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CemenHas runepxonectepuHemMms. YTo genatb, €Cnv BblICOKNIA ypoBeHb XC JIHI
0byCcnoBseH HacNeaACTBEHHOCTbIO?
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CeMmenHas runepxonecrepuHeMmumsa. Yto
aenaTtb, €CJiIn BbICOKUU ypoBeHb XC JIHI
obycnoBneH HacNenCTBEHHOCTbIO?

Y nogen ¢ ceMenHom rmnepxonecTepuHeMmen n3-3a reHeTu4eckoro gedekta HapyLleHa
CNOCOOHOCTbL OpraHM3Ma K yaasieHunto n3bblTOYHOro xonecrtepmnHa. Kak npasuso, 3To
BbI3BaHO MyTaLMWSAMUM B reHax, y4acTByOLWMX B MeTabonmsmMme nMnonpoTenaos, B
pe3synbTaTe KOTOPbIX HapyLwaeTcs 3axBaT knetkamu XC JIHIM: LDLR, ApoB nnun PCSK9 [2].
Ee MOXHO pa3gennTtb Ha retepo3nroTHyto CIHXC n romo3uroTHyto CIrXC [1].
MeTepo3urotHasa CIMXC BCcTpeyaeTcs ropasfo 4yalle, ¢ pacnpocTpaHeHHocTbio 1/200-250
4yesloBeK B MMPOBOM nonynaummn [3]. 3To 04HO N3 CaMbIX PaCcrpoCTPaHEHHbIX
HacneaCTBeHHbIX MeTabonnyeckmnx HapyweHun. FflomosnroTHasa CIrXC, HanpoTwuB,
BCTpeYaeTCs 04eHb penko, ¢ 4yactotonm 1/160 000-320 000 4yenosek [4].

Bbicoknin yposeHb XC JIHI ¢ poxxaeHus aBnseTcsa oTIn4nTeNibHbIM npusHakom CIXC, 4yTo
noaBepraeT nogen ¢ 3Tum 3abosieBaHNEM MOBLILLEHHOMY PUCKY Pa3BUTKSA
aTEePOCKNEPOTUYECKUX CEPAEYHO-COCYANCTLIX 3aboneBaHnnm (ACC3).
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Y 30-55% nayneHToB ¢ CI'XC BbIABAAKTCS CYXOXWJIbHblE KCAHTOMbI, KOTOPbIE MOXXHO
0bHapyxunTb B NtoboM Bo3pacTe. OHM IOKANU3YIOTCA B 06/1aCTN CyXoXunnmm pasrnbatenen
nanbLeB PYK N aXuOBbIX CYXOXWUINA. Hanndne KCaHTOM axusioBbIX CYXOXXWUITNIN
ABNAETCHA MAaTOrHOMOHUYHbLIM NpusHakom CIXC.
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MeHee CI'IeLl,I/ICpI/I‘-IHbIMI/I ABNATCA KCaHTesla3Mbl — 3TO KOCMETUYECKUIN ,[l,ereKT KO>XXHOIro
NMOKpOBa B BUAE NMNOAKOXHOIO OTJIOXKEHUNA XONneCTepuHa, I'IpOFlBJ'IﬂIOLIJ,VIVICFl
BO3BblLLAOWENCH Ha YPOBHEM KOXXHOIO NMOKpPOBa ONALWKON XKeNnToBaToro LBeTa.
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HakonsnieHne xonecTtepuHa B pafyXXKe rjiasa opmMmmpyeT JUMOULAHYIO AYry porosuubl —
3TO NAaTOrHOMOHWUYHbIN Npu3HakK CIXC TONbKO B C/ly4ae ee BbiSiBJIEHUSA B Bo3pacTe A0 45
neT. YacToTa BbISIBIEHUSA INMONAHON Ayrn y 60nabHbIX ¢ reCMXC cocTaBnseT okono 10% [o
30-neTHero Bo3pacTa 1 okosio 50% nocne 30 net. BoigBieHne NnMNonaHon Ayrm porosuLbl
y vy cTaplwe 45 neT He NPUMEeHMMO B Ka4yecTBe gmarHoctuyeckoro kputepusa Crxc.

MauneHTbl C CeMenHOoW rmnepxosiecTepuHeMmen, He nosy4vatoLwme nevyeHme, MeloT B 25
pa3 6osiee BbICOKUN PUCK Pa3BUTUSA CEPAEYHO-COCYANCTbIX 3aboneBaHni No CpaBHEHUIO C
JI0AbMIN, HE UMEKLLMMU CEMEVNHON runepxosectepmHemMmn [5].

Y My>4uH, 6onbHbIX reClrXC, B cnydae otcytcTBuma nedeHnsa MbBC passuBaeTcs K 30 rogam
y 5,4%, k 50 rogam — 51,4%, kK 60 rogam — 85,4%, a y xeHWwwuH K 60 rogam — y 53,3%.
CornacHo goknaay BO3 (1997), 50% my»x4uH ¢ reClr XC ymmnpatoT B Bo3pacTe A0 60 net us-
3a UBC [5].

CIr'XC cama no cebe He Bbi3blBaeT HUKaKNX Xanob, 3abonesBaHne anntenbHbIe roabl
npoTtekaeT 6eCCMMNTOMHO U 3a4acTytlo MaHugectupyeT B Buge UbC, B 4acTtHocTn M nnun
BHe3anHowm cmepTun. Mo 3Ton xe npudnHe naumeHTbl ¢ CIXC 4acTo He noJsy4vatoT nevyeHus
csoero 3aboseBaHMA: N0 faHHbLIM KPYMHOro AaTCKOro UCCefoBaHUsA, Kak MUHUMYM 50%
N3 HUX He MPUHUMAIOT JleKapCTBEHHbIE npenapaTbl 418 CHXeHusa ypoBHsa XC JIHIM [6].

MuHnMyM 50% nauneHToB ¢ CI'XC He NpuHUMaIOT npenapaTbl 415 CHUXXeHUs ypoBHA XC
JIHN
Tuxas yrposa
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90% ntogen ¢ CIHXC He 3HatoT o0 cBoeM 3aboneBaHum [7]



anI OTCYTCTBUM JyievdYeHunsa nocnencrema MoryT ObITb cepbe3HbIMM:
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Y My>X4uH ¢ reteposurotHoun CIrXC puck passutuma CC3 kK 50 rogam coctasnseT 51% [5]
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Y XeHwuH ¢ retepo3nroTHon CIrXC puck passutusa CC3 kK 60 rogam coctasnseTt 53% [5]
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Y pneten c romo3unrotHonm CI'XC moxeT pa3Butbcs CC3 K 20 ropam [4]

Mpu CIrXC paHHee Ha4YaJNo JsiedeHUa 0N CHUIKEeHUN
ypoBHeu XC JIHI npuBOAMUT K NOJNIOXKUTEJIbHbIM
pe3synbTtaTtam [8]

o Mepe CcoBepLUEHCTBOBAHUA TEXHUK BbISABJIEHMSA N NPOPUIAKTUYECKOr 0 SIe4eHns
pacnpocTpaHeHHOCTb paHHero pa3suTns ACC3 B ceMbsax ¢ CIXC cHuxxaeTcsa [9].

CornacHo pesynbTaTaM UCCJ/IeAO0BaHUA C Nocsieaylowmm HabnogeHnem
npoAaoJIKUTEsNIbHOCTbIO 20 neT, cHu>XXeHue ypoBHa XC JIHI B peTcKkoMm Bo3pacTe
yMeHbLiaeT puck passutua ACC3 B 3penom Bo3spacTe [8]
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30%

B Poautens ¢ paHHbIM 3a6onesaHuem

PebeHok, Ha4yaBLWWIA NeYeHWe Cc geTcTea

20%

10%

0% 1% 0%
OcnoxHeHna ACC3 CmepTb OT OCNOXHEHWA
B Bo3pacTe 39 net ACC3 B BospacTe 39 net

Mo matepmanam: Luirink I.LK. et al. N Engl ] Med. 2019:381(16):1547-1556.

CywiecTByeT HeCKOJIbKO AMAarHOCTUYECKUX Kputepues, NO KOTOPbIM
MO)>XHO nNpeanosioXXutb Hanunuume CIrxc [4]
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MaumeHTbl C aTePOCKIEPO30M KOPOHAPHbLIX apTepuin B OTHOCUTESIbHO MOJI040M BO3pacTe

e My>)X4uHbI: B BO3pacTe < 55 net
e XXeHLuHbI: B BO3pacTe < 60 net
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MaumeHTbl C 04eHb BbICOKUM ypoBHeM XC JIHI

e B3pocnble: > 5 mmons/n (> 190 mr/on)
o letn: > 4 mmonb/n (> 150 mr/gn)
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https://www.pro.novartis.com/ru-ru/therapeutical-areas/cardiology/atherosclerosis

PoOoCTBEHHUKN C OTJIOXKEHUAMU xXonecTtepnHa B CYXOXXNJInNax

He 3abyabTe:

e Y3HaTb Y NauneHTa o cemenHoM aHamHe3e ACC3
e [lpoBepuTb ypoBeHb XC JIHI
e [1pOBEPUTbL HaNNYME CYXOXKMNJIbHbIX KCAHTOM

Kputepum ronnaHaCcKuX JIMMUAOHbIX KJIMHUK O
AWArHOCTUKMU reTepo3uroTHomM ceMemHoOm
runepxonsecrepuHemun [4]
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Kputepui Bannbi
1. CemeiHbIA aHaMmHes
PoacTeeHHWK NepBoi cTeneHn POACTEA C paHHUM (y MyXu4MH < 55 neT; y xeHwwH < 60 net) CC3 1
aTepocknepoTiyeckoro reHesa (MBC, aTepoTpoMBOTUYECKWIA MWEeMUYECKWA MHCYNBT, TUA, nepudepuyeckun
aTepocKNepos ¢ aTepoCcKNepoTUYeckKumK BNALIKAMK, CTEHO3WPYIOLWWMKA NPOCBET cocyna = 50%), unu
poAacTBeHHWK 1-i cTeneny pogcTea ¢ XC JIHM > 95%-ro npoueHTrna 5
PoacTteeHHMK 1-i cTeneHy poacTBa C KCAHTOMaMK CYXOXWIWA W/WNKu NMNOWAHORA OYroW POroBuLbl, MNW OeTH
monoxe 18 net c XC NIHM > 95-ro npoueHTUNA
2. MlHaMBWAYanbHbIA aHaMHe3
Y naumeHTa paHHAA (y MyX4KH < 55 neT; y xeHwwuH < 60 net) UBC 2
Y nayueHTa paHHee (y My»X4MH < 55 neT; y xeHWMH < 60 neT) paseuTHe aTepoTpoMBOTHYECKOrD 1
WLWEMHUYECKOro MHeynbTa, THA nnu nepudepyeckmid aTepocKnepos ¢ aTepoCcKNepoTUYEeCKUMN BNAWKamMm,
CTEHO3WPYIWKMMK NpoceeT cocyaa = 50%
3. duznkaneHoe obcnegoBaHue
CyXOMMNbHbIE KCAHTOMbI 6
NunowaHaa gyra poroeuubl B BospacTe < 45 net 4
4. YposeHb XC NTHN
> 8,5 mmone/n 8
6,5-8,4 MmMone/n 5
5,0-6,4 mmons/n 3
4,0-4,9 mmone/n L
5. Avanus OHK
Hanuuwe NaToreHHoro WNKM BEPOATHO NAaTOreHHOro BapuaKTa HyKNeoTuaAHOW nocnegosatensHocT LDLR, 8

APOB unu PCSK9

[wnarHo3 cTaBUTCA Ha OCHOBaHWMW CyMMBI 6annos:

«onpegeneHHas» CMXC — > 8 bannoB  «BeposTHaa» CMTXC — 6-8 6annoe  «Bo3amoxHasa» CMXC — 3-5 6annos




CokpalwueHus:

APOB — anosunonpoTenH B; ACC3 — aTepocknepoTmnyeckoe cepaeyHo-cocyancroe
3aboneBaHue; UbC — nwemnyeckasn 6onesHb cepaua; CC — cepaevHo-cocyanctoin; CC3 —
cepaevHo-cocyamncrtoe 3abonesaHme; DLCN — Dutch Lipid Clinic Network (kputepuun
roNNaHACKMX NUNMUAHbIX KNMHUK); OHK — ne3okcnpmnboHyknenHoBas kucnoTa; CIXC —
ceMenHas rmnepxonectepuHemus; retepo3nrotHas CI'XC — retepo3nroTHasa ceMmenHas
runepxonecrepuHemMuns; romosnrotHasa CrXC — romo3nroTHas ceMmenHas
rmnepxonectepnHemMus; TMA — TpaH3nTopHaa nwemmyeckasa ataka; XC JIHM —
X0NecTepuH NUNOoNpPoOTEMHOB HM3KOW NIOTHOCTK; JIHM-peuenTtop — peuenTtop
JIMNOMPOTENHOB HMU3KOW NMAOTHOCTKU; PCSK9 — nponpoTenH KoHBepTasa
cy6TMNn3nH/KeKcuH Tnn 9.
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