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IeTepo3uroTHast cemMeiHasT TUIICPXOJICCTCPUHEMUS
(reCI'XC) sgBisieTcsl HACIIEACTBEHHBIM 3a00JIeBaHHEM
JIMITATHOTO OOMEHA, XapaKTepU3YIOIIMMCS 3HAUYNTEIIb-
HBIM TIOBBIIIICHNEM XOJIECTepHHA JUIIONPOTECHIOB HU3-
kot mmotHoctu (XC JIHII), BcmemcTBuMe MyTaumid
B T€HaX, KONMPYIOIINX OCIIKM, OIpEHCIISIIOINe pelet-
TopHBIi KaTtadboau3m JIHII-rensr LDLR, APOB u PCSK9.
3aboireBaHMe XapaKTepHU3yeTCsT BBICOKM PUCKOM pPa3BU-
THS CepIeYHO-cOCYTUCTHIX ocnoxHeHni (CCO) B MoJto-
moMm Bospacte. Kaxnprii tperuii maumeHT ¢ reCIXC
WMeeT TTOBBIIIEHHYIO KOHIIEHTpALMIO JuMnoIpoTrenaa(a)
(JIm(a)) [1]. JIrm(a) mpencraBisieT coboit CIIOXHBII Hall-
MOJICKYJISIDHBI KOMIUIEKC, B KOTOPOM MOJIeKyna Oellka
armoB 100 gacturer moxooHoi JIHIT koBasieHTHO cBA3aHa
C BBICOKOITTMKO3WIMPOBAHHBIM arnobeiakomM(a) (amo(a)),
TOMOJIOTMYHBIM MOJieKyne TuiasmMuHoreHa [1]. KpymnHbie
SIUICMHOJIOTUICCKIIEC W TEHETHYECKUE MCCICTOBAHMS
JIoKa3aJIl He3aBUCUMYIO IIPUIMHHYIO posib JIm(a) B pas-
BUTUH CEPOCYHO-COCYIMCTBIX 3aboneBanmit (CC3) [1].
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eIMHCTBEHHBIN peOCHOK B ceMbe, B sHBape 20191 mocty-
nwia B HMMUWUI xapauonorum ¢ AMarHo3oM OCTpBbIit
KOpOHapHbIi cuHapoM. Otelr ymep B 64 rofa ot nHdapk-
ta muokapga (MM), maTb mMeeT TUNCPIUITUACMUIO
u niepeHecna 1sa MM m 3 smm3oma HapyIIeHUsT MO3TO-
BOro kpoBooOpamieHust mnociae 60 jer. boiabHas umeer
IBoux nereit 28 m 19 ner 6e3 HapylIeHWI JUITUIHOTO
oOMeHa.

C 23 mer BBISIBJICHO TIOBHIIICHWE KOHIICHTPAIIUK
o6miero xonectepuHa (OXC) kposu mo 10 mmoms/im, XC
JIHII oo 7 Mmonb/n. JledeHME TMIUACHIKAIOIINMU TIpe-
mapaTaMu OO TOCIIMTAIN3aIINH He TIPOBOIMIOCE.

B mione 2018r, B Bo3pacte 51 roma, pasuica UM,
BIIOCJICICTBMM, HECMOTPS Ha pa3INIHyI0 aHTUTPOMOO-
LIMTApHYIO Tepamnuio B BUIE KOMOWHAIIMM aclUpUHa
C KJIOIMHMAOTPENIOM, PHUBapoOKcabaHOM, IIPacyTrpeiioM,
THKArpeIopoM, OBUIO TISITh TOCITUTAIN3ANNA 110 TIOBOLY
WM wm HectabuibHOM cTeHoKapaum (puc. 1). ITocie-
IOBATEIbHO OBUTM MMILIAHTHPOBAHBI 9 CTEHTOB HOBOTO
TIOKOJICHUS B MIEpeIHIOn Hucxonamyo apreputo (ITHA)
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KITMHNYECKWE CNYHAN

Mokasatenu JIn(a) n nMNMAHOro cnekTpa B Npouecce nevyeHus

Mokazatenu nunupHoro npopuns PosyBactatuH
OXC, Mmonb/n 74

XC JIBI1, MMonb/n 14

TI, MMonb/n 1,5

XC JIHM, mmonb/n B

XC JTHM kopp*, MMonb/n 39

JIn(a), mr/an 200

Mpumeuanne:

" TIpaBylo KopoHapHyto aprepuio (ITKA), B ToM gmcie
M CTCHT B CTEHT, 1 B eBpaie 20191 mmpoBeneHO OmMMaM-
MapHoe myHTupoBaHue [THA u ee nuaroHanbHOM BETBU
U ayToBeHO3HOoe myHTupoBaHue ITKA.

B ananmm3e KpoBM BBISIBJICHO ITOBBIIICHWE YPOBHS
JIr(a) mo 200 mr/mr. s sepudukamnu re CI'XC npume-
HEHBI KPUTCPUM TOJUIAHACKUX JUNUOHBIX KINHUK:
CeMEMHBI aHaMHe3 aTepockiepornyeckux CC3
(1 6ami), maundecrannsts UBC B MomomoMm Bo3pacTe
(2 6amma), XC JIHIT — 7 mmonb/n (5 6ai1oB), B cymMMe
8 OaJIOB COOTBETCTBYET OIIPEOEICHHOMY IHArHO3Y
reCI'XC. C ocenn 2018r, Ha ¢oHe TepaIly po3yBacTaTU-
HoMm 40 wmr, ypoBeHb XC JIHII coxpaHsics BBICOKUM,
K Teparmu ObLT npucoenrHeH narnoutop PCSK9 — am-
pokyma6 75 Mr 2 pa3a B Mecs1I ITonKoxkHo. KoHlieHTpanms
XC JIHIT camsumace oo 2,2 MMOJb/1, a cogepxanue XC
JIHII ¢ yaerom XC JIn(a) — 0,9 mmons/n (Tabm. 1).

ComnracHo MEeXIyHApOIHBIM B POCCUMCKUM PEKOMEH-
MausM KOHIeHTpanuio JIm(a) Hy>KHO OoIpeneisiTh BCeM
nauyeHTaM ¢ paHHeit Mmanudecrauneit CC3, nuarHo3om
CI'XC, cemeiinpiM aHamHe3oM paHHux CC3, moBTOp-
HeiMu smn3ogamMu CCO, HecMOTpsT Ha OINTUMAJIBHYIO
TUTIOIUIIAeMIYecKyo Tepanuio [2, 3]. Hamra 6ombHas
OTHOCHTCSI KO BCeM ITepeUrciiecHHBIM KaTeropusm. CTa-
THHBI 1 33¢TUMUO HE OKa3bIBAIOT BIMSHUS HAa KOHIICH-
Tpanuto JIm(a), Torma Kak aqupoKymMad KakK IIpeICTaBH-
TEJTb HOBOTO TOKOJICHUSI TUTIOJUIUICMUIECKNX TIpeTa-
paroB cHuxaeT ypoBeHb JIm(a) Ha 30% [4]. OmHako
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* — koppurnpoanHbii XC JTHN=XC JIHM — 0,3xJIn(a)/38,5 (Mmmonb/n).
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Puc. 1. Victopus 3a6onesanus 6oibHON M.

Cokpawenus: UM — uHdapkt Mmnokapaa, HC — HectabunbHas cTeHokapaus,
NMKA — npasas kopoHapHasa aptepus, MHA — nepegHsas HUCXOAsLLAN apTepus,
KL — KopoHapHoe LUYHTUPOBaHWE.

B CBSI3M C Te€M, YTO B JJaHHOM CJIy4ae aJlupoKyMad maxke
B yIBOEHHOI mo3e (150 Mr) He IIpuBemeT K HOpMaIn3a-
muu ypoBHS JIm(a), IpUMEHHUTEIFHO K 3TOM OOJBHOI
oKa3aHo Ha3zHaueHUe adpepe3a TUTIONPOTEUIOB, TaK KaK
HM3BECTHO, YTO ITociie 1 Tpouenypsl comepxanue JIi(a)
cHkaercs Ha 70-80%, a JumMTeNbHBIE KYPCHI 3KCTPAKOP-
MOPaJIbLHOTO JeYeHUsI acCOUMUPOBAHBI CO CHIDKEHUEM
pucka CCO Ha 97% [5].

KonuKT nHTEpecoB: BCce aBTOPHI 3asIBISIIOT 00 OTCYT-
CTBUM MMOTEHIIMAIBHOTO KOHMIINKTa MTHTEPECOB, TPEOYIO-
IIETO PACKPBITUS B TAaHHOM CTaThe.
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