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B HacrosiieM 0630pe MpoBeNeH aHaIW3 JaHHBIX MUPOBOI JIMTEPATyphl, MOCBSILIEHHBIX MPO-
OyieMe CeMeiHO TUIIepXOoJecTepMHEMUN B MOJIOZIOM BO3pacTte; 00CyKIaeTcsl ee pacipoCTpaHEeHHOCTh
Ha TeppuTopuu Kak Poccuiickoit @enmepaunu, Tak u Bcero mupa. [IpoaHanmmsupoBaHa Tipobiema
YBEJIMUCHUSI PUCKA CEPACYHO-COCYAMCTHIX COOBITHMIA B 3aBUCMMOCTM OT Bo3pacTa. IlpemcTaBiieHbI
pe3yJIbTaThl MCCAEIOBAHUI, B KOTOPBIX M3YYEHBI BOIPOCH] (PGHEKTMBHOCTUA CYLIECTBYIOIIMX LKA
OLICHKM PHMCKa B MOJIOLZOM BO3pacTe, a TaKKe KpUTEpUM (DEHOTUITMYECKON AMATHOCTUKMU, BKIIIOYAS
DLCNC, Simon Broome, MEDPED, simonckue xpurepuu. JlaH 0030p McclenoBaHUii, HaIlpaBieH-
HBIX Ha M3ydyeHHe 3(PGEKTUBHOCTU BIMSIHUS MEIMKAMEHTO3HOM UM HEMEIMKAMEHTO3HOW Tepanmuy Ha
YpOBEHb XOJieCTeprHa. AHOHCHPOBAHbI MHHOBALIMOHHBIE METOAbI KOPPEKIIMU TUIIePXOJECTEPUHEMUM.
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ceplia.

T'unepxonecrepunemust (I'’XC) — GeccuMnToM-
HO TeKylllee COCTOSIHME, KOTOpO€ BO3HMKAeT 3a
roabl 10 MHMapKTa MUOKapaa, MHCYJbTa U APYTUX
cepaeuHo-cocyaucThix 3adoneBanuii (CC3). O0Ha-
pyxenue I'XC B MOJIOgOM BO3pacTe SIBISIETCSI BaxK-
HBIM TIPOPUIAKTUYECKUM IIIarOM ST TPEIYIIPeK-
IeHus cepreyHo-cocyaucteix coobitTuii  (CCC).
JanHast wHGOpMaIUs aKTyaJdbHa U1 MALEHTOB C
cemeitnoit opmoit I'’XC (CI'XC), yBenuumBaloiei
PUCK pa3BUTUS WIIEMHUYECKON OO0JE3HU cepala
(MBC) Ha 13 % B cpaBHEHMM C OOILIEH TOMYJIsI-
umeit [1].

AytocomHo-gomuHaHTHass CI'XC accommupo-
BaHa C MyTallMell B TeHax pelernTopa JIMIOINpOoTe-
MHOB HM3Ko#i motHoctu (JITIHIT) LDLR [2, 3],
anoaunornporenHa B-100 APOB [4] u npornpoTenH-
KOHBepTa3bl 9-ro CyOTUIM3MH-KEKCMHOBOIO THUIIA
PCSK9 |5, 6]. Myrauuu reHa Oejka-amanrepa pe-
uentopoB JITIHIT LDLRAPI, yHacnegoBaHHBIE OT
000X poauTeseii, MPUBOAIT K Pa3BUTUIO ayTOCOM-
Ho-peueccuBHolt CI'’XC [7]. HapymeHue dyHKIumu
BBIIIETICPEYMCICHHBIX T€HOB IPUBOIUT K YBEJIMUC-
HUIO YPOBHS XOJIeCTepMHA PAa3HBIMU IIyTIMU. My-
Tauust B reHe LDLR, sgBasiomasicss HauboJjiee 4acTo
BcTpeuaeMbiM BapuaHToM CI'XC, cBsg3aHa c Imorte-

peit dynkuuu peuenrtopa JITTHIT [8—10]. [Tpu my-
Tallud B TeHe arojunomnporenHa B-100, xoTopsrit
apiasiercsl aurangom peuentopoB JITTHIT, mporiecc
cBsa3biBaHusl yactuubl JITTHIT ¢ peuentopoMm Ha-
pylIaeTcsl, 4TO TPUBOIMT K YBEIWUYCHUIO YPOBHS
xojectepuHa B kposu [11, 12]. Myraumsi B reHe
PCSK9 ycunupaer dyHkuuio 6eaka PCSK9 u, co-
OTBETCTBEHHO, YBEJIMYMBAET MPOLECC AEeCTPYKIIUU
peuentopoB JIITHII. KonuyecTBeHHast cOCTaBIIsIIO-
11asi pelernTopoB MaaaeT, YTO CHOCOOCTBYET CHHU-
xenuto yrtunmszauuu JITTHIT [13, 14]. ITauueHThI
¢ myrtauueid B reHax LDLR u PCSK9 neMoHCTpu-
pyIoT HamboJiee TSKeNblii (PeHOTUIl, CBSI3aHHBIA C
BBICOKMM ypoBHeM xojiectepuna JITTHIT [15].
PacnipoctpanenHocts CI'XC B CIIA, mo maH-
HBIM Da3HBIX aBTOPOB, cocTaBisieT oT 1:212 o
1:250 [16—18]. TeHomHublii KoHcopiuym CIIA
(Myocardial Infarction Genetics Consortium),
BKJIIOUMBILNI B 001N caoxXHOCTH 26 025 YeyoBek,
BBISIBUJI ClTydau Tspkesoit rereposurotHoit CIXC
y 7 % wuccnenyembix [19]. B Poccum mo gaHHBIM
snuaeMuosiorndeckoro wuccienopannss DCCE-PD
pacnpoctpaHeHHOCTh CI'XC B pasiuMyHBIX peruo-
Hax gocturaet 60 % [20]. ABTOpBI MPOBEAEHHOTO
B Poccuu uccnenoanuss API'O coobuiuau o enle
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oonblieit pacnpoctpaHeHHocth CI'XC. B pmaHHOe
HccienoBaHUe ObLIM BKIKOYEHbI 18 273 maiueHTa
(58,9 % XeHIMH) BBHICOKOTO M OYEHb BBICOKOTO
CepIeYHO-COCYAUCTOTO PUCKA, IMOCETUBLIME I1OJIM-
KJIMHUKY 10 pa3In4yHbIM IPUYMHAM W JABILIKUE CO-
rjacle Ha OIlpeje/icHHe YPOBHSI OOLLIEro XOoJecTe-
puna; I'XC BoisiBieHa y 81,3 % xeHwind u 78,9 %
MyxxuuH [21]. [lpeamosoxutenbHOe KOJTUYECTBO
caygaeB retepo3urotHoir CI'XC B PD® — He MeHee
300 000, romo3urotHoit — 140—280, yuuThiBast oT-
CYTCTBUE KJIMHUYECKUX TPOSIBJICHUI, OOJBITMHCTBO
9TUX ciaydyaeB He mnoarBepxkaeHo [21]. B Espome
JaHHOe 3a0oJieBaHME BCTpevaeTcss y 8 % malueH-
TOB, TOCIUTAJIM3UPOBAHHBIX C JIMATHO30M <«OCTPBIit
KOpOHapHbIi cuHAapom» [1]. TIpobiaembl ¢ auarHo-
CTUMKOI BO3HHMKAIOT He TOJbKO B Poccuu, HO M 1O
BceMy Mupy. Ilo JaHHBIM pa3HBIX aBTOPOB, B MMUPE
HacuyMuThIBaeTcs: okojio 15 miaH yenoBek ¢ CI'XC,
TeM He MeHee MOATBep:KAeHO ToJbKo 10 % n3 Hux
[22—25].

CI'XC gaBngerca omHuM u3 (HaKTOpPOB pHU-
cka passutusi CC3. baaromapst permctpy Simon
Broome cmemaHn BBIBOH, CBHMIETEILCTBYIOIIMI O
toMm, urto Hammuue CI'XC mpu yciaoBUM OTCYTCTBUS
JledeHnsl yBenuumBaeT puck cmeptu or CC3 B
100 pa3 B Bo3pacte 20—39 yier u B 4 paza — B BO3-
pacte 40—59 ner [26]. Bausnue yposus JITTHII
Ha yactory CCC y nmauueHtoB ¢ CI'XC uzyyeHo B
HeckosbKuX paborax [27—29]. IlockonbKy AaHHBIE
MalMeHThl MMEJIW BBICOKWII YPOBEHBb XOJIeCTEpMHA
JIIMTHIT ¢ poxaenusi [30], mAeGOT OCTpOro Kopo-
HApHOrOo CHUHIpPOMAa Yy HHUX HPOUCXOAWaI B Oolee
MOJIOJOM Bo3pacTe, yeM Yy mnamueHToB 06e3 CI'XC
[1, 22]. B wucciaegoBaHMsIX, BBIMOJHEHHBIX C HC-
10JIb30BAHMEM KOPOHAPHOII aHruorpauu U Kopo-
HapHOIl KOMIIBIOTEPHOI ToOMoOTrpaduu, coodIaI0Ch
0 0ojblIeM KOJMYECTBE CJIy4aeB MHOIOCOCYIM-
CTOTO mMopaxeHusi KopoHapHoro pycina [31, 32], a
TakXe 00 yBeJIMUEHWU pUCKa pa3pbiBa KOPOHAPHOI
OJISITIIKY Y JaHHOW KOTOPTHI OombHBIX [18, 33, 34].

P. Rubba et al. coobmaioT o npexneBpeMeHHOM
00pa3oBaHUM KapOTUAHBIX aTePOCKIEPOTHMUECKUX
onguexk y manueHToB ¢ CI'XC [35], yto moka3sbl-
BaeT OIACHOCTb JAAHHOTO 3a00JieBaHUSI HE TOJIBKO
JUISL CepACYHO-COCYIUCTOM, HO M IJIsI 1IEHTpaib-
HOM HEpBHOW CHCTeMbl. B HacTosiee Bpemsi HET
JIAHHBIX O ITOBBIIIEHUM PUCKA HMIIEMUYECKOIO MH-
cynbta npu CI'XC B cuiy mpOTMBOPEYMBOCTU T10-
JIY4EHHBIX PE3yJbTaTOB, OCOOCHHO JJIsI ITallMEHTOB
MoJjionoro Bospacta [36—41]. B mannom Bompoce
IOoCTapajliCh pPa300paTbCsl aBTOPLI UCCJICIOBAHUS
[42], cmenaB BeIBom, uro CI'XC He yBeaumumBaeT
PUCK HIIEMUYECKOTO MHCYIbTa. IlojoxureabHast
CBSI3b C WINEMUYECKUM WHCYJIBTOM, HaOJromaemas
B HEKOTOPBIX paboTax, BO3MOXHO, CBsSI3aHa C HaJu-
yreM B aHamHe3e MIBC, a He ¢ BBICOKMM ypOBHEM
xosiectepuHa JITTHIT kak TakoBbIM.

84

HMHdapkT Myuokapaa B MOJOIOM BO3pacTe MpH-
BOAUT K 3aMeUICHHOMY BOCCTaHOBJICHUIO (DYHKIIUU
JIEBOT'O 3KeJIyJ0YKa 1M acCOLIMMPOBAaH ¢ HebJaronpu-
SATHBIMM KJIMHUYECKMMU ucxogamu [43, 44]. VBe-
qmyenue coaepxanust JITTHIT y Momompix mioneit
¢ uH(papKTOM MMOKapaa YCTaHOBJIEHO OJjaromapsi
peectpy YOUNG-MI [45]. Konuentpauust Lp(a)
50 wmr/mn (=125 Hmonb/m) coorBeTcTBYeT 80-My
MPOLCHTWIIIO U TIPEICTaBISIET COOOI IOpor, IIpH
KOTOPOM €ro BIMSIHME Ha aTepOCKIEPOTUUYECKOE
CC3 craHOBWTCS KJIMHMYECKM 3HAUYMMBIM [15].
Conepxanue Lp(a) 6but0 usmepero y 441 (21 %)
u3 2097 nmauuveHTtoB, nepeHecuiux MM B moionom
Bo3pacte. Cpenu 352 yesoBeK, Y KOTOPBIX YPOBEHb
Lp(a) oueHnBaics ¢ MOMOIIBIO UMMYHOXUMHUYECKO-
ro anammsa, y 101 (29 %) on cocrasistn 50 mr/mn
u 0ojee, YTO COOTBETCTBYeT 80-My MPOLIEHTUIIO B
obueit momynsiuuu. M3 octaBumxcsa 89 ob6caemo-
BaHHBIX, Y KOTOpBIX coaepxkaHue Lp(a) onpenensiu
anekTpodopernyecku, 31 (35 %) vmen KOHLIEHTpa-
o >6,9 mr/mn (85-ii mpoueHtwiab). Ilpumeua-
TeJibHO, 4To 71 % manueHTOB ¢ ypoBHeM Lp(a)
>80-r0 MPOLEHTWISI MMEIU OLIEHKY pHUCKa aTepo-
ckiaeporuyeckoro CC3 < 7,5 % no uHdapkra MHUO-
kapna. bonee Toro, maxke Korma JaHHBIM PUCK ObUT
CTAaHIAPTU30BaH IO BO3pacTy, 55 % NaLMeHTOB C
MOBBIIICHHEIM cofepkaHrueM Lp(a) To-TipekHeMy
uMenn puck arepockiepornueckoro CC3 < 7,5 %.
Haxonen, cpeau 132 mamuMeHTOB € TOBBIIUEHHBIM
ypoBHeM Lp(a) y 84 (64 %) He OBLIO CEMEITHOro
aHamHe3a nipexaeBpeMeHHoro CCC.

JAucnunuaemust  sBisercss (hakTopoMm pucka
passutuss MUBC st MosiofbiX MalyMeHTOB, HO €CThb
HeOoJIbllIasi pa3HUIlA B PaclpOCTPAHEHHOCTU JIv-
MUIHBIX AaHOMAJIMIA Yy MOJIOABIX M IOXWJIBIX IIa-
uueHToB [46]. B 2011 r. B Mpane mpoBeneHO uc-
cJieloBaHue, MPOAEMOHCTPUPOBABILIee, YTO Y JIUIL C
WBC crapuie 55 ner comepxanue JITTHIT Oonbiie,
yeM y TallMeHTOB MoJjoxke 55 ser [46, 47]. bna-
romaps JTaHHOI paboTe, MOXHO CHENaTh BHEIBOH O
OOJIBIIIOM BIUSIHUW OUCIUITUASMUN KaK STHOJIOTH-
yeckoii mpuanHel MBC mMeHHO B BO3pacTe cTap-
e 55 JIeT, CBsI3aB 3TO C BO3PACTHBIMU U3MEHEHMU-
aMu cocynoB. Hampotus, B ucciaenoBanuu 2019 r.
BBISIBICHA BBICOKAs pPaCIPOCTPAHEHHOCTDb JIMITHI-
HbIX aHOMaJuit y mojoabix nauueHtoB ¢ MBC mo
CpaBHEHHUIO c 0OoJjiee cTtapuieil rpymmoit [48]. Dtu
pasuuMs B JIMOUAHBIX IapaMeTpax MOIYT OBbITh
CBSI3aHBI C BIMSIHUEM IMETMUYECKUX, TeHETUYECKMX
M 3KOJOrMYeckux (akTopoB Ha JUIUAHBII OOMEH.

WUccnenosanue [48] ompenennno pucku Iipe-
KIeBpeMEeHHOTo (B Bo3pacTe OO0 55 JeT) aTepo-
CKJIEPOTUYECKOro 3a00jieBaHMSI y MAlUEHTOB C
MoHoreHHoil u nojureHHoir CI'’XC. B maHHOIi pa-
6ore y 626 MalueHTOB, Pa3lejeHHBbIX C ITOMOILLIbIO
KPUTEpHUEB TOJUIAHACKON CeTHM KIWHUK II0 JIeue-
HUIO JIMIAOHBIX HapyIIeHW Ha TPYIIBl C «BO3-
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MOXHO», «BepOsITHOM» U «ornpeaeneHHoi» CI'XC,
MPOBEIEHO CEKBEHUPOBaHUE TeHOB. bosbHBIE C
MOJUTeHHBIM MoKa3atejaeM >80 MpOLEHTWIST CYu-
Tanuch crpagatommu nojaureHHoin CI'XC. VY Bcex
00CIemOBaHHBIX OIPEACISICS PUCK HECTAOMIBHOM
CTeHOKapauu, WH(apKTa MUOKapaa, KOPOHAPHOM
peBacKyIsIpU3aluy WIM WHCYIbTa. Pe3ynbratsl Imo-
Kazaiau, 4To MoHoreHHas mpuumHa CIXC cBsa3a-
Ha CO 3HAYMTEJIbHO 0Oojiee BBICOKMM puckoM CC3,
Torma Kak puck CC3 y IManmeHTOB ¢ ITOJIMTCHHON
CI'XC u y TeX, y KOTOPBIX TeHeTHMYecKasT ITPUIu-
Ha CI'’XC He BbIsIBI€Ha, He pasnuyaercs. JaHHoe
WCCIIeIOBaHNE TEeMOHCTPHUPYET BaKHOCTh TeHETHUC-
CKOro TECTUPOBaHUS I OIpeAesieHUs] IMpOorHosa
narmeHToB ¢ CI'XC, 4Tto mokazaHo B psiie OPYTUX
pa6ot [29, 49—51].

Konuenrpauus xonecrepuna npu CI'XC koneo-
jgercs oT 8 nmo 15 MMoOJb/i1, MpU TOMO3UTOTHOM
CI'XC — or 12 mpo 30 mmonn/n [52, 53]. B psane
CTpaH IMPOBEACHO KOTOPTHOE MCCIICAOBaHUE C IIO-
MyJISIUOHHONM oleHKo# conmepxkaHus JITTHIT y ma-
uneHtoB ¢ CI'XC u ux poacrBeHHUKOB [54]. Ilo-
NOOHBIX KpYyMHBIX padboT B Poccuu He Tak MHO-
ro, OOHUM M3 IPUMEPOB SIBIISICTCS MCCIIEIOBaHUE,
11eJTb KOTOPOTO 3aKJTI0vasiach B M3YUYEHUN IMATa30-
Ha koHueHTpauuii JITTHIT B 3aBUcuMOCTH OT BO3-
pacta u moja y OombHbIX ¢ CI'XC, Ha mpumepe
BbIOOPKM MAalMEeHTOB, MpoxkuBaolux B Pecrny6iu-
ke Kapenus [55]. Tlo pesdyabratam paboOTbl ObLIU
OIpEeIeCHbl CAEAYIOLINEe MHTEPBAIbl YPOBHS XOJIe-
CcTepyvHa B 3aBUCUMOCTM OT Bo3pacTta: no 20 jer —
4,8—6,2 MMoib/n; y qun ot 20 mo 29 mer — 5,9—
8,2 MMOJIb/J; B Bo3pacTHOM auamnazoHe 30—39 ser
BepxHee 3HaueHue KoHueHTpauuu JITTHIT poctura-
510 9,6 MMoJb/J1; y aui oT 40 go 49 ner Habmoma-
Jach ctabwimsaius — «miato» ypoHs JITTHIT (on
3HAUMMO HE MEHSUICS IO CPaBHEHUIO C IIPEAbILY-
IIUM JIECSITUICTUEM U cocTaBwia 5,4—9,0 MMoIb/m).

I'maBnag ponps JIITHIT B pasButuu atepockiie-
pOTHUYECKMX 3a00JIeBaHWII ObIIa IIOCTAaBJICHA IO
comHenue B wucciaemoBanuu PREDIMED [56].
B ngaHHOM wucclieloBaHUMM UM3y4yalicsi OCHOBHOM
dakrTop pasButus arepockieporndyeckux CC3. Ilo
UTOTaM pPabOThl OCHOBHBIM (DaKTOPOM pHCKa OKa-
3aJICSl PEMHAHTHBIN XOJeCTepUH (BXOASIIMIA B CO-
CTaB JUMONPOTeMHOB o4yeHb Hu3koi (JITTOHIT) u
npomexytouHoi (JITITIIT) miaoTHoCcTH), yBeauue-
HUE colepXaHUsl KOToporo Ha Kaxnable 10 mr/mi
0Ka3aJloch CBsA3aHO ¢ 21%-M pocToM pucka HebOusa-
ronpusATHbIXx CCC. PeMHaHTHBIM XOJeCTEepUH Ha
ypoBHe 30 MI/IUI M BBIIIE TO3BOJISUT OIPEACTUTH
YYaCTHUKOB C BBICOKMM PUCKOM HEOJIarompusTHHIX
CCC, He3aBUCHMMO OT TOIO, OOCTUTHYT IIEJICBOM
yposeHb JIITHIT wnu Her.

Copenhagen General Population Study [57]
MMOATBEPKIAeT BHIBOABI MPEIBIAYIICH paOOThI, BBI-
SICHUB, YTO OCHOBHBIM (DaKTOpOM pHCKa MHpapKTa

muokapna gpasiercs: HakorieHue JITIOHII. Takue
(bakTOoppl pHCKa, KaK CHUCTOJMYECKOE HaBJICHUE,
KypeHue, cymmapHbiii ypoeHb JITIIIIT u JITTHIT,
TaKXKe OKa3blBAaIOT BJMSIHMUE, HO YCTyHaloT B IIPO-
LIEHTHOM COOTHOIIeHUM pucka pas3Butus CC3
JITTOHII. JlanHas TeMa TpeOyeT majbHEWMIIETo M3-
y4EHMSI Y HALMEeHTOB MOJIOLOIO BO3pacTa, TeM He
MeHee KPYITHBIX MCCIeIOBaHUIL TaKOro poia HeT.

W3meHeHMe comepkaHMsT XOJSCTeprMHA TIPU Ha-
JIMYUU COMYTCTBYIOIIMX 3a00JeBaHUI B MOJIOIOM
BO3pacTe M3y4dajoch BO MHOrux pabortax [58—60].
ABTOpPBI paboThl [61] MPUIILTIN K BBIBOAY, UTO JIMIIA C
BIIEPBBIC BBISIBJICHHBIM CaXapHBIM IrabeToM 2 TUIia
B Bo3pacte OT 25 nmo 45 jeT MMeT MNOoKa3aTesln
JIMMUAHOTO Mpoduisi, CpaBHUMBIE C IMOKa3aTeIsIMU
JIULL C HOPMOIJIMKEMHUEH HaTollak, U XapaKTepu-
3ylorcst BoIcokoil yactoroit I'XC (63 % B rpyme
KOHTPOJIT U 55 % B TpyIme CpaBHEHUSI) W TUIIEP-
tpuriauuepuaeMun (33 u 27 % COOTBETCTBEHHO).
IMoBeienue koHueHtpauuu JITTHIT oOGHapyxkeHo
y 67 % mnainueHTOB C rumneprivkeMuein u y 67 %
JIAL ¢ HOPMOIJIMKEMUEH, CHUKEHUE YPOBHSI JIUIIO-
MIPOTEMHOB BBICOKOI ImotHoctu (JIIIBIT) — y 27
u 32 % coorBeTcTBeHHO. JlaHHas paborta oTpaxa-
€T BBICOKYIO pacripoctpaHeHHOCTh ['XC y nuil, He
WMEIOIINX COMYTCTBYIOIIE 3a00JIeBaHUS B MOJIO-
JIOM BO3pacTe.

OlleHKa CepleYHO-COCYIMCTOTO pUCKa TIpH
CYOKJIIMHUYECKOM aTepOCKJIEPO3e Y MOJIOABIX JIIO-
el MMeeT BaXHOe MPOrHOCTMYECKOe 3HaueHue
[62—65]. B HacTosiee BpeMs KJIMHULMCTBI MOTYT
paccMOTpeTb BO3MOXKHOCTb ouleHKU pucka CC3 vy
MalMeHTOB 110 IuKaje pucka ®paMuHIeMa WIK TI0
LIKaJIe CUCTEMATUYECKON OLIEHKU KOPOHAPHOIO pU-
cka (SCORE) ¢ ucrnonp3oBaHUMEM JaHHBIX 00 YPOB-
HE JIMIIMIOB, apTepUajibHOM HABJICHUM U KYpPEeHUMU
[66]. PaspaboTtaHbl U Apyrue MOIEId MPOTHO3UPO-
BaHMSI PUCKOB, Takue Kak Iikajga PuHpucka [67],
Peiinonbaca [68, 69] 1 PROCAM. Kak mpasuio,
JAHHBIC IIIKAJIBI MCITOJIb30BAIMCH JISI OILICHKH Be-
POSITHOCTA KJIMHWYECKNA OYEeBUIHOTO COCYIMCTOTO
3a00J1eBaHMST Yy JIMI CPEIHET0 M TIOXMUJIOTO BO3-
pacra [70, 71]. OgHaKo, TaK KaK CYOKJIMHUYECKHE
M3MEHEHHUS Pa3BUBAIOTCS B MOJIOJIOM BO3pacTe, M3-
ydyeHue cBsI3uM Mexay puckoM CC3 U cTeneHblo
TSDKECTU  CYOKJIIMHMYECKOTO aTepoCcKiIepo3a MMeeT
IIPOTHOCTUYECKOE 3HAYCHUE.

B uccnenoBanuu [65] BbIITOJIHEHA OLIEHKA Cep-
JIEUHO-COCYIUCTOTO pUCKA Yy MOJOABIX JtoAei (24—
39 net) ¢ momomibslo mkan Framingham, SCORE,
Finrisk, PROCAM. Omnpenensiyuch TOJIIMHA KOM-
IUIEKCa «MHTAMa — MeIWa» COHHOI aprepuu, pac-
TSDKUMOCTh COHHOM apTepuy M paclldpeHMe ILie-
YeBOM apTepuu, OIOCPEAOBAHHOE KPOBOTOKOM.
«CoriacHO HalIMM pe3yjbTaTaM, PUCK CYOKIIMHU-
YECKOTr0 aTepoCKiIepo3a Y MOJOMIBIX JIUIL MOXHO
OILIEHUTHh C TIOMOIUIBIO JIIOOOW M3 PAacCMOTPEHHBIX
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mKkana pucka. [TockodbKy HalllM pe3yabTaThbl CBSI-
3piBatloT puck CC3 B MOJIOAOM BO3pacTte € COCy-
JUCTBIMUA W3MEHEHUSMU, HEOOXOAUMO KOPPEKTU-
poBaTh (pakTOphl PUCKAa HAa paHHENl cTamum», — 3a-
SIBUJIM aBTOPBI.

[lo pmaHHBIM pa3HBIX aBTOPOB, KIMHUYECKHU
MAHHBIA TIPOIIeCC HAYMHACT MPOSIBIISITH CEOST ITOcCie
17—20 net [72]. B pe3ynbraTe BbIpaKeHHOU THUIIEP-
JINTIUIEMUN PA3BUBAETCSI aTEPOCKIIEPOTUIECKOE TIO-
paxeHue COCyIOB, B MEPBYIO ouepelb KOPOHAPHBIX,
YTO B JAJbHEHIIEM IPUBOINT K pPaHHEMY BO3HMK-
HoBeHuto MBC [73]. U36biTok JITTHIT oTknaakiBa-
eTCsSI B KOXE W CYXOXWINSIX, (POPMUPYST KCAHTOMBI,
JIOKaJaM3ylolmecs, Kak IpaBuio, B 00JacTU CyXo-
KWIMIA pa3rudaTesieil MajblieB PyK M axWLIOBBIX
cyxoxunuii [74]. HakorieHue xojecTepuHa B pa-
Iy>KKe Tjaza GoOpMUPYET JUMOUIHYIO IYTY POTOBU-
1Ibl, SIBJSIIONIYIOCSI MATOTHOMOHMYHBIM MPU3HAKOM
CI'XC Tonpko B ciydyae ee BBISIBICHUS B BO3pacTe
no 45 ner [52]. Y 1oHouei ¢ rerepo3urorHoin I'XC
nepBoie ciydan MBC omucansl HaumHas ¢ 17-yet-
HETOo BO3pacTa, a y IEBYIIEK — HECKOJBKO IT03XKe,
¢ 25 ner. 1o maHHBIM UCCIEIOBAHUN MOJIOOBIX Ia-
ureHtoB ot 20 mo 29 ner ¢ CI'XC, mpu otcyt-
CTBUM JIEYEHUS] PUCK pa3BuTus ¢ararbHbix CC3
YBEIMUYMBACTCSI Y XXEHIIWH B 125 pa3, y MyKIUH —
B 48 pa3 [75, 76].

I'XC — 270 cocrosiHue, KOTopoe TpedyeT mac-
COBOTO CKPMHMHTAa B MOJIOMON TOMYJISLIMKU JIWIIL.
CyluecTByeT TpU TNPUHIMITUMATIBHBIX METONA CKPU-
HuHra CI'XC: onnmopTyHUCTUYECKMIi, YHUBEPCAIb-
HbIIi M KacKafgHblil (TapreTHBINA, TPULIEIbHbIN).
ONnopTYHUCTUYECKUIN CKPUHUHI aCCOLIMMPOBAH C
HU3KOI BBISIBJIIEMOCThIO, TaK KaK OCHOBaH Ha ca-
MOCTOSITEJIbHOM OOpallleHUU TMAllMEHTOB IOCJIE BbI-
MMOJHEHUST JTUIUAOTPAMMBI. YHUBEPCAIbHBIN CKPU-
HUHT TIpeAIiojiaraeT IMpPOBEIeHUE MCCICIOBAaHUS B
OIpeACICHHBIX BO3pacTHHIX Tpyrmax. [Ipumepom
MOXET ITOCHTYXUTh omyonmkoBaHHBIM B CIHA mo-
KyMeHT HalmoHalbHOTO MHCTUTYTA Cepila, JETKUX
U KpOBU, 0n00OpeHHBI HalmoHanbHOW akamemuen
neauatpuu. B maHHo#t paboTe peKOMeHIyeTCs Mpo-
BOIWUTH YHUBEPCAIbHBIA CKPUHWHT YPOBHS JIAII-
JIOB B BO3pacTHbIX AuamnazoHax 9—11 u 17—21 ner
[77, 78]. B nHacrosiiee Bpemsi HauboJjee MOMyJsIp-
HbIM B TlJJaHe BbISIBIeHMUsI reTepo3urotHoit CI'XC
SIBJIIETCSI KaCKaAHbIii CKPUHUWHI, OCHOBaHHBIN Ha
BBISIBIGHUM HWHIEKCHOIO MalMeHTa C IOCeaylo-
UM 00CJIeIOBaHMEM BCEX €ro POICTBEHHUKOB.

Ha ceromHsHMII IeHb CYILIECTBYET HECKOJbKO
KpuTepreB (PEHOTUNMUYECKON ITMArHOCTUKU CeMEli-
Hoit I'XC, ogHako HUM OOMH U3 HUX HE MOIYYWII
IIOBCEMECTHOTO MEXIYHApOAHOIO IIPM3HAHUS WU
IIPUMEHCHMUS.

Bce OGomblinyio pacnpocTpaHEHHOCTh TOJYy4YaloT
KPUTEpUM TOJUIAHICKOW CeTM KIWHUK TIO Jieue-
Huto JunuaHbeix HapymieHuin (Dutch Lipid Clinic
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Network Criteria, DLCNC), mo3BojsiiolIne orpe-
NeaITh YUCJICHHBIM MoKa3aTelb, C IOMOIIbIO KO-
TOPOIr0 MOXHO MPOTHO3MPOBaTh BEPOSTHOCTH M-
rHoctuku CI'XC [79]. OH 3aBUCUT HE TOJBKO OT
ypoBHs xosiectepuHa JITTHIT B mma3sme kpoBu, HO
U OT KJIMHUYECKMX MPOsIBJIEHUM 3a0ojeBaHusl, 0be-
creunBasi OOJIBIIYVIO YYyBCTBUTECIBHOCTH IIPU  BBI-
SIBJICHUM WHJIEKCHBIX CJIydyaeB M yKa3bIBas Ha BbI-
COKYIO BEpOSITHOCTh HaJIWuusl 3a00JieBaHUS TIpU
BenuuuHe Oousbiie 5. Kpurtepuu Simon Broome
TakKe JOBOJIbBHO TOMYJSIPHBI, HO, B OTJIMYME OT
DLCNC, He BKIIOYAIOT OLEHKY POTOBUYHOU IyTH,
MO3TOMY MOTYT He€ BbISIBUTH HUCTMHHYIO CIXC y
nauueHToB, He nMmeromux gBHyo I'XC [80]. Takxke
M3BECTHBI U TIpuMeHsitoTcsa Kputepuu MEDPED u
anoHckue Kputepuu [81, 82]. bmarogapss maHHBIM
peructpa CASCADE FH MoxHO caenaTth BBIBOJ,
0 HauOOJIbIlIel PacIPOCTPAHEHHOCTU B 3alaIHbIX
cTpaHax Kpurepues Simon Broome (55,0 %), nasnee
cienyior MEDPED u DLCNC [82, 83]. B Poc-
cun ckpuHuHr CI'XC mnpoBoauTcsi He BO Bcex
peruoHax, TeM HE MeEHee CJIeoyeT OTMETUTh, YTO
B TIOCJCIHWE TONBl JWMArHOCTHUKA 3a00JIeBaHUS 3a-
METHO yiyullaercsd Osaromaps pabore Hanwmo-
HaJILHOTO O00I11lecTBa O M3YyYEHUIO aTepocKieposa.
IMporpamma PEHECCAHC (Peructp mamueHTOB ¢
CEMEMHON TUIIEePXOJECTEPUHEMUEN W TTAlIMEHTOB C
OYEeHb BBICOKMM CEPIEYHO-COCYIUCTBIM PUCKOM,
C HemocTtaToyHol 3(hGEKTUBHOCTHIO IPOBOAUMOM
TUTOJUMMAEMUYECKON Tepanueil) Takxke WrpaeT
OOJIBIIIYIO POJib, SIBJSISICH PErMCTPOM MAlIMEHTOB C
CI'XC [84, 85].

TaxkTuKa BeAeHUS] AAHHBIX IallMEHTOB MOJKHA
OBITh MYJbTUAMCHMUILIMHAPHON. IlepBoHayaIbHBIM
MEpONpPUATHEM II0 PEeKOMEHIAIMsIM BpaueOHOro
COOO0IIeCTBa SIBJISIETCSI M3MEHEHUE 00pa3a >KU3HMU.
Tem He MeHee €ro BIMSHME Ha Pa3IUYHbBIC JTUIIUI-
HBbIe OMOMapKephl HE OOMHAKOBO, 3TO CICAYeT U3
BBIBOJIOB a3MaTCKUX y4YeHBIX [86]: pa3menuB mauu-
€HTOB Ha JBEe TOATPYNIBI (MEAMKAMEHTO3HOTO Jie-
YEeHMST W TAIMeHTOB, COOTBETCTBYIOINX 4—35 ak-
TOpaM 3I0pOBOro 00Opa3a XW3HU (OTCYTCTBHUE Ky-
pEeHUsI, aJIKOToJisl, HOpMaJibHasl Macca Tejia, JAueTa,
peryisipHble (uU3MUecKue Harpy3ku)), uccliegoBa-
TeJU YCTAaHOBWIM, YTO CHIXKAIOIIUE YPOBEHb XO-
JIeCTepMHA JeKapcTBa OKa3bIBAJIM OXUIAEMbI 3d-
dext Ha coaepxxaHue xojectepuHa JIITHII, Ho B
otHowieHuun JITTOHII, koTopbie TakxKe MOBBILIAIOT
puck OosesHeil cepaua, ux 3pdekT ObUT HAMHOTO
cliabee, 4yeM y MalMEeHTOB, BEIYIIMUX 3M0POBbI 00-
pa3 XM3HU. ABTOPBI TIPUXOISIT K BBIBOAY O MaKCH-
MajabHOM 3(P(GEKTUBHOCTU KOMIUIEKCHON Teparnuu
I'XC, coueraronieit Hannuue 4—5 HakTOpoB 3M0pPO-
BOro oOpa3a XM3HU U IIpHeMa MEIUKAMEHTOB.

HenaBHue pesynbTaThl HAallMOHATLHOTO peTpe-
3eHTtatnBHOTO ucciegoBanuss NHANES (National
Health and Nutrition Examination Survey) mo-
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3BOJISIIOT TIPEATNOJOXUTh, YTO MOJOIbIE MAllUeHThI
¢ CI'XC He cienyloT Ha3zHAuY€HHOMY JI€YEHUIO, U
TOJIBKO 13 % M3 HMX TIOJYYalOT TUIIOJUIIMIEMUYE-
CKYIO Tepanuio B HeoOxoamMbIx mo3ax [87]. Takas
MOJIEeIb KIMHUYECKOTO BEICHUSI TTPOTUBOPEUYUT HO-
BOMY PYKOBOJCTBY IO KOHTPOJIIO YPOBHSI XOJIeCTe-
puHa B KpoBu oT 2018 r., KOTOpoe TIpU3HAET TIXKe-
ayio I'’XC (JIHIT >190 mr/mn) kak rpynmy ¢ o4eHb
BBICOKMM PHUCKOM OYIYIIUX COOBITUIA M PEKOMEH-
JlyeT Ha3HauaTh MaKCUMaJbHO IEePEHOCHUMbBIC O3Bl
CTaTUHOB 0€3 JOTMOJHUTEbHBIX pacyeToB pHCcKa
[88]. B monrocpouHoM HaOJIOAEHUU 32 MOJIOAbI-
mu moabMu ¢ CI'XC, B KOTOpOM M3ydyaluch OTIa-
JICHHbIC PE3yJbTaThl MAllMEHTOB, YYaCTBOBaBUIMX B
KJIMHUYECKUX HWCIBITAHUSIX TUITOJUMUAEMUYECKON
Tepanuu B AeTcTBe [89], ycTaHOBJIEHO, UYTO B 3TOM
MOMNYJSILIMKU CTaTUHBI MCMOJIb3YIOTCSI HEIOCTaTOUYHO:
B 48 (72 %) cnyuyaeB GOJIbHBIE IPUHUMAIN CTATUHBI
MpU TOCJIEAyIolIeM HaOMIOACHUU, 8 YJYaCTHUKOB
(12 %) takke npuHMManu 33eTUMuOG, 19 (28 %)
HE MWCIIOJb30BaIM TUIOJIUIIMACMUYECKYIO Tepa-
muto. CpemHee comepxkanue xojecrepuHa JITTHIT
MMOJIb/JT Y JIAL, MPUHUMABIINX W HE IPUHUMAB-
LIMX CTaTUHBI, cocTaBisuio 3,68 u 6,08 Mmoub/1
COOTBETCTBEHHO, TaKMM 00pa3oM, OOJbIIMHCTBO
MalMeHTOB He NOCTUTIN 1eJu JiedeHus. bosbHbIe,
KOTOpBIE PETYJISIPHO MMEJIM KOHTAKT C MEIULIMH-
CKMM TIEpCOHAJIOM B BHUIEC KOHCYJIbTAIIU, WMEJU
6onee Huskuii yposeHb JIITHIT u yame npuHuma-
JIM CTaTUHBI. BrlllleckazaHHOE CBMIETEIbCTBYET O
TOM, UTO €XEromHble KOHCYJbTALlMU MOJOIBIX JIIO-
neit ¢ CI' kaxyTcsl onpaBIaHHBIMU U HEOOXOIUMBbI-
MM JJI1 JOCTUKEHUSI HEOOXOAMMOIO KOMILIaeHca.
DddekTBHAs MOMOIIL TpedyeT OpPUEHTHUPO-
BAaHHOIO Ha TIallMeHTa II0XO0Ja, BKJIKOYAIOIIETO
o0y4yeHHEe MOCPEICTBOM PEryJsspHbIX aMOYJIaTOPHbBIX
MOCEIIEeHUIA, COOMI0IeHWE 3I0POBOTO 00pasa >KM3-
HU, (apMaKoTepanmnoo, KOPPEKIHNIO COITYTCTBYIO-
mux (pakKTOpoB PUCKA M TOAACPKKY COOOIIECTBA CO
CTOPOHEBI CpelCcTB MaccoBoil mHMopmaumu [90—92].
[MemnaTpsl MOKHBI OBITH 3HAKOMBI C OUATHOCTH-
koit u seueHnem CI'XC. JlaHHBIE CBUIETEIBCTBYIOT
0 TOM, YTO CTaTWMHBI Oe3omacHbl U 3(PDHEKTUBHBI
y neteil u noapocTkoB [93]. OmnpaBgaHo M Ha3Ha-
yeHue wuHruobutopo PCSK9, nokazaBiminx CBOIO
9(bGEeKTUBHOCT U 0€30MacHOCTh B MCCIEI0BAHUM
ODISSEY-KIDS [94]. HAUSER-RCT — xpyn-
Heillllee  paHAOMU3MPOBAHHOE IUIALE00-KOHTPO-
JqupyeMoe wuccienoBaHue uHruobutopos PCSK9,
MPOBOAMMOE B IMEIAMATPUYECKOIN MOMYJISILIUN C 1ie-
JIBIO TIPEJOCTaBICHUSI JAaHHBIX 00 3(PMOEKTUBHOCTH,
0e30MacHOCT M TIEPEHOCHMMOCTU 3BOJIOKyMaba B
KavyecTBe MOMOJHeHUs Tepanuu y geteit [95]. Pe-
3yJAbTaThl JAHHOTO WCCIIEIOBAaHUS IIOKa3ajad, YTO
cpennuit ypoBeHb JITTHIT cHusmncs Ha 44,5 %
(77,5 mr/mn) no cpaBHeHuio ¢ 6,2 % (9,0 mr/mn)
B Tpyriie 1uiane6o. DddekT ObIT TOCTUTHYT BCETO

3a 24 Hemenu nedeHusi. Kpome TOoro, ypoBeHb XO-
nectepuHa JITIBIT Obu1 yBenuyeH, Kak M YpOBEHb
arosmonporenHa B [96].

Ha panHbIii MOMEHT MaeT pa3paboTKa WHHO-
BallMOHHBIX MeTomoB Koppekuun I'XC. Kommanus
Verve Therapeutics o0ObsIBUJIa O TOATOTOBKE Mep-
BOI (ha3bl MCCIIEAOBAHUS MCIIPABICHUS TI'€HOMHBIX
HapymeHuit mpun CI'XC ¢ moMOIIbI0 IpUMEHEHUS
texaonorun CRISPR-Cas9, koTtopast yxke MCHONb-
3yeTcsl JIsT Tepanuu OeTa-TajaacCeMun U TPAHCTUPE-
TUHOBOU monmHeiponatun [97, 98]. CyTh maHHOTO
METO/a 3aKJuaeTcss B MACHTUPUKAUMU «I1e(eKT-
Horo» ydactka MoJjiekyabl JJHK u ero ynmanenwus
C TIOCJEAYIOUIEN perapanyeid Io «IpaBUIbHON»
MaTpule IPYroil XpoMOCOMbBI, HECYIIEil HOpMalb-
HBII amienb. B ciydae, ecim MyTamusi OKa3bIBaeT-
Cs TOMO3UTOTHOM, TEXHOJIOTMSI ITO3BOJISIET BHECTHU
B KIJIETKY «oOpasell» IJIsI CHUHTe3a <«IIPaBUJIHHOTO»
yuactka JAHK. Tlo 3asBiaeHuio aBTOPOB, KOMIIO-
HeHThl cucteMbl CRISPR-Cas9 OymnyT mocTaBisiTh-
Cs B KJETKY C ITIOMOIIbBIO JIMIIMIHBIX HAHOYACTHUII,
AHAJIOTMYHBIX TEM, YTO MCITOJIb3YIOTCS B BaKLIMHAX
nporus COVID-19 [99—101].

Takum o0Opazom OoJiblllasi, pacnpOCTPAHEH-
HocTh CI'XC BO BceM MHpe B COYETAaHUM C IJTU-
TEJIbHBIM OCCCUMIITOMHBIM TICPUOAOM U HaJUIUEeM
CCC B MoMOOOM BO3pacTe OOYCIIOBIMBAET BEHICO-
Kyl0 OTAacCHOCTb JaHHOTO 3abosieBaHus. PaHHee
ooHapyxeHue CI'’XC mo3BojisieT MCIOJIb30BaTh (-
(bexTMBHBIE METOIbI JICUECHMSI, BKIIIOUash U3MEHEHUS
oOpaza XKM3HU Y TUIOJUMUACMUYECCKYIO Tepamuio
yxe ¢ getckoro Bospacta [102—105]. BrisgBaeHue
npuunH, BbI3biBalomux CI'XC, Takxke maeT BO3-
MOXHOCTb BBISIBUTH IIalIUEHTOB C HAWOOJbLIUM
puckom CC3 [29, 106]. ¥ maHHOIi KaTeropuu Iia-
LIMEHTOB MOXET BO3HUKHYTb HEOOXOAMMOCTb B
MNpUMEHEHUN Hanbojiee MHTEHCUBHON T'MITOJIMIIU-
JeMudyeckoil Tepanuu uHruoburopamu PCSK9 yxke
B MojiogoMm Bo3pacte [107, 108].
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HYPERCHOLESTEROLEMIA AT A YOUNG AGE
A.N. Spiridonov, Yu.I. Ragino

Research Institute of Internal and Preventive Medicine —
Branch of Federal Research Center Institute of Cytology and Genetics of SB RAS
630089, Novosibirsk, Boris Bogatkov str., 175/1

In the present review the analysis of the world literature devoted to the problem of familial
hypercholesterolemia at a young age was carried out. Its prevalence both on the territory of the Russian
Federation and on the territory of the whole world is discussed. The problem of increased risk of
age-dependent cardiovascular events is analyzed. The results of research examining the effectiveness of
existing risk assessment scales at a young age, as well as the phenotypic diagnostic criteria, including
DLCNC, Simon Broome, MEDPED and Japanese criteria are presented. An overview of studies
aimed at investigation of the drug and non-drug therapy positive effect on cholesterol levels is given.
Innovative methods of hypercholesterolemia correction were announced. The information on the topic
from publications based on PubMed and Google Scholar data were used

Keywords: Familial hypercholesterolemia, young age, coronary artery disease.
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