIPAKHEHUH. Y MalreHToB
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Tabnuna 2 — JIunuacHuKaroIas Teparnus

IIpenapar Hauanpnas nosa JuanazoH 103
Cmamunul
JloBactaruH 20 mr 10-80 mr
IIpoBacTaTun 40 mr 10-80 mr
CumBacTaTvH 20—40 mr 5-80 mr*
DrnyBacTaTvH 40 mr 20-80 mr
AtopBacTaTuH 10-20 mr 10-80 mr
PozyBacrartun 10 mr 5-40 mr
IIutaBactaTun 2 mMr 2—4 mMr
Huzubumop oopamnozo écacvléanus xoiecmepuna
O3eTumMuO 10 mr | 10 mr
Hneuoumopur PCSK9
Anupoxymab 75 Mr Kaxzple 2 Hellesu 75—150 Mmr kax/sle 2 HEJeIU
DonoKyMa6 140 mr Kamz}me 2 mHenenu wim 420 mr )
pa3 B Mecs1l
Duopamul
denodubpar 48-145 mr 48-145 mr
Temuudpo3unn 1,200 mMr 1,200 mr
denoGubprUHOBas KUCIOTA 45-135 mr 45-135 mr
Huanun
HemMenneHHO€e BEICBOOOXK IEHHE 250 mr 250-3000 mr
3amesIeHHOE BHICBOOOKICHHUE 500 mr 500-2000 mr
Cekeecmpanmaol JHcenyHbIX KUCION
XonecTepaMuH 8-16T 4-24r
Konectunon 2r 2-16r
Konecesenam 38r 384,5r
Komounupoeannaa mepanus
O3eTuMu0/CHMBaCcTaTUH 10/20 mr 10/10-10/80 mr
E;;‘éﬁi;:ﬁﬂi“m BricBoGOKzE- 500/20 mr 500/20—1000/20 mr

Huzubumop muxpocomansnozo mpuznuyepuo-nepenocauieco denka (MTP)

JlomuTanu

| 5 MI, ¢ MOCEAYIOIMM TUTPOBAHUEM |

5-60 mr

Anmucmoicnoeoii anonun onpomeun B-wmzonymeom uo

MunomepceH (IOJKOKHbIE HHBEKIHHN) |

200 mr 1 pa3 B HEZEIIO |

200 mr 1 pa3 B Henelnto

Omeza-3 ROJITUHEHACHIUWICHHbLE HCUPHblEe KUCTIOMbl

DT GUPBI OMeTra-3-KUCIOThI
(Omaxkop, JloBaza)

4 1 Kax bl IeHb

4 1T KaX bl JI€Hb

Mxo3arneHT 3T oMera-3-K1ucaoThbl
(Banuena)

4 1T KaxJIpIi JIEHb

4 T KaxX bl JIEeHb

[Mpumeuanne. PCSK9 — nHruOuTOp CyOTHIIM3WH KEKCHH MPOOEIKOBOI KOHBEpTa3bl THIA 9,
*—CumBactatu 80 Mr, He 0OOPEH TS TEpaIliH, €CIIM TOIBKO YEI0BEK He JICYUTCs Oosee 0HOro roga 0e3 MHOMAaTHH.

¢ cepaeuHo-cocynucTbiMu 3a0oneBanusimu (CC3), ko-
TOpBIE OCYIIECTBISIOT adpoOHBIE YHPaKHEHUS, ypo-
BeHb XC JIIIBII yBenuuuBaercss B cpeaHeM Ha 9 %
(3,7 mr/mn (0,10 mmonw/ir), a ypoBHU TI' cHIKAroTCS
Ha 11 % (19,3 Mr/mn — 0,22 mmoms/m) [8].

C ydaerom pannero passutusi CC3 y manueHToB
¢ romo3urotHoit CI', camxenue XC JIITHIT umeer
pemiaroniee 3HaueHHE. 310pOBOE MUTaHKHE, adpPOOHBIE

(u3nueckre Harpy3Kd HalMeHTaM HEOOXOJHUMBI, O
HaKO JIa)kKe CTPOToe COOJIIO/ICHNE TUETHI M yMEPEHHbIE
(m3nueckue Harpy3KM y 3TOW KaTeropuu OOJBHBIX
MaJlo BIUSIOT Ha TSDKECTh TUIIEPXO0JIeCTEPHHEMHUH.
Kypenue siBnsiercst 4pe3BbIYaifHO BaXKHBIM U MO-
TuUIIpyeMbIM (hakTopoM puckoM y 60ibHEIX ¢ CT,
KOTOPOTO CJIeyeT n30erarh n3-3a MOBbIIIEHHON BEpo-
SATHOCTHU pa3BuTHi npexaespemenHoit UbC [9]. Puck
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CC3 yBenuuuBaeTcd y KypWIbIIMKOB II0 CPAaBHEHUIO
¢ HekypsmumHa B 2,1 paza (95 % noBepuTenbHBIA NH-
tepBan 1,5; 2,9). UccnenoBaHus mokaszaid, 9YTO PUCK
pasButus VBC, cBsi3aHHOI C KypeHHEM, CHHXKAETCS
JUHEWHO (YMEeHbIIAeTCs A0 HyJIA, T. €. 10 YPOBHS JIMIL,
KOTOpBIE HMKOIJA HE KypHUIM) HE MEHEe ueM uepes3
6-9 net nocne ero npekpaieHus. B Hacrosmee BpeMs
6oprba ¢ KypeHHeM MPOBOAMTCS BO MHOTHX CTpaHax
1 HampaBlicHa Ha IPEAOTBpAICHUE Hadalaa KypeHUs
HEKYpSUIMMH, JHKBHJALMIO MAacCUBHOTO KYPEHHUs,
CHI)KEHHUE SJIOBHTBIX CBOWCTB TabauHBIX H3IEIHUM.
B mocnennee BpeMsi Bce Ooubliiee BHUMaHHE YyIelsi-
eTcsl He Pa3bsICHEHHWIO BPEAHBIX IOCIEACTBUHA Kype-
HUSI, @ OJIO’KUTENBHBIM aCIIeKTaM O0TKa3a OT KypeHHsI.
JlekapcTBeHHas] Tepamusi KYpPEHHUs YCIOBHO MOXKET
OBITH pa3/ieieHa Ha aBEPCHOHHYIO M 3aMECTUTENbHYIO.
Lens mepBoit — BbipaboTaTh OTBpalieHHe K Tadaky,
JUIS 4er0 HCIOJIB3YIOTCS pa3iMyHble BSXKYIIHE Cpel-
CTBa, TIOJIOCKaHHE pPTa MepeJ 3aKypHBaHHEM CHTrapeT
U T. 1. 3aMeCTUTEbHAS Tepanusi CHIXKAET CHMITOMBI
HUKOTHHOBOH 3aBHCHMOCTH ITyTE€M BBEICHUS B Opra-
HHU3M BEIIECTB, CXOJHBIX IO JEHCTBHIO HAa OPTaHU3M
HUKOTHHA, HO JIMILIEHHBIX €r0 BPEHBIX CBOWCTB.

Ankozonw. IlpoBeneHHBIE MUAEMUOIOTHUECKUE
WCCIIe/IOBAaHNS IIOKAa3aJM, 4TO YMNOTpeOieHue yme-
PEHHBIX J03 aJKOTOJIs CHIDKaeT puck passutus CC3,
a WMEHHO MOJOXHUTEIbHEIM 3¢ ¢dexkrom o0mamaer
kpacHoe BuHO [10]. Mera-ananu3 34 wuccrienoBaHuid,
BKJIFOYaBIIMX OoJiee OJHOr0 MHJUIMOHA IAlMeHTOB,
npoJieMOHCTpUpoBan 18 % CcHuXeHHe CMEpPTHOCTH
B IpyIme TeX, KTO yIoTpeOsil MeHee 2 MOpIui al-
Koroysg B NieHb [11]. OnTuManbHBIM YPOBHEM IIOTpe-
OneHus amKoros, SBisteTcs ~ 20 I/AeHb U1 MyKIHH
U ~ 10 r/neHp (SKBUBAJICHTHO MPHOIU3UTENBHO OHOM
nopuuu — ogHoMy drink) st sxenmmH [12]. B To xe
BpeMsl Ul MY>K4WH, yHOTpeOnsaBmux 3 u Ooinee mop-
LIUH aJIKOTOJIS, U JUIS JKSHIIMH, YIOTPeOIsBIINX OoJree
2 MopHMii amKoroysi B A€Hb, MOKa3aTeIhb CMEPTHOCTH
BO3pacTal. B rpymnme nmi, cTpagaBIIMX aIKOTOJIU3-
MoM (6 1 Gosiee MOPLHMiT B ICHB), BO3pacTal HE TOJb-
KO PUCK CEpJIeYHO-COCYAUCTON, HO U PHCK BHeE3all-
HOU cMepTH.

Bonbuele ¢ CI' Hyx7narTCs B OJHOBPEMEHHOM
Ha3HAYCHUN MEOUKAMEHMO3HOI mepanuu, KOTopas
no3sossieT cHu3uTh ypoBeHb XC JIITHIT wa 40-50 %,
YTO HEIOCTHKMMO IIPH COOJIOJCHHUU TOJBKO TUETHI
U M3MeHeHHs oOpasa xu3HU. B Tabnuue 2 npeacras-
JIEHBI KJIAaCChI JIMMUACHIDKAIOLIEH TepaITiH.

[TpeanoureHue B BHIOOpPE T'HITOIUITHIEMHYECCKUAX
IIpenapaToB Ha OCHOBAaHMM HMMEIOLICHCS JTOKa3aTellb-
HOM 0a3bl pacupeaenseTcs CleAyomuM 00pa3oM:

1) cTatuHsl;

2) 33eTUMHO;

3) cexBeCTpaHTHI XKETUYHBIX KUCIIOT;

4) KOMOMHUPOBAaHHAS TEPAITHSL;

5) “HOBBIC” JHMIHUJICHWKAIOIINE Mpenaparsl (Ta-
oymmma 2) [13].

CraTuHbl JOIKHBI OBITH MCXOAHBIM IIPENapaToM
g Beex B3pocibix ¢ CI' m y mereit ¢ rerepo3uror-
Hoit CI', HaunHas ¢ 8 no 10 ner [14, 15]. IlanuenTos
¢ romo3urotHsM CI' cnenyer neuuts cpasy e mocie
MOCTaHOBKH JuarHosa [14, 16]. Yopaenenue KOHTpO-
JIS1 Ka4ecTBa NMPOAYKTOB M JICKAPCTBEHHBIX CPEACTB
CIOA (FDA) omoOpuio HCHOIB30BaHUE JIOBACTATH-
Ha, aTopBacTaTWHa, CUMBAaCTaTHHA M pO3yBacTaTHHA
netsMm crapiie 10 et u mpaBacTaTWHA JIMLIAM CTap-
me 8 set [17]. CTaTuHbl yBEIUYUBAIOT JKCIPECCHIO
JITHII-penentopoB mytem cHibkeHnss HMG-CoA-
peIyKTa3bl, CKOPOCTH, OTPAaHMYHMBAIOMIEH CKOPOCTh
cuHTe3a xosectepuHa. CTaTHHBI C YMEPEHHOH WM
BBICOKOH 3((PEeKTHBHOCTBIO CIIEyeT HCIOIb30BaTh
B KauecTBe Tepaluy NepBOH JIMHUM (aTOpBacTaTHH,
pO3yBacTaTUH, CUMBACTaTHH, ITUTaBAaCTAaTHH), a CTa-
THUHBI ¢ HU3KOH 3(p(heKTHBHOCTHIO OOBIYHO HeddEK-
TuBHB 11 nanueHToB ¢ CI [14, 15]. Ilpu neuenun
B3POCIBIX TAIMEHTOB C TEeTePO3UTOTHOW (GopmMoit
CT" pexomennoBano 50%-Hoe cHmxeHHe ypoBHSI XC
JIITHII ¢ noctuxenuem nenesoro ypoBHs XC JIITHIT
< 2,5 mmonsw/it (0e3 CC3 aTepoCcKIepOTHYECKON TPH-
POZIBI M HE NMEIOIINX BecoMbIX (pakTopoB pucka MBC)
u < 1,8 mmons/n (npu Hanmmunu UBC u apyrux ¢ax-
TOpPOB pucKa) [5]. PekoMeHmau B OTHOIIEHUH LIeJIe-
BBIX YPOBHEH JIMIKUJOB y JETEH U MOAPOCTKOB pasiiu-
yarorcs. Tak, HanpoHanbHON MUIMIHOM acCOLMALM-
eit (NLA, 2011 r.) pexomeHyeTcs 11e7I€BOi ypOBEHb
JITTHIT < 130 mr/pn, win > 50%-H0e CHHXKEHHE 10
CpaBHEHHIO C MCXONHBIMU 3HaueHWsMHU [18]. Boxee
CTPOTHE LeNU TPEIIararoT MalUeHTaM C JOIOJIHU-
TeNbHBIMU (haKTOpaMH PHUCKA, TAKMUMH Kak JHaler,
oxxupeHue u ceMmeinbiii anamae3 CC3. benbruiickue
Hauunonaneueie pekomenganuu [19] uMeroT KOHKpeT-
Hele nienu cHmwkenns XC JIITHIT B 3aBHCcHEMOCTH OT
Bo3pacTta. Tak, i nereit B Bo3pacre 10—-14 net nene-
Boii yposens JIITHIT < 160 mr/mn nnu 6omnee 30 % ot
HCXOLHOTO0 YpoBHs. bonee cTporuii ypoBeHb JIMIUI0B
< 130 mr/m1 pekomeHayercst IeTsaM B Bo3pacte 1418
JeT. Y MalueHToB crapiie 18 er cuntaercs LeaeBbIM
yposaem JITTHIT < 100 mr/m.

Tepanus cratuHamMu >(PQPEKTHBHA y TETEPO3H-
roTHbIX nanueHToB ¢ CI' 1 MOXET CHU3UTh YPOBEHb
XC JIIHII y roMO3UTOTHBIX HAIIEHTOB, KOTOPHIC
HMEIOT HEKOTOPYIO PELEeNTOPHYI0 aKTUBHOCTH B OT-
nomenun JITTHII. lonrocpounas 6e30nacHOCTb cra-
THHOB B MEIUAaTPUUYECKON MOMYyJSALUU MOKAa HEU3-
BECTHA, HO NPEUMYIIECTBA TEPANUHU IEPEBEIINBAIOT
PUCK DPa3BUTUS CEPIACYHO-COCYIUCTBIX COOBITHI
y HejeueHbIX manueHToB [20, 21]. letm u B3poc-
Jple, TOJIyYalollue JeYeHHEe CTaTUHAMH, OJIKHBI
PEryJsIpHO CIEAUTH 32 TECHBIM MOHUTOPHUHIOM YPOB-
HEll KpeaTWHKWHa3bl, acrapTraTaMHHOTpaHC(hepasbl
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(ACT) n ananmnamunorpancgepassl (AJIT). bazo-
BbIC YPOBHH, 3aTEM [IOBTOPHOE TECTUPOBAHNE CIIEAY-
€T MPOBOANTH uepe3 1-3 MecsIa mocie Havasa jJede-
HUSI, @ 3aTeM €XKETr0JHO.

OrtcnexuBasi MoOOYHBIE dPPEKTHI TIPH JICYEHUN
CTaTUHaMH, HEOOXOANMO HPOBEPATh YPOBEHb TJIHKO-
JIM3UPOBAHHOTO T'eMOTJIO0NHA Y TTAIMEHTOB C MeTabo-
JIMYECKUM CHHIPOMOM, OXXMPEHUEM, HHCYITHHOPE3HC-
TEHTHOCTBIO M Yy TIOKWJIBIX B CBSI3U C IOBBIIICHHOMH
YaCTOTOI Pa3BUTHsI caxapHOTo Juadera.

CenexTHBHBIH MHrHOMTOp abcopOIMU  XOJe-
CTepHHa B KHIIEYHUKE — 33€TUMUO. MONEKYISIpHOM
MHIICHBIO IEHCTBHS 33eTHMHOa sBISETCS OENOK-
tpaHcrioprep XC U (HUTOCTEPOTIOB B IHTEPOIMUTAX —
Tak HasbiBaeMblil Oenok Humanna — Iluka tuma Cl
(Niemann — Pick C1-Likel, NPC1L1), koTopslii yua-
CTBYET BO BHYTpPHUKJIETOUHOM TpaHcrnopre XC u mnpe-
IATCTBYeT BcackiBaHMIO XC, 4TO MPUBOIUT K YMEHbB-
meHuro noctymieHnss XC 13 KuIIeYHNKa B TIeYeHb, 3a
CYET YEeTO CHIDKAIOTCS 3aIachl XOJIECTEPUHA B IIEYCHH
U YBEJIMYUBACTCSI BEIBEJCHUE €r0 U3 KpoBU. [locKoib-
Ky MeXaHH3M JCHCTBUS HE OCHOBaH Ha DKCIPECCUH
penentopoB JITTHII, 33etumub 0COOCHHO mMOJe3eH
JUTS JICYCHUS MMAIUCHTOB ¢ TOMO3UTOTHOM (hopmoii CT .
Knuanueckue vccieoBanus MoKa3ain cBoio 3 ¢ex-
TUBHOCTh B cHMKeHuW yposHs JIITHII nmpu ucnosns-
30BaHMH OTAETBHO WM B KOMOMHAIMU CO CTAaTHHAMH
[22, 23]. CornacHo wuccnemnoBanuto IMPROVE-IT,
MOATBEPXKIEHBI ero 3QeKTsl Ha CHW)KEHHE cepjed-
HO-COCY/IUCTHIX pHCKOB. OIIHaKO, COTJIAaCHO JaHHBIM
KpynHoro (paniysckoro peructpa namueHToB ¢ CI,
OBLTO OOHAPYKEHO, UTO OOJBINAS YaCTh NAIMEHTOB HE
nmocrurana remnesoro yposss JIITHIT (mensme 100 mr/
MJI) JJake Ha KOMOMHUPOBAaHHOH Tepanuy CTaTHHAMH
u 33eTuMUOOM. B Hactosmee Bpems 33etumud B Keip-
reI3ckoii PecniyOmvike He 3aperucTpupoBaH.

Hogvle 603modicnocmu  TURUOCHUICAIOWETL
mepanuu. B ocnennee Bpems amns 6onee 3 dekTus-
Horo cHrkeHHs ypoBHsS XC JIITHII nosBuimce aBa
MOAXO0/a:

1. YMeHblIeHHe CHHTEe3a JIMIONIPOTEN/I0B B Ieye-
HH 3a cueT OJIoKabl SKCIpeccuu aro Oenka B wim 3a
CYeT MHTMOMPOBAHUS aKTUBHOCTH MHMKPOCOMAIILHOTO
Oenka — nepeHocunka Tpuraumnepunos (MTP).

2. YBenu4eHue TIOTHOCTH (KOJIHYECTBO) pererl-
Topos k JIITHIT Ha moBEpXHOCTH renaToOLUTOB 3a CUET
BHYTPU- WJIM BHENEUSHOYHON OJIOKaJbl HPOIPOTEUH
KOHBepTasbl cyOTmimsun/kekcuHa 9 tuma (PCSK9)
[24].

AHTHCMBICTIOBBIN OJMTOHYKJICOTH/IA3: MUTIOMED-
CCH — MHI'MONUTOP CHHTE3a anoB, cHmkaeT mpoayKIHio
aronporennHa B (amoB), obecrneunBaroniero CTpyk-
TYPHYIO OCHOBY JUISI aT€POTI€HHBIX JIMITHAOB, BKIIFOUAs
JITHIT n munonpotenH (a) (JII1(a)) [25].

ITocne noakoXkHOro BBEAECHUS MUIIOMEPCEH KOH-
LEHTPUPYETCs B TIEUCHH, TJ€ OH ITO/IBEpraeTcs MeTa-
6osm3My 1o BO3AEHCTBHEM EUYCHOYHBIX SHIOHYKIIE-
a3 u sk30HyKIea3. On cHmxaer ypoenb XC JIITHII
B CBIBOPOTKE KPOBHU IpuMepHO y 25, 28 u 36 % mna-
nueHToB ¢ romosurorHoil CI', rereposurorHoit CI'
U TSDKEJIOM THIEepXO0JIeCTEPUHEMHUEN, COOTBETCTBEHHO,
¢ UBC mmm 6e3 mee. Munomepcer cHmxkaet JITTHII
Ha 72,8 %, amoB — Ha 28,3 %, JIlI(a) — Ha 17,2 %,
TT — na 3-14 %, JIIIBII yBenuuuBatotcs uHa 3—10 %
[26]. Ho3uporka 200 mr m/k 1 pa3 B mecsi. Muro-
MEpCEH MMeEET CTaTyc opdaHHOTO mpenapara M u3-3a
cBoell renmarotokcuyHoctu B CIIIA MmoxkeT Ha3Ha-
4yaThCsl TOJIBKO B paMKax mporpammsl “Crpaterus 1mo
oreHke u ymeHbIeHuto pucka” (REMS) (http://www.
fda.gov/ Drugs/ DrugSafety/ Postmarket Drug Safety
Information for Patientsand Providers/ucm111350.
htm).

WHrndurtop MHKpocoManbHOTO OesKa-TmepeHoc-
yuka tpurimiepuasl (MTP): nomutanug — npuBoanuT
K YMEHBIICHHIO CHHTE3a JIUMONPOTEUAO0B OUYEHb HU3-
KoM 1 npomexyTouHol miotHocty, JIITHIL. B nomy-
JISIUMH TanueHToB ¢ romo3urotHoil CIT moMmuTamun
npoaeMoHcTpupoBan cHwxenue ypoBHs XC JIITHII
Ha 50, 44 u 38 % na 26-i, 56-ii u 78-i Hex. JieueHus,
COOTBETCTBEHHO. Kpome Toro, pe3yibTaThl HCCIEno-
BaHMS IOKa3ald CYIIECTBEHHOE CHIDKEHHE OOILETO
XC anoB, TT', XC JIIIBIT u JIII(a) [27]. U3-3a pucka
rernaToTOKCHYHOCTH JIOMHTANUA OJOOpEH K IpHMe-
HeHuto FDA Tonbko B pamkax nporpammsl REMS.
JlomuTanuy y TOMO3UTOTHBIX MAIIHEHTOB CHIKAeT 00-
it XC amxe 58,4 %, JITTHIT —ua 50,9 %, JIITOHIT -
Ha 78,7 %, TI' — Ha 69,7 %. Pexomenmyemas noza —
5 mr 1 pa3 B aenb. [locne 2-kpaTHOro mpuema a03a
MoxeT ObITh yBenuueHa 1o 10 mr/c, 3arem — 1o 20-40
Mmr/c. MakcumaibHO pekoMeHayemMast 1o3a 60 mr/c.

Munomepcen u Jlomuranug omoopenst FDA mis
nedeHust romo3urotHou CT'.

WNuaruburoper PCSK9 sBistoTcss HOBBIM Kiac-
COM TIpenapaToB, KOTOpPHIE HAa3HAYAIOTCA MallMeHTaM
¢ CI' npu ycranoBnennom auarHoze CC3, cemeliHOM
aHaMHe3e IpexaeBpeMenHoro passutus MbC, Beico-
koM ypoBHe XC JIITHII, HecMOTpst HA MaKCUMAaJIbHO
MEPEHOCUMYIO TEPAIUIO JIPYTUMH HpernapaTtaMy, IpH
HETIEPEHOCHMOCTH CTAaTHHOB, TPH BBICOKOM YPOBHE
JITI(a).

W3yueHsl pa3nuyHble MOAXOAbl K MHIHOMPOBa-
Huio kak camoii PCSK9, tak u ee B3auMoIeHCTBHSA
¢ penentopamu k JITTHII. B HacTosmee Bpemst u3BecT-
HBI 4 TPYMIIBI IPETIAPaTOB!

1. MoHOKJIOHANBFHBIE aHTUTENa (IBOJOKYyMao,
anupokyma0, 6okocuszymao).

2. AHTHCMBICIOBBIE OMUTOHYKIEOTHIBl (ALN-
PCS).
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3. TlentumomumeTwky (peKOMOWHAHTHBIN aI-
HEKCHH).

4. Mansle MONIEKyNBI — HHTHOUTOPH (SX-
PCSKD9) [28].

Haubonee n3yueHHBIMH W3 3TOW TPYIMIBI Ipe-
MapaToB SIBJISIETCS MOHOKJIOHAJIbHBIE aHTHUTENa IIpo-
tuB PCSK9. OnHuM u3 npenapaToB AaHHOTO Kiacca,
JIMIICHHBIM AHTHI'CHHBIX CBOMWCTB, SIBIISICTCS 3BOJIO-
kyMab. OddexkTuBHOCTS TpenapaTa u3y4eHa y Ooib-
HBIX C TeTepo- U romo3uroToit ¢popmamu CI'. B wuc-
cienoanun RUTHERFORD-2 (RedUction of LDL-
Cwith PCSK9 Inhibition in HeteRozygous Familial
Hypercholesterolemia Disorder Study-2) usydanach
3¢ (eKTUBHOCTH IBOJOKYMala y MaMEHTOB C TeTepo-
surotHoii CI'. Bel1o mmoka3zaHo, 4TO Ha3HAYEHUS DBO-
nmokymaba 140 mr 1 pa3 B 2 megenu u 420 mr 1 pa3
B Mecsll DKBHUBAJICHTHBI M MIPUBOJAT K CHHIKeHHI0 XC
JITTHIT Ha 61 u 63 % OT UCXOAHOTO YPOBHS, COOT-
BEeTCTBCHHO. 67 U 88 % OONBHBIX, IMOTyYaBIIHX 3BO-
mokyMab, mocturmu nexeoro yposHs XC JIITHIT <
1,8 MMomp/11. BaykHO OTMETHTB, YTO HBOJIOKyMab OBLI
3¢ (GeKTUBEH y BCEX MAIMEHTOB ¢ rerepo3uroTHoit CT,
HE3aBHCHUMO OT THIa MyTaiuu [28].

B wuccnenosanne TESLA-B (Trial Evaluating
PCSK9 Antibody in Subjects With LDL Receptor
Abnormalities) wu3ydeHa 3QQEKTHBHOCTH 3BOJIO-
kymaba y OompHBIX ¢ romosuroTHbii CI'. Hapsmy
C Ha3HAa4YCHHEM 3BaJloOKyMala BCe MAaIEeHTHI MOoyva-
JI MaKCUMAaJIbHBIE 103bl CTATUHOB, U 92 % yd4acTHH-
KOB — 33eTuMHO. B mporecce nccnenoBaHus B rpyi-
Tie, MpUHUMAaBIIEH 3BotokyMad, yposens XC JITTHIT
cHu3mics Ha 23 %, Toraa Kak B TpyHIe Imianedo —
yBenmumics Ha 8 % (p < 0,001). OBonoxymab oxazan
HOJIOKUTENBHBIN 3P (deKT y BCeX MalMeHTOB C TOMO-
surotHoi CI', kpoMe ciIy4aeB TOMO3UTOTHOTO HOCH-
TENBCTBA MYTalMid, OOYCIOBJIMBAIONIMX ITOJHOE OT-
CyTCTBHE akTUBHOCTH penenrtopos JITTHIT [29].

B uccnenoarmu ODYSSEY COMBO 11 u3yua-
TUCh (P (EeKTUBHOCTh U OE30MaCHOCTh aIMpoKymada
y 720 MamueHTOB C BBICOKHM CEpIEYHO-COCYIUCTHIM
PUCKOM IIOMHMO JIEYEHUSI CTaTHHAMU B MaKCHMaJlb-
HBIX TEPEHOCHMBIX J103aX. [lalMeHThl Kaxiple Be
HeJIeJIN TIOTyJalli HHBEKIMH aJTupoKyMaba mo 75 wr,
ecnu gepe3 8 Henens coxpansuics ypoeHs XC JITTHIT
Boitie 70 Mr/mi (2,7 MMOJIB/JT), 103 TIOBBIIIANIACH JI0
150 Mr kaxaple ABe HelenH. B KOHTpOIBHOU TpyIie
HAalMeHTHl MOJMyYyald MaKCHMAJIbHYI0 HNEpEeHOCUMYIO
703y cTaTHhHa, 93eTUMHO 10 MI/CYyTKM M HMHBEKIHIO
mrane6o. B uccinegosannun ODYSSEY COMBO 1I
JICUYCHNE ATMPOKYMaOOM IPHUBEJIO K CHIDKEHHIO YPOB-
a1 XC JIIHIT na 50,6 % mo cpaBHEHHIO C MCXOJ-
HBIM, B TO BpPeMs KaK 33¢TUMHUO IPHUBEI K €r0 CHHUXKE-
Huto nuiib Ha 20,7 % (p < 0,0001). Yepes 24 nenenu
u 52 nenemu cpenuuil yposens XC JIITHII cocraBun
B TPYIIIEe alMpOKyMada, COOTBETCTBEHHO, 51,6 Mr/mn

(1,9 mmons/a) u 53,3 mr/an (2,0 mmons/n). Turposa-
Hue 1036l 10 150 Mr notpebdoBanock y 18,4 % nanu-
enTos [30].

B Hacrosiiiee BpeMsi poJI0IDKAeTCs BKIIIOUCHHE
naruenToB B uccienosanue ODYSSEY OUTCOMES,
pe3ysbTaThl KOTOPOTO JOJDKHEI, KaK 0’KUJIAeTCsl, BBIH-
11 B cBeT B 2018 r. B Hero mnaHupyercs paHIOMHU3H-
poBaTh 70 18 THIC. MAIMEHTOB C OCTPHIM KOPOHAPHBIM
CHHIPOMOM, KOTOpPbIe OyAyT MOITydaTh ONTUMAIbHYIO
MEINKAMEHTO3HYIO TEpamuio ¢ 00aBIEHHUEM alInpo-
Kymaba win 0e3 Hero; UINTEIbHOCTh HAOJIFOICHHUS
JIOJDKHA COCTaBUTH 64 MecsIia.

JIIIHII-agepes. TlanyeHTsl C TOMO3HIOTHOM
U CIOXHBIMH reTepo3uroTHeiMu ¢opmamu CI', He-
CMOTpsl Ha ONTHUMAJbHYIO MEANKAMEHTO3HYIO Te-
panuio, HE MOTYT IOCTHYb LeNeBbIX ypoBHeH XC
JITTHIL. OnHu sBISIFOTCS KaHAUAaTaMu i [IpOBeJie-
nust JIHII-adepesa, KOTOPBIH MOXKET OKa3aThCs OHUM
13 BapUaHTOB JICYCHHUS M JIOMOJHUTEIBHOIO CHHKE-
Hus ypoBHs JIITHII. MHOrouucienHsle nuccieroBaHus
MTOITBEPIIIN CBOIO CIOCOOHOCTH cHIKaTh JIITHII
Ha 55-75 % [31]. Ucnons3zosanue JITIHII-adepesa
PEKOMEHJyeTCsl NallMeHTaM C TOMO3UIOTHOM (op-
moit CI" ¢ cogepskanuem XC JITTHIT > 300 mr/mam (>
7,7 mMons/n) wim xonectepuH-ne-JITIBIT > 330 mr/
T (> 8,5 MMonb/n); (YHKIHOHATBHO TETEPO3HUIOT-
HoOit dopmoit CI' ¢ comepxkanmem XC JIITHIT > 300
mr/mn (> 7,7 mmons/n) win XC-ue-JITIBIT > 330 mr/
T (> 8,5 MMOJIB/TT) U HAJIMYKMEM He 0oJiee YeM OJHO-
ro ¢akropa pucka; GpyHKINOHAIFHO T€TEPO3UTOTHEIE
6onerEIe CT ¢ cogepskanmem XC JITTHIT > 200 mr/mt
(= 5,1 mmonw/n) wm XC-ue-JITIBIT > 230 mr/mr (>
5,9 MMonb/m) ¢ IByMs (aKTOpaMH PHICKA FIIH BBICO-
kuM coneprxanuem JIIT (a) > 50 mr/mn (> 1,2 MMoiis/i;
(byHKIHOHAIBHO reTepo3uroTHeie 6onpHble CIT ¢ co-
nepxxanrem XC JIITHIT > 160 mr/on (> 4,1 MmMonb/i)
nm XC-ne-JITNIBIT > 190 mr/an (= 4,9 mmons/n) —
6onpHBIe XpoHMYeckoit UBC, npyrumu CC3 wmmm ca-
xapHBIM amabetoMm. B mponecce npouenypsr JITTHII-
adepesa yaansercs B cpeaneM He MeHnee 60 % amnoB-
coJiepKalux Junomnporenaos [31].

Hecmotpst Ha ycTaHOBICHHYIO 3((EeKTHBHOCTD,
JITIHIT-acepe3 emie HE MOMYYMJI OIMPOKOTO paclpo-
CTpaHEHHS B KIIMHUYECKON IPAKTHKE M3-32 OTCYTCTBHSA
JOCTYITHOCTH A7 OOJBIIMHCTBA MAIIMEHTOB, Ype3Mep-
HOM CTOMMOCTH JICUEHHsI, THBAa3UBHOT'O XapakTepa po-
LEeIypbl ¥ OTCYTCTBUSI MOTHBALIMK CPE/IH MAIIUEHTOB.

Takum 00pa3oM, ceMmeiHas TUIEepXOoJIecTepHHe-
MU — OITacHOE, HO IIOJUIAIONIeECs JICUCHHIO 3a0oire-
BaHHE. Bpaum mepBHYHOrO 3BEHA 3ApaBOOXPAHECHUS
JOJDKHBI TIOMHHTh O HEOOXOIMMOCTH DPaHHEro BBI-
SIBJICHUsI, JUArHOCTHKU M JedeHus: 6onbHbiXx ¢ CT.
VYcrpanenne MoauduUEpyeMbIX (AaKTOPOB pHUCKa
UBC, npoctmwxeHue IIeIEBOr0 YpPOBHS KOHIIEHTpa-
nun XC JIITHII, coOmroaeHre ONTUMANTBHON CXEMBI
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JUTHTEIIEHOTO JICUCHHS, BKIIFOYAIONICH H3MEHEHHE 00-
pa3a Xu3HU U (apMaKOTEpaIunio, 3HAYUTETHLHO CHU-
JKAIOT WM YCTPAHSFOT OYEHb BBICOKHH PHCK BO3HUK-
HoBeHus1 UBC 1 cepaedHO-COCYNCTHIX OCIOKHEHUH,
COXpaHSIOMNNCS B TEUCHHE BCEil KM3HM OOJBHOTO.
OTOT MOAXOA MOXKET OBITh JOCTaTOYHBIM IS TOCTH-
xenus 1enu JITTHIT y mamuenToB ¢ “Oonee MsSTkum’
(heHOTUTIOM, HO OOJIbHBIE ¢ TOMO3UTOTHOM (hopmoii
CI', xak mpaBuUii0, HEBOCIIPUUMYUBLI K CYIIECTBYIO-
IIMM METOJIaM CHIDKEHUSI YPOBHS JIMIHJIOB U 4acTO
HMMEIOT MPaKTUYECKHE OTpaHuYeHHs! ISl IPOBEICHHUS
JIITHIT-adepe3a. HoBble numuacHmKaromue mnperna-
paTel ¢ pa3IMYHBIMH MEXaHH3MaMH JCHCTBHS MOTYT
3HAYUTENBHO YIy4IIUTh 3()(PEeKTHBHOCTE MPOBOIH-
MOI1 Tepanuu.
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