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[nasa 1

XapaKTepucTika cTpykTyp,
Y4acTBytoLKX B MeTabonH3me
NMNONPOTEMHOB KPOBH

1.1. IMNONPOTEWHDI

JIunonpoTenHsbl (JTUMOMPOTEUIbI) MPEACTABISIOT COO0N KOMILJIEKCHI, CO-
cTosire U3 0eTKOB (AITOIUTIONPOTEMHOB; COKPAIIEHHO — «all0») U JINTIN-
JIOB, CBSI3b MEXITY KOTOPBIMU OCYIIECTBIISIETCSI TOCPEACTBOM r'APODOOHBIX
U 2JIEKTPOCTATUIECKUX B3aUMONEUCTBUIA. BBIIESIOT 5 OCHOBHBIX KJIaCCOB
qunonporenHoB (JIIT): xunomukpoHsl (XM); TUNONPOTEUHBI OYEHb HU3-
koit mmotHocTu (JITIOHII); numonpoTenHsl MPOMEXYTOYHOU TUIOTHOCTH
(JITIITIT); nunompoTerHbl HU3KOK ToTHoctu (JITTHIT); numonporenHb
BeIcOKO# turotHOocTH (JITIBIT) (Ta6ma. 1.1). Lupkyaupys B KpOBH, YaCTHUIIBI
JINTIONIPOTEMHOB OOMEHMBAIOTCSI MEXKIY COOOI MOBEPXHOCTHBIMU JTUMUAAMU
u anonpoTenHamMu. [1py 3ToM ammoIpoOTeMHBI MOIACPXKUBAIOT CTPYKTYPHYIO
LIEJIOCTHOCTD JIMIIONPOTEMHOB, Y4YacTBYIOT B IIpolieccax oOMeHa MeXIy
JIATIOTIPOTEMHAMY W OTBEYAIOT 332 B3aMMOJEHCTBUE JIUTIOTIPOTENHOB C WX
pelLienTopamMu.

B Tabn. 1.1 ykazaHbl (PU3MKO-XMMUUYECKME XapaKTepuUCTUKU XM,
JITIOHII, JIITHIT u JITIBII. JIunonpoTenHbl MPOMEXKYTOUHOM TJIOTHOCTU
(JITIITIT) obpasyroTcst mpu Tunonutudeckoit nerpamarun JINOHII mon neii-
CTBUEM JIMMOMPOTeMHIMITa3bl. OHU XapaKTepU3yIOTCs KOPOTKUM BpeMEeHEM
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KM3HU B KPOBH, TaK KaK B HOPMAJIbHOM OpraHM3Me OBICTPO ITOIJIOIIAIOTCS
PELIETITOPHBIM MYyTEM IMEUEHBIO WJIM MpeBpallaloTcsl B elle 0ojiee MeJKKUe
JIMMIOMPOTEUHBI HU3KOM TUIOTHOCTU MO JCUCTBUEM TMEUYECHOYHOM JIMIIA3HI.
Ddusuko-xummyeckne xapakrepuctnku JITITITT HaxomsTcda B mpenesiax Ta-

koBbIX JITTOHIT u JITTHII.

Taﬁ.lmua 1.1. ®usuko-xuMHIecKas XapaKTCpUCTUKa OCHOBHBLIX KJIACCOB JIMIIOIIPO-

TEUHOB

DU3KKO-XUMUYECKUe
CBOWCTBA W COCTaB

Knaccbl nunonpoTenHoB

XM JINOHN JINHN JinBn
Lgﬁ?ffﬁ'};fﬂ‘*a””a” ot 093-0,94 | 094-1,006 | 1,006-1,063 | 1,063-1,21
Pasmep yactuu, A° 750-12000 280-750 215-220 75-150
223f£§$§femqe°"aﬂ flo- cTapt npe-6eta beta anba

Cocras, %
Benkn 0,5-2 7-13 21-25 45-55
Tpurnuuepnabl (TT) 84-87 50-60 10-12 3-7
XonectepuH (XC) 5-7 13-18 35-45 17-22
®oconunugs! (OJ1) 4-7 12-19 22-24 27-30
CopepxaHue ano, %

Al 7,4 cnepbl - 67
A2 4,2 cneapl - 22
B-48 22,5 36,9 - cnepbl
B-100 - - 98 1-3
C1 15 10 cnepbl 1-3
C2 15 6,7 cnepbl 3-5
C3 36 39,9 cnegpl -
E - 12 - -
D - - cneapl -
Bcero 100,0 100,0 100,0 100,0

* DnekTpodopeTryeckast MoJABMXKHOCTb JUITOMPOTEMHOB T1a3Mbl KPOBU B HOpME TPECTaBIeHa

Ha puc. 1.1.
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XM B npe-p o

Hopma

—e T +e

MecTo
cTapTta

Puc. 1.1. Dnexrpodopernieckunii Mpoduiib TUTOTPOTEUHOB (CXema)

JeHcutoMmeTpust obecrieunBaeT nuarHoctuky ¢penorumna [T, xonmue-
CTBEHHYIO OIIEHKY OTIEIbHBIX (PpaKIINii TUTTONIPOTEUHOB, a TAKXKE SIBJISIETCS
METOJOM BBISIBICHUST HAIU4unsl XM Wi «IIUPOKUX 6eTa» (OeTa+Iipe-0eTa)
(puc. 1.2). Takast oueHKa MOXET OKa3aThCsl IMOJE3HOU IS KOHTPOJIS CO-
CTOSIHUSI TIAlIMeHTa TyTeM HaOJIOJeHUsI 32 MU3MEHEHUSIMU CONEpPXKaHUS

bpakumii.

BeTa MNpe-6eta
XM

Puc. 1.2. I'pacdhuk neHcutomMeTpun

[Tpu snexkTpodopese CHIBOPOTOK, TMOJYYEHHBIX M3 KPOBU, B3ITOW Ha-
TOIAK, Ha 3JIeKTpodoperpaMmax 0ObIYHO OOHAPYKMUBAIOTCS TPU OCHOBHbIE
MOJIOCHl C TIOCJIEAOBATEIbHO YBEJIMUMBAIOIIEICS TTONBUKHOCTBIO, COOT-
BerctBytomue JIITHIT (6era), JITIOHII (mpe-6era) m JITIBII (anbda).
JonoaHuTeabHO MoxKeT ObITh Ttojioca (muk) JITI(a): mexay JITTOHIT (mpe-
oeta) u JITIBII (axpda) 1 Ha ctapTe — XM.
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Kaxnplii Kj1acc TMMONPOTEMHOB BHITIONHSET crielndrdeckue HGyHKIUN
o Moaaep>XXaHuo romeocrasa (taoiu. 1.2).

Taomuna 1.2. @yHKIMT TUIONPOTEUHOB

Knacc nunonpotenHoB DYHKUMM
XM TpaHcnopT xonecTepuHa 1 XXUPHbIX KUCNOT, NOCTYNAOLWMX ¢ Nu-
LLei, N3 KULLEYHNKA B Nepudepuyeckne TKaHu 1 neYeHb
NNOHN Tpancnopt XG, TI n ®JT 0T neveHn K nepucpepuyeckium TKaHam
nnnmn Tpancnopt XC, TI n ®JT 0T neveHn K nepucpepuyeckm TKaHam
NNHM Tpancnopt XG, TI u ®JT oT neveHn K nepucpepuyeckim TKaHam
JINBM Tpaxcnopt XC oT nepudepuyecknx TKaHem K neveHn

1.1.1. CTpyKTypa nUnonpoTeuHos

CepaneBrHa chepruIecKol TUTIOTIPOTEMHOBOM YaCTUIIB COCTOUT M3 IBYX
HenoJiIpHbIX JunuaoB — TT u apupoB xojlecTeprHa, KOJIMYECTBA KOTOPHIX
B pa3HBIX JIMIIOMIPOTENHAX Pa3IMIHBI, M OCJTKOBBEIX MOJEKYN (aIlompoTeu-
HOB) Ha MOBEPXHOCTU YacTullbl (puc. 1.3).

Mepudbepuyeckne anonpoTenHbl
(Hanpumep, anoA-l, anoC-Il, anoE)

XonectepuH TAr

®docdonunug,

'mapodobHbie
nmnuapl
WNHTerpasnbHble TR - Achupsl
anonpoTenHb! XorecrepuHa

(anoB-100 nnu anoB-48)

Puc. 1.3. Cxematuueckoe U300paxkeHUe CTPYKTYPbI TUMOITPOTEMHOBOI YaCTUIIbI
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XUNOMUKPOHbI

XM — camble KpYyIIHbIE JIMIIOIPOTEMHOBbIE KOMIUIEKChI, OHU COIEPXKAT
85—92% TTI', 6—12% dochomunuaos, 1—3% OeaKoB; OCHOBHOI 0eI0K
XM — amno B-48. Hacuentnbie XM ¢opMUPYIOTCSI B DHTEPOLIUTaX TOHKOTO
KUILIeYHMKA.

JlunonpoTeuHbl 04eHb HU3KOH NNOTHOCTH

Jlunonporennsl oueHb HU3Ko# tiotHoctu (JITIOHIT) tpancmoptu-
DPYIOT NMPOAYKTHI SHAOTEHHOIO MPOMCXOXIEHUSI, YeM OTJIMYaroTcs oT XM,
KoToprie TpaHCITOPTUPYIOT XC 1 TT 3K30reHHOTO (IMETUYECKOT0) MPOUC-
xoxneHus. JITTOHII npoaylupyoTcsl TeYeHblo B BUAE HACHEHTHBIX (hOPM,
comepxar arno B-100, amo C—I u amo E, XC, acupsr XC u TT. B xpoBo-
Toke HacueHTHble JITTOHII 3axBaTeiBatoT ano C2 u arno E, comepxaniuecs
B JITIBII, B pesynbrare yero cranosstcst 3peiabimu JITIOHII. [Mocnennue
MOTYT B3aUMOAENCTBOBATh ¢ JunornporenH-aumnaszoit (JITIJI) B kanmuisap-
HBIX CETSIX >XKMPOBOM TKaHMW, CepledyHo M ckejaeTHbix Mbiii. JITIJI oTt-
werisier oT JITTIOHIT TT', koTopble HaKaIuIMBalOTCS B KJIETKaX W CJIy>KaT
cyocTparoM BbIpaboTKu 3Heprum. [lo mepe Toro kak TI oTmierisiiores
ot JITTOHII nipu yuactuu JITIJI u 6enka, nepeHocsiero a¢gpupbl XC, cocTtaB
JITIOHIT mn3meHsieTcst 1 OHU TIPEBPAIIAIOTCST B JIMTIONPOTEUHBI ITPOMEXKY-
TouHOM mmotHocTu (JITTITIT).

JiunonpoTenHbl NPOMEXYTOYHOH NNOTHOCTH

OTauune JUITOTIPOTEMHOB TPOMEXYTOUHOW (CpemHel) TIJIOTHOCTH
(JITIITIT) ot JIITOHIT coctout B TOoMm, uto JIIIIIII comepxkaT HeOOJb-
moe kKoimdectBo TI, TIpu 3TOM COXpaHSIOT B CBOEM cOCTaBe 3(UPHI
XC. Hekotopsie JITITTIT 3axBaThIBaloTCS MEYEHBIO, IPYTUE OCTAIOTCS B KPO-
BOTOKE, rae octaBiiuecs B HUX TT moasepratorcs ruapoausy u JITITITT npe-
Bpaiatorcs B JITTHII. [Tpu maronoruu yactuu JITITIIT oyeHs MHOTO 1 OHU
(opMUPYIOT «IITMPOKIE OETa».

Jlunonpoteunnb! HU3KoW nnoTHocTy (JIMHM)

Jlunonporennsr Huzkoit miaotHoctu (JIITHIT) — rnaBHbIil mpencTa-
putenb rpynnbl JITI, 6orateix XC. MX pasmep TMO3BOJSET IepeceKaTh
SHAOTENNI cOoCyda M MPOHUKATh B TKAHEBYIO KUIKOCTb, CHAOXas TKaHU
XC. UckmroueHue cocTaBisieT LieHTpajdbHasl HEPBHasI CUCTeMa, MOCKOJIbKY
JITTHIT ne mepecekaiotT rematosHiedannyeckuii 6apeep. JlunumgHoe sapo
JITTHIT noutu uenukom coctouT u3 3cpupoB XC (mpubausutenabHo 1500 Mo-
nekyn Ha oxnHy JITTHIT-uacruity). Ha mosepxHoctu atux JIT1 comepxkutcs
€IUHCTBEHHBIN anmobenok — aro B-100.
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IToakaaccsl TUMONPOTEMHOB HU3KOM MJIOTHOCTH

Jloka3zaHa reTeporeHHOCTb LHupKyaupywomux B muasme JITTHIT-yacTui;
OHM BKJIIOYAIOT ABa moakiacca (A m B), ommyarommxcs mo psay husu-
YeCKMX CBOMCTB: pa3Mepy 4YacTull, MokasaTeato ¢GioTauuu (IMIaBy4yeCTH)
u maotHoct. PeHoTun moakiacca A XapakTepusyeTcsl IpeobsiagaHueM
OoJsiee KpYMHBIX U IUIaBYYMX YacTUll, TOTAa Kak (eHOoTUI moakiacca B —
npeobnanaHueM meakux u 6osee maotHbix JITTHIT-yactui. bonabmnHCTBO
(85—90%) w11 MoxXeT ObITh UASHTU(MUIIMPOBAHO KaK MMEIOIINE JIMOO TOT,
60 apyroit noaknacc JITTHIT-yactuu, Toraa Kak y octaBiieiicst 4acTH Mo~
MyJSILUY OyIeT MPOMEXXYTOUHbIN (heHOTuI. PacnpocTpaHeHHOCTh (heHOTH -
na B cocrapnsier npubausutenbHo 30% cpeny B3pocibix MyxXK4uH, 5—10%
Ccpeau MOAPOCTKOB MY>KCKOTO ToJia U XKEHIIMH Mosioxe 20 JeT U IPpUMEPHO
15—25% cpenu XeHIIUH MOCTKIMMAKTEPUYECKOTrO IIepHuoa.

JlunonpoTenHbl BbICOKOH NNOTHOCTH

JlunonporenHbl Bbicokoii moTHocTH (JITIBIT) — reteporeHHsIil Kiacc
JITI, oH BKJIIOYAET HECKOJBKO IOIKJIACCOB, pa3MYyalolIMXCs IO pa3Mme-
py u 3apsiny. JITIBIT cuHTe3upyioTcss B MeYeHU U comepkaT B OCHOBHOM
arro Al u anmo A2. Ileuennr cunresupyer JIIIBII B Buoe KOMIIJIEKCOB,
COCTOSIIMX U3 aMoJUIIONPOTEUHOB U (hOCGHOIUNUIOB, HAITOMUHAIOIINIX
CIUTIONIEHHBIE chepuuecKre CTPYKTYPhI, HE COAepXKalllue XOJeCTeph-
Ha. [MTogknaccer JITIBIT pa3gensior ¢ mMOMOIIBIO pa3IMYHBIX METOAOB Ha:
1) JITIBII2 w JITIBII3 (110 MJIOTHOCTU TIpW YJIbTpalleHTpU(pYTUPOBAHNMN );
2) kpynHble, cpeaqaue u Meakue JITIBIT-yactuiib! (1mo pasmepy 4acTull Ipu
SIEPHOM MarHUTHOM pe3oHaHce); 3) 12 oTneNbHBIX BUIOB YaCTHUIL, OTIMYA-
IOIIMXCA 110 3apsaay U pasMepy npu anekTpodopese. JITIBIT urpatot peiato-
IIyIO pojib B oopaTHOM TpaHcmopTte XC, MpeaHa3HAUYCHHOTO IIJIs VIAJTCHMST
n30biTKa XC 13 nepudepruueckKrx KJIeTOK 1 ero JOCTaBKU B IIeYeHb U CTEPO-
UIOTeHHbIE KJIETKU IJIs Mocjaeayouero karaboausma. [ToHsatrue o6paTHOToO
TpaHcniopta XC onuckiBaeT mpouecc, B Koropom JITIBIT cnocobceTByioT
3axBaTy XC Ha epudepnu 1 ero BO3BpaTy B TIeYeHbD JIJIST BBIICJIECHUS B BUIE
JKEJTYHBIX KUCJIOT U ¢ KaJioM. B HopMe 0k0:10 30% XC oT 06111er0 ero coaep-
>XaHus B KpoBu conepxkutcs B JITTBII.

Junonpoten (a)

JIuttonipotenn (a) kKak ocobast JI[I-yacTuma xapakTepusyeTcsl YHU-
KaJIbHbIM TJIMKOIPOTeMHOM (a), cBsi3aHHBIM ¢ ano B-100 aucynbhuaHbI-
mu cBsa3samu. [lnotHocts JIIT (a) 3aHMMaeT MpPOMEXYTOUHOE TMOJIOXEHUE
mexxay JITTHIT u JITIBII. T'eteporeHHOCTh aro (a) onpeaensieT U3MeHeHUsI
koHueHTpamuu JIIT (a) B miasme; MexXmy MOJIEKYISIpPHBIM BecOM aro (a)
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u KoHHeHTpanueii JIIT (a) B I1a3Me ecTb OTYCTIMBAsI 00paTHAsI KOPPEIISIIHS.
Harusnsbiii JIIT (a), B otimuue ot JITTHIT, — cna6wiit aurann as JITTHIT-
peLenTopa, Io3TOMY IMeTa 1 JIeKapCTBa, KOTOPbIe OOLIYHO BJIUSIOT Ha YPO-
BeHb JITTHII, He neiictBytoT Ha JITT (a).

l'omomorus amo (a) ¢ MIa3MMHOTEHOM YeJI0OBeKa JaceT MOBO IUISI TUITO-
Te3bl, YTO TOBBIIICHHBII PUCK PAHHETO aTePOCKIIePO3a U TPOMOOTHYECKUX
OCJIOXKHEHUI, aCCOLIMUPYIOLIMICS ¢ MOBbIIIEHHBIM ypoBHeM JIIT (a), Bo3-
HUKaeT BCJICICTBME MOJICKYISIPHOM MACHTUYHOCTU IUIa3MUHOTEHA M aIlo
(a). Pusuonornyeckue u cocynuctble 3bdekTol JII1 (a) oKOHYATEIBHO
HE BBISICHEHBI, OTHAKO ITOKA3aHO, YTO Y YeJOBeKa 3TH YaCTHUIIBI CIIOCOOHBI
IIPOHUKATh B apTEPUAIbHYIO CTEHKY U SIBJISIIOTCSI HE3aBUCUMBIM (haKTOPOM
pucka CC3, 0cOOEHHO TIpY TTOBBIIIIEHHBIX UX KOHILIEHTPALIUSIX, B COYCTAHUU
¢ HopMaTbHBIMU KoHIeHTpamussmu XC u XCJITTHII.

Konuentpauusa JIIT (a) B mna3Mme npenonpeaeieHa reHETUYECKU U Ha-
XOIUTCSI TOJ KOHTPOJIEM TJIaBHBIM 00pa3oM TeHa apolipoprotein (a) LPA,
JIOKQJIN30BAHHOI'0 Ha XpoMocoMe 6q26-27.

1.2. MMNAAbI

K nmunupmam oTHOCSIT XUpPHBIE KUCJIOTBI U UX MPOU3BOAHBIE. JIMTHIBI
WUTPAIOT BaXKHYIO POJIb B XKU3HEAESTETbHOCTH XKUBBIX OPTAHU3MOB. DTO OIVH
W3 OCHOBHBIX KOMITOHEHTOB OMOJIOTMYECKUX MEMOpaH, KOTODPBIA BIUSIET
Ha X TPOHUIIAEMOCTb, YUYACTBYET B Mepeaye HEPBHOTO UMITYJIbCa U CO3/1a-
HUU MEXKIIETOUHBIX KOHTAKTOB. JINTIUABI BXOAST B COCTAaB JUMOMPOTENHOB,
KOTOpBIE YyUacTBYIOT B TPAHCIIOPTE JIUTIUIOB B OPraHU3Me.

1.2.1. Knaccudpukauusa nunugos

B ympoienHOM Buae (Ha OCHOBAaHMM CTPYKTYPHBIX OCOOCHHOCTE)
MOYHO BBIJIEJIUTH CAEAYIONIME OCHOBHBIE KJIACCHI IMTMTUIOB: XKUPHbIE KUCIIO-
ThI; HeliTpanbHblie Xxupbl (TT); pochorununer; crepous.

YXupHblie Kuenotbl

Kupnrbie kucnotsl (KK) B opranusMe MOryT IMO0 HaXOAUTHCS B CBOOOI -
HOM COCTOSTHUH (B CJICIOBBIX KOJIMYECTBAX), IMOO CIYKAT CTPOUTEITHHBIMU
On0KaMu 1151 OOJIBITMHCTBA KJIACCOB JIMMTUMAOB, 0ocobeHHO st TT'. 2KupHbie
KMCJOTBI MOTYT ObITh HachilleHHbIMU (H2KK, ToJIbKO ¢ oquHapHBIMU CBSI-
39MU MEXIy aToOMaMM yrjepona), MoHoHeHachieHHbiMu (MHXKK, ¢ on-
HOIT IBOWHOM CBSI3bIO0 MEXIY aTOMaMHM YIJIepoaa) U TMOJIMHEHACHIIIIEHHBIMU
(ITH2KK, ¢ nByms u 6oJiee IBOMHBIMU CBI3sIMU). OHM pa3InyarTcs Mo KO-
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JIMYECTBY YIJIEPOIHBIX aTOMOB B 1IeTH, a TaKXe, B CJIydae HEHACBIILIEHHBIX
KHUCJIOT, TIO MOJIOXEeHUI0, KOHGUTYpaluu (Kak MpaBuio, 1IMC-) U KOJuye-
CTBY JIBOMHBIX CBsi3eii. ZKMpHBIE KUCIOTHI MOKHO YCJIIOBHO JEIUTH HA HU3-
mue (0 ceMU aToOMOB Yrjepona), cpenHue (BoceMb—IBEHaIaTh aTOMOB
yIJaepoaa) U BeIcIre (0osiee IBeHAaIaT aTOMOB yIJIepoaa).

HeiiTpanbHble Xupbl (TpUranuepuab)

HeiiTpanabHble XUpbl — 3TO 3(UPHI INIULIEPUHA U XKUPHBIX KHUCIoT. Ecian
KK stepudniimpoBaHsl (3TepuuKanusa — peakiivss 00pa30BaHUS CIOKHBIX
3(UPOB MPU B3aUMOACHCTBUU KHUCIOT U CIIMPTOB) U UMEIOT BCE TPU TMIPOK-
CHMJIbHBIE TPYMITHI TJIUIIEPHHA, TO TAKOS COCAMHEHNE HAa3bIBACTCS TPUTITULIC-
pUIOM (TPUALIMIITIULIEPOJIOM), €CIU AIBe — IUTIMLIEPUAOM (IUALIMITIUIIE-
pPOJIOM), €ClT OTHA — MOHOTJIULIEPUIOM (MOHOALIMJITJIUIIEPOJIOM).

OCHOBHYI0O MacCy IPUPOAHBIX HEUTpaJbHBIX >KMPOB COCTABISIIOT
TTI. KK, Bxoasgmue B coctaB TT', nmpakTuuecku omnpeaestoT ux (puanko-
Xumuueckue cpoiictpa. B onHoit monekysne TT oOb14HO cogepkaTcsl OCTaTKU
IBYX Uau TpeX pa3Hbix 2KK, HacHITIIeHHBIX I HEHACHITIICHHBIX.

Dochoaunuabi

®ochomunuast (PJI) — cnoxHbIe 3PPl MHOTOATOMHBIX CITUPTOB TJIU-
LepuHa uiau cuHrosuHa ¢ Beiciuumu KK u docdopHoii kucioroit. B co-
ctaB HeKoTOpbIX DJI BXOIST TaKKe a30TcoaepKallie COeNMHEHUST — XOJIMH,
STAaHOJIAMUH WJIA CEPUH.

®JI genar Ha 2 rpynmnbel — rautepodochonmunuab u chuHrodochonm-
MUbI B 3aBUCMMOCTH OT TOTO, KaKOil MHOTOATOMHBII CTUPT (IJIMLEPUH WU
ctuHrosuH) onu conepxar. Haubosee pacripocTpaHeHbI B TKAHSIX XKUBOTHBIX
ruuepodochoaunuabl. OHU B CBOIO ouepeb Moapasaesstorcs Ha docda-
tuaixonuHbl (PX) wim reuntuHsl, dhocdarrnamiaTaHoIaMUuHbI U (hocha-
TUAMUJICEPUHBI B 3aBUCMMOCTH OT XapaKkTepa a30TUCTOr0 OCHOBAHUSI, TIPUCO-
eIMHEHHOTO K (hocopHoii kuciore. Oxoo mosoBuHbI Beex DJI KMBOTHOTO
opranusma coctasisitor @X. Ha 311 coenrHeHus TPUXOAMUTCS MOAABIISIONIAs
yactb DJI comepXMMOro TOHKOM KUIIKK; ocHOBHast Macca ®X mocrtymnaer
B KUIIEUHUK ¢ Xeaubto (11—12 r/cyT), MmeHbIast (1—2 r/cyT) — ¢ NUILEH.

®Oyukuug OJI B opraHusme MHOroodpa3Ha M 10 KOHILIA HE BbISICHEHA.
OHM UrpaloT BaxkKHYIO POJIb B CTPYKTYpe U (YHKIIMKM KJIETOYHBIX MeMOpaH,
aKTUBALIMM MEMOpAHHBIX U JIM30COMATbHBIX (DEPMEHTOB, TPOBEACHUU
HEPBHbBIX UMITYJIbCOB, CBEPThIBAHUU KPOBU, UMMYHHBIX peaKIIUsiX, Mpoliec-
cax KJIETOUHOM mponudepaliuy 1 pereHepany TKaHel, TepeHoce IeKTPo-
HOB B peaKIIMsIX AbIXaTeJbHOM 1IeMU, BCACBIBAHUU MTPOYKTOB PaCIIerIeHUsI
KUPOB, (POPMUPOBAHUY JIMTIONTPOTEMHOBBIX YaCTHII.
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Creponpibl. CTepuHbl WK CTEPONbI (XONECTEPUH U 3UPbI XONECTEPUHA)

Crepousibl — ULIMPOKO PACIpPOCTPAaHEHHBIE B IIPUPOJE COCAMHEHUS.
K HMM OTHOCSTCSI TOPMOHBI KOPKOBOTO BEIECTBA HAANIOUYEYHUKOB, TTOJIO-
BbIe TOPMOHBI, XKEJIUYHbIe KMCJIOThl. B opraHu3Me 4ejoBeKa BaXXHOE MECTO
Cpelny CTEPOUIOB 3aHMMAIOT CTEPUHBI (CTEPOJIBI), T. €. CTEPOUIHBIE CIIUPTHI,
[JIABHBIM MPEACTaBUTEIEM KOTOPBIX CIYXKUT XoJiecTepruH. OH COIEPXUT CTe-
pouaHOe SAPO M3 4 KOJIell M TUAPOKCWIBHYIO TPYTIITY, KOTOpast MOXET ObITh
atepuduLponaHa Beiciieit KK ¢ oopazoBanuem apupoB XC. OcHOBHBIE
(byHK1IMU XOJIeCTEeprHA MpeACTaBIeHBI B Ta0I. 1.3.

Ta6auna 1.3. OcHoBHBIE DYHKIIMYU XOJIeCTeprHA

OCHOBHO KOMNOHEHT lpepwecTBeHHNK
* MeMOpaH KIeToK (TpaHCMeMOpaHHbIN * )KEMYHbIX KUCIOT (BCACbIBAHUE XIPOB)
TPaHCMNopT)
* NINNONPOTENS0B Nnasmbl (TPAHCMOPT * CTEpPOUOB HALMO0YEYHNKOB (TMAPOKOPTU3OH,
NNNNE0B) anbA0CTEPOH)
* M0JI0BbIX TOPMOHOB (3CTPOreHbI, aHAPOTEHbI)

1.3. ANOJIMNONPOTENHbI

benku, Bxopsiue B coctas JIIT, monyyunu Ha3BaHME aTlOJUIIONPOTEMHOB
(amo), HanboJiee BaxkHbIe U3 KOTOphIX: aro A (A-I, A-11, A-1V, A-V), amno B,
aro C (C-I, C-II, C-III, C-1V), ano D, ano E, aro H, arto SAA (SAAL1).
ATIOTIPOTEVHBI BHITIOJIHSIIOT TPY OCHOBHBIE (DYHKITMU:
e CIIOCOOCTBYIOT pacTBOPUMOCTU HemoysipHBIX aununoB (TT, atepucdu-
mpoBaHHoro XC), B3aumoneiicteys ¢ DJI;
e PETYIUPYIOT B3aMMOICUCTBUE JUMUIOB ¢ (DepMEHTaMU, TAKUMM KakK
JIMTA3bl U JJeUTUHXoJIecTepuHanuaTpanchepasa (JIXAT);
e CJIyXaT JIMTaHAAMU JUIsI HEKOTOPBIX PELIENITOPOB Ha MOBEPXHOCTH KJIe-
TOK, OIpenesisisi TaKUM o0pa3oM Aerpamaluio Ipyrx KOMIIOHEHTOB
JIIT-vactun, Hanpumep XC.

1.3.1. OcHoBHbIE anonMNONPOTENHbI ceMeicTBa ano A
(A-1, A-ll, A-IV, A-V)

Arno cemerictBa A — arno A-I u A-II — ocHOBHbIE O€JIKOBbIE KOMITOHEH-
Th1 JITIBIT mazmer. OcHoBuble dyHkumu JITIBIT cocrosit B cBsA3bIBaHUU
Jqunuaos, yaaneHun XC u3 nepudepudyeckux kKiaetok, aktubBauuu JIXAT
¥ y3HaBaHUM PELIETITOPOB B TEUCHU M CTEPOMIOTeHHBIX TKAHSIX. Ao A-I
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cocrapysieT okosio 70% ot o6ieit maccel 6enka B JITIBII, uro yka3biBaeT
Ha ero BaxKHYIO CTPYKTYpHYIO poJib. Atio A-I yyacTByeT B 0OpaTHOM TpaHC-
mopre XC u3 nepudepruyecKux TKaHEeH B MEYEHb U CIYKUT KODAKTOPOM
JIXAT.

l'eHeTuka anonunonporenna A-|

Amo A-I xomupyetcst reHoM APOA I, KOTOPBIN JTOKAIN3YyeTCs B 00JIACTH
IJMHHOTO ruieda xpomocoMbl 11 (11q23-g24). Myrauuu APOAI cBsi3aHb
¢ nedunmrom JITIBII, Bkitouas 6ose3Hb TaHXepa v CUCTEMHBIN He HEHPO-
MaTUYEeCKUM aMUIIOUI03.

4 OMIM — 107680.
< CumBonuka reHa — APOAI

l'eHeTuka anonunonpoterna A-ll

Ano A-II — npyroit BaxkHbiil anoaunonporeuH JITIBII, Ha ero mosio
npuxoautcs okoyio 20% ot Bcex 0eikoB 3Tux 4yactull. Ano A-II xomupy-
ercst reHoM APOA2, KOTOpblii JIOKaJM30BaH Ha XxpomocoMe 1. Myrtauuu
APOA2 moryT ObITh IpuunHON Aeunuta amo A-I1 wim runepxoecrepuHe-
muu (I'’XC).

< OMIM — 107670.
< CumBosuka reHa — APOA2.

l'eHeTuka anonunonpoteunna A-lll

Ano A-III cuHTe3upyeTcss U CEKpeTUpyeTcs MeYeHblo, B MEHbIIIEH CTe-
MEHN — KUIIEYHUKOM, CIYKUT CTPYKTYpHBIM KommoHeHToM JITIBII, a Tak-
K€ JTUTOMPOTEUHOB, coaepxaiux arno B. Ao A-I11 BiusgeT Ha kKaTaboJIn3M
M 3axBart neyennto yactur JITIBIT.

< OMIM — 107720.
< CumBonuka reHa — APOA3.

®yHKUMK U reHeTnka anonunonpotenHa A-IV

Ano A-1V cekpetupyercsl U3 Te4eHU B KPOBOTOK, pacrosarasiChb Ha Io-
BEPXHOCTU CBEXKECUHTE3UPOBAaHHBIX XM. AOGCOpOLIMS KMUPOB M3 TOHKOTO
KUIIIEYHUKA 3HAYUTEIHbHO YBEJIMUMBAET CUHTE3 U CeKpelnio ano A-1V.,

W3zBecTtHO, yTo aro A-1V:

e AKTUBUPYET JieuuTUHXoJecTepuHauaTpaHchepasy (JIXAT) u 6enok,

nepeHocsuit 3¢pupsl xonectepuHa (BI19X);

® YYaCTBYET B PETYJISILIUU alleTUTA U OIIYIICHUS YYBCTBA HACHIIICHUS,

YTO ObLIO BBISIBICHO Ha MOAEJISIX XKMBOTHBIX;
e TIPOSIBJISIET aHTUOKCHUIAHTHBIC M aHTUATePOTeHHbIe (hYHKITUU,
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e 3MeHsIeT 3(P(GEeKTUBHOCTh TpPaHCIOPTa JHUIIMAOB SHTEPOLIMTAMU
U KJIETKAMU TIEYEHU in Vitro.
Ario A-1V — mma3MeHHBIN 6e10K, mpoaykT reHa APOA4, nokanu3oBaH-
Horo Ha xpomocome 11; cuenieH ¢ reHamu APOAI n APOC3.
< OMIM — 107690.
< CumBosinka reHa — APOA4.

®yHKUMK 1 reHeTHKa anonunonpoTtenHa A-V

Amo A-V — cocraBHasl 4acTh HECKOJbKUX (DpaKIMii JIMTIOTIPOTEUHOB,
pkmouast JITTOHIT, JITIBIT, XM. IIpeanonaraercst, yro arno A-V BiausieT
Ha MetabonusM JIIT, B3aumoneiictBys ¢ cemeiictBom peuentopos JITTHIT-P
(LDL-R). BaxHblii peryasTop ruapoiu3sa TT mia3Mbl, OTHOBPEMEHHO CITy-
KUT BaXHBIM cTuUMyJsitopoM aro C-I1 u JITIJT 1 m”HruOuTopom MpomyKIIuu
TT JITIOHII B neuenu. Crioco6eH aktuBupoBath JIXAT.

Armo A-V y denoBeka konupyercss reHoM APOAS. JlaHHbBII TeH JIOKaIu-
30BaH B MPOKCHMMAJIbHOM OT/eJIe KJlacTepa aroJUIONPOTEMHOBBIX TE€HOB
Ha xpoMmocome 11q23.

% OMIM — 606368.
< CumBonuka reHa — APOAS.

®YHKUMM 1 reHeTHKa ano B

Ano B — ximoueBoii 6e10K, BoBJIeueHHBIN B MeTtadonu3m JIIT u mon-
JIep>XaHue HopMajbHOro romMeocrtasa ypoBHedl XC T11a3Mbl KpOBH.
Aro B cymectByer B Bune aByx nusodopm: armo B-48 u arro B-100. Ao B coy-
JKUT CTPYKTYPHBIM KOMITOHEHTOM HecKoyibkux JITT: XM, JITTOHTI, JITIITII,
JIITHIT n gactuu numnomnporenHa (a). OH HeoOxomuM s COOPKU M Ce-
Kpeunn XM, noctynaromux u3 ToHkoir kumku, JITTOHII, nmocrynatommx
W3 TIeYeHU, U TIOAIepKaHUs CTPYKTypHOI 1eiaocTtHoctn yactui JITTOHII
n JITTHIT. DToT 6en0K Tak ke BaxeH, kak aurana JITTHIT-peuenTtopa, oroc-
penytomero nornomenue XC.

Ano B-48 cuHTe3upyeTcsl WMCKIIOUMTEIbHO B TOHKOM KUILIEYHUKE, a
armo B-100 — B meuenu. IloBbIIIeHHBIE KOHIICHTpallM aro B B 1mia3me
KpPOBU CBSI3aHBI C CEPIEUYHO-COCYIAUCThIMU 3abosieBaHUSAMU. Ano B-48 u
armo B-100 xomupytorcss ogauM reHom — APOB, ognako amo B-48 o6pa-
3yeTcsl B pesyibTate pegaktupoBaHus MPHK amo B-100, yto u npuBogut
K CHHTe3y 00Jiee KOPOTKOTO TTOJTUIICTITAIA.

Mytanuu APOB MoryT ieTepMUHUPOBATh TUITOOETATUTIONPOTEUHEMMUIO,
TUNOOETATUIIONPOTEUHEMUIO B COYETAHUM C HOPMaJbHbIMU ypoBHsIMU TT'
B IIJIJa3Me KPOBU, a TAKXKe TUIIEPXOJIECTEPUHEMHUIO, OOYCIOBIEHHYIO nedeK-
TOM CBSI3BIBAIOIINX (DYHKIIMIA arto B.
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< OMIM — +107730.
< CumBonuka reHa — APOB.

Anonunonpoteunbl cemeictsa ano C: C-1, C-ll, C-1il, C-1V

Arno C 1uta3Mbl 4eloBeKa OTHOCST K TaK Ha3bIBAa€MbIM PETYJISITOPHBIM
oenkaMm. Ouu cocraBisiior 40—80% ot obuiero cogepxkanust 6eika XM
u JITTOHIT u conepxatcs Taxke B JITIBIT.

Ano C-1 — cocraBHast yactb JIII, Gorateix TI. OOHapyXeHO, 4TO
ano C-1 mHrHOMpyeT IEYEHOYHYIO JIMITA3y M TIPEISITCTBYET KIUPEHCY
JIIT ¢ yyactuem: 1) JITIHII-peuenTopa; 2) 6enka, poactseHHoro JITTHII-
peuenrropy (LDL receptor-related protein, LRP); 3) JITTOHII-penenropa.

Ano C-I konupyetcst reHoM APOC 1, KOTOpHbIii pacogoXeH B XPOMOCO-
Me 19, BHYTpHU KiIacTepa aloJIUIIONPOTEMHOBBIX TEHOB. DTOT I€H KCIIpeC-
CHUpYeTCs INIaBHBIM 00pa30M B ITIEUEHH.

< OMIM — 107710.
< CumBonuka reHa — APOCI.

Ano C-II — cneuuduyecknii (GpU3MOJOrMIECKNil aKTUBATOp, HEOOX0-
numblid s aktuBHocTU JITIJT — hepMeHTa, OTBETCTBEHHOTO 3a yaajicHue
TT u3 JITTOHIT; cnenoBaTenbHO, OH UTPaeT LIEHTPAIbHYIO pOJib B MeTa00-
su3me TT mna3mel. In vivo ano C-I1 oGHapyXeH B OCHOBHOM B cocTaBe XM
n JITTOHII. Ano C-II xonupyetcst reHom APOC2.

< OMIM — 608083.
< CumBoauka reHa — APOC2.

Arnio C-III B OCHOBHOM CEKpeTUpYyeTCs MEeYeHbI0 U B MEHbIIEH CTe-
IMeHU — TOHKUM KuinedHukoM. Amo C-III — 0OenkoBbIli KOMITOHEHT
JITIOHII, xotopsriit unru6upyet JIITJI 1 medeHOUHYIO JTUTIa3y U, IMoJaraor,
zamemisier katadbonusm JIIT, 6orateix TT. IToBeienue yposHst ano C-II1
COTPOBOXIAETCS] TUTIEPTPUTIIUTIEPUIEMUET.

< OMIM — 107720.
< CumBonuka reHa — APOC3.

Ano C-IV konupyercss reHoM APOC4, yieHOM ceMeicTBa T€HOB aro
C. Dkcrpeccus TeHa MPOSIBISIETCST B KJIETKax MeyeHu. B reHoMe yenoBeka
reHbsl APOAI, APOC3 n APOA4 TeCHO CLICIIICHBI.

< OMIM — 600745.
< CumBonuka reHa — APOCH.

1.3.2. AnonunonpoteuH E

Arno E xapakTepusyeTcst 3HaYUTEIbHOIN paclipOCTPaHEHHOCTHIO B TKAHSIX
7 ITUPOKUM CITEKTPOM (PYHKILMIA. XOTS TTeUeHb CIYKUT IIABHBIM UCTOYHM -
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KoM aro E mra3mer, opyrue TUITBI KJIETOK TakKKe MPOAYLIUPYIOT 3TOT OEI0K
W BHOCSIT BKJAIl B €ro YpoBeHb B Iia3Me. OCHOBHBIM MECTOM KJIMpEHCa
ano E-conepxkamux JITT ciy>XuT nevyeHs.

Ao E — ocHoa st cs3biBanust JITTHIT-peuentopa u iununos. Ano E Bo-
BJIeUeH BO MHorue ctanuu romeocrasa JIIT, criocoocTByst sHnormTo3y JIIT miasz-
Mmbl, ocooenHo JITTIOHIT u pemaanthbix JITI. Ano E xomupyercst reHom APOE.

< OMIM — 107741.
< CumBonuka reHa — APOE.

l'eHeTM4eckas BapuabenbHoOCTb anonunonpoTteunHa E

Ario E yenoBeka, B TPOTUBOIOJIOKHOCTb APYTUM BUIAM, CYLLIECTBYET B O~
HOM 13 TpeX OCHOBHBIX 30(opM, obo3HayaeMbix E2, E3 1 E4, otnmnuaronimx-
Cs1 MeXIy cO0O0Ii T0 aMUHOKMCIIOTHOMY COCTaBY B TosioxkeHus1x 112 u 158.

I[Tonumopdpusm anmo E o0ycnoBieH HEOTHOPOIHOCTBHIO JIOKyca IeHa
APOE, KOTOpBII MOXKET IIPUCYTCTBOBATh B OTHOM 13 TpeX opM (areneit):
&2, €3 («auxuii» TuI), £4. Takum 006pa3oM, B MOIMYJISILIMA BO3MOXKHO CYIIIe-
cTBOBaHUe 6 (heHOTUTIOB aro E, oTnyaromuyxces Kak 1o CBoei pacrpocTpa-
HEHHOCTH, TaK U (DYHKIIMOHAJIbHOM 3HAYMMOCTH.

1.4. PELENTOPbI NOBEPXHOCTHbIX MEMBPAH KNETOK

1.4.1. PeuenTopbl HApYXHbIX KNETOYHbIX MeMbpaH

JITITIM: LRP (LRPI, LRPIB, LRP2, LRP3, LRP4, LRPS, LRPSL,
LRP6, LRPS, LRP10, LRP11, LRP12).

JITTHIT: LDL-R, LRP-API.

JITIBIT: SCARBI.

1.4.2. Peuentopo! JINNM v JINHN

Peuentopst JITITIIT u JITTHIT 06benuHSAIOT B rpy1ity 0€1KOB MOA 001IUM
HazBaHueMm LRP. B aTy rpynmny oTHOCST:

LRP1, u3BecTHbIif 1 KaK 0-2-MaKpoOJIOOyIMHOBHIN petientop (A2MR),
anoaunonporeuH E-peuentop, uau knactep auddepeHuuanuu 91
(CD91), — 6enok-penientop, OOHAPY>KEHHBIN B MJIa3MaTUIECKOI MeMOpaHe
KJIETOK, 00eCTeunBaIOIINi PelleNTOP-0NOCPEaYEMbIN SHIOUUTO3. Y yeso-
Beka 6enok LRP1 xonupyercs renom LRPI.

< OMIM — 107770.
< CumBonuka reHa — LRPI.
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LRP1B otHOCHT K reHHOMY ceMeiicTBy perienitopoB JITTHIL. DTt pener-
TOPBI BBIMOJHSIOT pa3HOOOpa3Hble (DYHKIIMU B XKU3HEAESTEIbHOCTH U pa3-
BUTHUH KJIETOK, ITOCKOJIBKY OHU B3aMMOACHCTBYIOT C OOJIBIITNM KOJTUIECTBOM
nurannoB. LRP1B y uenoBeka koaupyercst reHom LRPIB.

LRP2 (meranun) y uenoseka kogupyetcst reHoM LRP2. LRP2 — mynbrinum-
TaHIHBINA pEeLenTop, OOHAPYKUBAETCS B IJIa3MaTUYECKON MeMOpaHe MHOIMX
a0COPOTUBHBIX SMUTEINABHBIX KIIeToK. LRP2 — uneH cemeiicTBa peienTopoB
€O CTpYKTYpHbIMU cBoiicTBaMu perientopa JITTHIT (LDLR). LRP2 yuactByer
B KayeCcTBe MeIMaTopa B SHAOLIMTO3¢ JUTAHIOB, IIPUBOIS K UX pacliamy WIN
TpaHcuuTo3y. LRP2 akTMBEH B anuUTeIMaIbHbIX KJIETKAaX IIUTOBUIHON XKeJe3bl
(TponuTax), Tme (PyHKIMOHMPYET B KA4eCTBE PELIEITOPOB THUPOIIOOYIMHA.
Mytauuu reHa LRP2 cBa3aHbl ¢ cuHapomoM Donnai—Barrow.

LRP3 y yenoBeka komupyetcst reHoMm LRP3.

LRP4 y yenoseka kogupyetcs reHoM LRP4.

LRPS5 y yenoseka konupyertcsi reHoM LRPS. IlokazaHo, yto LRPS B3au-
moneiictByer ¢ AXINI.

LRP6 y yenoBeka koaupyetcst reHoM LRP6. ITokaszaHo, uro LRP6 B3au-
moneiictByer ¢ DKKI.

LRP8 y uenoseka komupyercs reHOM LRPS. DTOT 0eloK, M3BECTHBIMN
Takke Kak anonurnonporenH E-peuentop 2 (armo ER2), — uneH cemeiicTBa
peuenrtopos JITTHIT n ydyacTByeT B 3HIOLUMTO3€ U CUTHAJIBHOW TPAHCIYK-
uuu. Bmecte ¢ JITIOHII oH criocoOGeH CBS3bIBaTh PWJIMH, MPUBOASIIUIA
K pochopunuposanuio DABI. Antonunonporend E — nuodunbHBIM 1U1a3-
MEHHBII O€JIOK U cOCTaBHas YacTb JUMOMPOTEMHOB, TaKUX KaK PEMHAHThI
XM, JIITOHIT n JIIBII. Ao E-peuentop BOBjIeUYeH B pacIio3HABaHUE
KJIETKaMM U MHTepHAIU3alMI0 YKa3aHHbIX JUIonporenHoB. Ao ER2 Tak-
Ke o0ecreunBaeT perysiuio MOTJIOIIeHUs KJIeTKaMU cejieHa C TTOMOIIBIO
sHpouuro3a SEPPI.

LRP10 y uenoBeka kogupyetcst reHoM LRP10.

1.4.3. JINHN-peuenTop

B 1985 1. Brown u Goldstein monyyunu HobGeneBcKyto mpemMuto 3a niaeH-
tudukanmio JIITHII-P B pe3ynbTaTe u3ydeHUs1 cCEMEMHON TUIIEpX0aeCTepu-
HEMUM.

JIITHIT-peuentop (JITITHII-P) comepxut ~840 aMUHOKMCIOT U ydya-
crByeT B aHpouurtose JIITHII-yactuu. JITTHII-P pacrnonaraercst Ha 1o-
BEpPXHOCTU MeMOpaH U pacrno3Haet ano B-100, Haxoasiuecs: BO BHELIHEM
cJioe 9TUX yacTul. JlaHHBINM pelenTtop Takxke y3HaeT 6esiok ano E, conep-
xamuiicas B XM u pemHanTax JITTOHIT (JITIITIT). ¥ yenosexka JITTHII-P
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Konupyetcss reHoM LDLR, TpyuHamiexalyMM K CEMEWCTBY PELenTOpPOB
JITTHII.

% OMIM — 606945.

<> CumBonka reHa — LDLR.

Ctpyktypa reda LDLR v 6enka JIMHN-P

I'en, xomupytommii JITTHIT-penenTopsl, coctout u3 18 3K30HOB.
DK30H | COmepXUT CUTHAJIBHYIO MMOCAEI0BAaTeIbHOCTh, KOTOPasl JIOKAIU-
3yeT pelernTop B IHIOIUIA3MaTUYECKOM PETUKYJIYME IS MOCIEAYIONIEeTO
TPaHCIOpPTa Ha IOBEPXHOCTb KJIETKU. DK30HbI 2—6 KOAMPYIOT JIUTAH]I-
CBSI3BIBAIONINI Y4acTOK. DK30HBI 7—14 KOAWMPYIOT AOMEH, TOMOJIOTUY-
HBI snuaepManbHOMy (aKTOpy pocTa. DK30H 15 KoaupyeT ydyacToK
Oesika, GoraThlii ourocaxapuaaMu. DK30H 16 (M B HEKOTOPBIX CAydasxX —
17) xogupyeT TpaHCMEMOpPaHHBIN TOMEH; 3K30H 18 (1 4acTUMYHO 3K30H
17) xomupyeT uuromiaasMatndeckuit nomeH. JITTHII-penenrtop (puc. 1.4)
OTHOCST K XUMEPHBIM OeJIKaM, MOCKOJbKY OH COCTOMUT U3 (hyHKIIMOHAb-

.
[ ]
NMHM :o:\.,bf.l.j’ (»ﬁ‘.—.)/. XonecTepuH
*—

" =
AnonpoteunH B-100

PeuenTtop JIMHM

Mem6paHa
KNeTkn

LnTtonnasama

Puc. 1.4. Crpykrypa JITTHII-penientopa
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HO CaMOCTOSITEIbHBIX YYaCTKOB (IIOMEHOB), ACHUCTBYIOIIUX HE3aBUCUMO
IpYr OT Apyra.

1.4.4. JINBM-peuenTopbl-CKIBEHAXEPbI (04nMCTUTENM)
SCARB1

Scavenger receptor class B member 1 (SRB1/SR-BI/SCARB1)
CkaBeHmxkep-pelienTopsl Kiacca B tuma I [Scavenger receptor class
B member 1 (SRB1)], tTakxxe u3BectHrie Kak SR-BI (SCARBI), Bxomar
B COCTaB KJIETOYHBIX MEMOpaH U MPUCYTCTBYIOT BO MHOTHUX TUIMaX KJIETOK
U TKaHel, BKJIIoYas meyeHb U HaarnodyeyHnku. Hanbosee n3yuyeHa ux pojib
B obecnieyeHuu 3axsara 3¢pupoB XC u3 JITIBII B nmeyeHu, B pesynbTare
obecnieunBaetcst iepeHoc XC u3 nepudepnyecknx TKaHel B TeYeHb IS
JalbHeHIIel UX 3KCKpeluuu. DToT mpouecc nepeHoca XC M3BeCTeH Kak
obOpatHblii TpaHcTiopT XC 1 Kak 3alIUTHBI MEXaHU3M OT Pa3BUTUS aTepo-
cKJIepo3a.
CxaBeHxkep-perientopsl kinacca B tuna I (SRB1) komupyorcst reHom
SCARBI.
4 OMIM — 601040.
< CumBosuka reHa — SCARBI.

1.4.5. benok, nepeHocALMin 3hupbl XonecTepuHa

Cholesteryl ester transfer protein (CETP)
BITIDX cekpetupyetcss B redeHu u mepeHocuT adupnl XC ot JITIBIIT

k JIIT, 6orateim TI, u x JIITHII, a takxe TI ot JITI, Gorateix TT,
Kk JITIBIT. BIIBX monynaupyet ypoBHu JIIT mia3mel, TpaHCTOPTUPYST HEMO-
JIIpHBIE JIUNUABI MeXAy pasdHbiMu Kiaaccamu JIII. BeisiBieHbl MyTanuu
B reHe BIIOX u ux cBsa3u ¢ peryasumeit aunuaoB miaasmbel 1 UBC. BITOX
konupyetcst renom CETP.

< OMIM — 118470.

< CumBonuka reHa — CETP.

1.4.6. benok, cBA3bIBAOLLUA XUPHLIE KACNOTbI

Fatty acid-binding protein 1 (FABP1)

JnmmnaHonenovyeynble 2KK — ruapodoOHbIe MOJIEKYIIbI; CBOM (DYHKIIUU
OHM BBITIOJHSIOT C MTOMOIIBIO CITEIU(MUIESCKUX BHYTPUKICTOUHBIX JIATTHI -
CBSI3BIBAIOLINX OEJIKOB, KOTOphle 0003HAYAIOT KaK «OeJKU, CBI3LIBAIOIINE
XupHble KuciaoTel» (BCXKK).
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B Hactosee Bpems yctaHoBieHo, 4To BCXKK urparoT BaxkHyIO poJib B:
e KOHTpoJIe TIpolieccoB norioiieHus1 KK KieTkaMu 1 X MoCaeIyo1Iero
MeTaboam3Ma;
e pacnpeneneHun/xpaneHun 2KK BHyTpHU KIJIETOK;
e MOAYJISILIMY BHYTPUKIIETOYHON CUTHAJBHON TPaHCAYKIINH;
e niepeHoce curHanbHbIX KK K simepHbIM pelientopam, TakuMm Kak PPAR.
BosbIoe KoMmIecTBO TUITOB 3TUX OEJIKOB CBUIETEIBCTBYET 00 MX OCOOBIX
(GyHKLUSIX B crieuMPUUIecKUX TKaHsSIX. MHOXECTBOM 3KCIepUMEHTATbHBIX
JAHHBIX TToKa3aHo, 4To oTmeabHbie BCXKK obnmagaioT Kak yHUKAIbHBIMU,
TaK Y MEePeKPECTHbIMU (DYHKIIMSIMU, OOYCIOBJICHHBIMU CIELU(PUIESCKUMU
aJIeMeHTaMU ux 0eakoBoii cTpyKTypbl. BC2KK He ToabKo MOIyIMpyIoT BHY-
TPUKJIETOUHBIN JIMIMMUAHBIA roMeocTas, peryaupys tpaHcnopt KK B saep-
HbIC W HesiIepHble 00JIACTH KJIETKM, HO TaKXKe BIMSIOT U Ha CHUCTEMHBIN
SHEpPreTUYeCKMUii roMeocTas.
< OMIM — 134650.
< CumBosuka reHa — FABPI.
< LlmToreHeTmM4ecKas Tokamu3amus — 2pl11.2.
< T'eHoMHBIe KoOpauHaThl — 2:88,422,500—88,427,649 (NCBI).

1.4.7. MukpocomanbHbIN TPUraMLepua-nepeHocALLni
benok
Microsomal triglyceride transfer protein (MTTP)

MuxkpocoManbHbI TpUTAMLIEpUA-TIepeHocs i 6eaok (MTIIB) —
BHYTPUKJICTOUHBIN JTUITUI-TIEPEHOCIIINI OJIOK, OOHApYyKeHHBIN B 3HIO-
TUIa3MaTUYECKOM PETUKYJIyME, OTBEYaeT 3a MEePeHOC JUMUIHBIX MOJEKYJ
(B yactHocTH, 3cpupoB XC, TT u DJI) u3 uuTo30151 U/ MEMOPAHBI SHIO-
TUIa3MaTUYECKOIo PETUKYJIyMa K HACLIEHTHBIM aro B njis obpa3zoBaHus amo
B-conepxamux JITI. OtoT mepenoc — yacts coopku JIIT, 6oraTeix TT, Takux
kak XM B kuiieyHuke v JITTOHII B meyeHu. ¥ mauueHTOB ¢ FTeHETUYECKUM
HapylIeHUeM — a0eTaJTuIoNpOTeMHEMHE — BCIICACTBUE MyTallMii ¢ yTpa-
Toil (pyHkuumu Oenka B reHe MTTP oTmeyaroTcsl 3KCTpeMalbHO HU3KHUE
koHueHTparnu XC u TT B mazme u orcyrereue XM, JITTIOHIT u JITTHII.

< OMIM — 157147.
< CumBonmka reHa — MTTP.

1.4.8. benok, nepeHocawui hoconunuabl

Phospholipid transfer protein (PLTP)
Yckopenue repeHoca @JI Mexkmy MUTOXOHIPUSIMU, MUKPOCOMaMU, KJIe-
TOYHbIMU MeMOpaHamu U JITT ma3mel odecrieynBaeTcst ¢ TIOMOIIBIO OeiKa



28 e [NIABA1

o/, Ha3BaHMeM «0ejIoK, nepeHocsiuuii dochonununb» (BI1DJT). BITDJI
B3aumozpeicTByeT ¢ ano A-1 u ano A-II, ycunuBaeT cBsi3bIBaHUE Ha I0O-
BEPXHOCTU KJETKU U peMoaeaupoBaHue JITIBII-yacTuil, 4To noBbiaeT ux
criocooHocTh yermBath OTTOK XC 1 DJI. BITDJI xonnpyetcst renom PLTP.
< OMIM — 172425.
< CumBosika reHa — PLTP.

1.4.9. ABC-TpaHcnopTepbl

KaccerHble 6e1K1-TpaHCIOPTEPHI, CBSI3bIBAIOIINE afeHO3UHTpUdOochaT
(AT®) [adenosine triphosphate binding cassette (ABC) transporters], — omHI
M3 CaMbIX KPYIIHBIX OEJIKOBBIX CEMEMCTB, IIPEACTaBIEHHbIX B IIMPOKOM A~
IMa30He XXMBbIX OPTaHM3MOB OT OakTepuii o 4yeysoBeka. HecMoTpst Ha cBoe
pa3HooOpa3ue, ¢ TOUKM 3peHHUs] BO3AEICTBUS Ha CYOCTpaT BCE OHU ITOXOXH,
obecrieunBas BeirencTeue ruaponnsa AT® KireTky sHeprueii, HeOOXOIMMOM
JUISI aKTUBHOIO TpaHCIIOpTa CyOCTpaTOB 4epe3 OuoJiorMyeckue MemoOpa-
Hbl. B MeTaboIM3M KIETOUHBIX JIUIIUIOB BOBJICUEHO 3HAYUTEIHLHOE YHMCIIO
tpaHcroptepoB ABC. Tot ¢axT, 4To MyTallui 3TUX F€HOB aCCOLIMUPYIOTCS
C TIATOJIOTMYECKMMU (heHOTUIIAMU MJIN JaXe KIMHUYECKU 3HAYMMBIMU 3a-
00JIeBaHUSIMU, CBSI3aHHBIMM C JIMIIUIHBIM METa00JM3MOM, ITOAYEPKUBAET
MX PEIaoIIyI0 poJib B TOMEOCTa3e KJIETOUYHBIX JMIUI0B. HacuuTeiBaeTcs
48 ABC-tpaHcniopTepoB, KOTOpbIe KJIacCU(ULIMPOBAHbI Ha 7 CEMEICTB.

ABCAI-tpancrioptep (AT®-cBI3BIBAIOIINIT KaCCETHBIN OeJTOK-TpaHC-
noprep tumna 1) — KJIIOYEBOU «UTPOK» B TOMEOCTa3e JUIUIOB KIIETKH,
ortocpenyeT orToK XC n DJI 13 Ki1eToK K ano A-I 1 KOHTpOJIMPYyeT CKOPOCTh
obpaszoBanus JITIBII.

< OMIM — 600046.
< CumBonuka reHa — ABCAL

1.4.10. CteponperynaTopHblii 31EMEHT — CBA3bIBALOLNA
TPAHCKPUNTOPHbIA (hakTop

Sterol regulatory element binding transcription factor 1 (SREBF1)
CTeponperyasaTOpHbIil 3JIEMEHT — CBSI3BIBAIOIIMI TPAHCKPUIITOPHBI

dakrop (SREBP1) u SREBP2 (600481) — CTpyKTYpHO CXOIHbIE OEJKH,
KOTOpbIE 00eCcTieurMBal0T KOHTPOJIb TOMEOCTa3a XOJEeCTEPUHA C MTOMOIIBIO
AKTUBMPOBAHUSI TPAHCKPUITIIUK CTEPOJIPETYISITOPHBIX TEHOB.

4 OMIM — 184756.

< CumBosiuka reHa — SREBF1.

4 OMIM — 600481.

< CumBosiuka reHa — SREBF2.
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1.4.11. 3-ruapoKcu-3-MeTUArnyTapun-KosH3um A-pegykrasa

I'MTI'-KoA-penykTa3za KaTajJlu3upyeT JUMUTHUPYIOLIYIO paHHIOKW CTa-
U0 CUHTE3a XOJIeCTEpUHA. DTOT MUKPOCOMAJIbHBII (hepMEHT IIpeBpallaeT
I'MTI-KoA (3-ruapokcu-3-metunrayrapuin-KoA EC 1.1.1.88) B MeBajioHaT
IyTeM OBYXCTyIeHYaToro BoccraHoBiaeHMs 3a cueT HAJIDH (Ha mepBom
aTare CuHTe3a xosiectepuHa u3 aetun-KoA). [Ipennonaraercs, 4to ata pe-
aKLMSI — CKOPOCThb-JIMMUTUPYIOILAs CTAAMS Ha IIyTH CUHTE3a XOJeCTepuHa
(puc. 1.5).

I'MTI-KoA-penykraza (puc. 1.5) mpencrasisier cod00il TIMKOTPOTEUH,
KOTOPBI HAaXOMWUTCS B 3HIOIUIA3MAaTUYECKOM DPETUKYJIyMe BCEX KJIETOK,
B YaCTHOCTU KJIETOK IEYeHM, TOHKOIO KMIIIEYHMUKA, HAAIIOYSYHUKOB U I0-
Ham, objamaeT CIoCOOHOCTBIO CHMHTe3upoBaTh XC. DepMeHT KaTaau3u-
pyet npeBpameHrue 'MI'-KoA B MeBasioHOBYI0 KUCIOTY. Ero akTMBHOCTH
CHUXKAETCSI KOHEYHBIMU TTPOIYKTAaMM peakiiuu, B ToM umucie XC, a Takxke
MeTaboMTaMu, TaKUMU Kak 26-ruapokcu-XC. DHmoreHHbI cuHTe3 XC
CHIDXaeTcsl mpu akcno3unuu kietok ¢ JITTHII, kotopeie obecrneyuBaroT
noctaBky K kietke XC, torma xak JITIBII, koTopbie OCYIIEeCTBISIOT aK-
permuio XC M3 KIETOK, IaroT oopaTHBIN 3¢ dekT. PapMaKkoIorniecKe
areHThl, KOTOpble KOHKYpeHTHO MHruoupyoT I'MI'-KoA-penykrasy, 6;10-

AueTartbl XonectepuH
|
' A
! I
! |
Y I
H,C H,C !
CO,H HAOD CO,H
HO HO
O OH
> 5—\
SCoA
3-Tmapokcmn-3-metnn-
3-Tnapoken- MeBanoHoBas
3-meTunrayTapun- rnyTapuii-Ko3H3MM Kucnora
KO3H3MM A A-penykTasa
\_ J
| [©
WHrnéutopsl
cuHTe3a
xonecTepuHa

(cTaTuHbI)

Puc. 1.5. Jloxanuszauusi neMCTBUSI MHTMOUTOPOB 3-TMIPOKCHU-3-METUITTYTapuI-
KOoH3UM A-penykrassl. https://studfiles.net/preview/5845054 /page:63/
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KUPYIOT 3HOOreHHbI cuHTe3 XC M IOCPEICTBOM 3TOTO CTUMYJIMPYIOT
aktuBHocTh JITTHII-peuentopoB, B pe3yiabTate yero yposeHb XC JITTHII
B IUIa3Me KPOBU CHUXKAETCS.

< OMIM — 142910.

< CumBonuka reHa — HMGCR.

1.5. BHEKJIETOYHbIE ®EPMEHTbI JIXAT (LCAT),
N (LIPC), Nt (LPL)

1.5.1. JleuutuH-xonectepuH-auuntpancgepasa (JIXAT)

JlenmuTHH-X0MecTepuH-amuaTpancdepaza, win dochaTUINIXOINH-
crepos O-tpaHcdepasza (JIXAT, EC 2.3.1.43, awnesn. Lecithin-cholesterol
acyltransferase, LCAT) — depMeHT, mpeBpallamliiii CBOOOMTHBIN XOJje-
crepuH JITIBIT B Gosee runpodoOHbIe 3(hUpbl xojecTeprHa. TakuM 00-
pasoM, JIXAT — depmenT Meradbonmusma nunornporenHoB. JIXAT cBsizaHa
C TTOBEPXHOCTHIO JIMTTOIIPOTEMHOB BEICOKON TNTOTHOCTH, KOTOpPBIE comepKaT
ano A-I — akTuBaTop aToro pepmenTa. XC, nipeBpaiieHHbIi B 3¢pupbl XC,
OJ1aromapsi BbICOKOM ruapo(dOOHOCTH NepeMellaeTcsl ¢ MOBEPXHOCTH JIMITO-
IIPOTEUHA B S1IPO, OCBOOOXKIask MECTO Ha ITIOBEPXHOCTU YACTULIBI IS 3aXBaTa
HoBoro cBobogHoro XC. Takum oOpa3oM, 3Ta peakLus UCKIIOUUTEIbHO
BaxkKHa IIJISI TIpoliecca ocBOOOXIeHMS Tepudepudeckux TkaHeir or XC (00-
patHbIi TpaHciopT XC).

< OMIM — 606967.
< CumBosmka reHa — LCAT.

1.5.2. Tpuauunrnuyeponnunasa neyeHoyHas (LIPC)

Ileuenounas quna3a (MeyeHOYHAs] TPUTIMIIEPUIHAS JIUTIa3a, TPUTIUIIE-
punHas nunasa, [IJI; anen. hepatic lipase, hepatic triglyceride lipase), (EC
3.1.1.3) — onuH U3 epMEHTOB IUTIUAHOTO MeTabou3ma. [leueHouHast u-
Ma3a CUHTE3UPYETCs B MIEUEHU U CEKPETUPYyeTCcsl B KpoBb. [locne cexpenmu
(bepMeHT CBSI3BIBAETCS CO CTEHKOI cocyna (TOYTH MCKIIOUMTENbHO B Te-
YEHW) W PACIIEIUISIET JUMUABI JUTTOMPOTEMHOB, YYACTBYET B PEreHepaluu
JITTHIT.

I1JI padotaet B KpoBoToke B TaHaeMe c JITIJI, koTopast paciuernsier Ju-
rmoniporenHsl, 6orateie TT' (JITIOHIT u XM), no ux peMHaHTOB. PeMHaHTHI
JIMTIONIPOTENHOB, B CBOIO OYEpe/b, — CyOCTpaThl IS IEYEHOYHOM JTUTIa3bl.
Taxum obpa3om, B pe3ybTaTe NeWCTBUSI TIEYEHOUHOM JIUTIa3bl 00pa3yoTCs
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areporeHHbie JITTHII, noriomaemblie revyeHbIo MOCPEACTBOM PELIENTOPHOTO
SHIIOLIUTO3A.

%~ OMIM — 151670.

<> CumBonuka reHa — LIPC.

1.5.3. JlunonpoTeuH-nunasa [Lipoprotein lipase (LPL)
(EC 3.1.1.34)]

JIumoniporenn-mmmnasza (JITIJI) — MHOroyHKIIMOHAIBHBINM OEJIOK, BO-
BJICYCHHBINM B pa3IudHble aclekThl MeTaboau3ma JIIT u mununoB. depMeHT
pacroiaraeTcsl Ha IMMOBEPXHOCTH DHAOTENNSI, OOPAIIcCHHOTO B IPOCBET CO-
cyna, n KaranmsupyeT ruaponns OJI u TT' XM u JITTOHII. JITIJI BoBnedeHa
B IIEPEHOC JIUMUIOOB MEXOy pasnuaHbiMU Tuamu JII1 u urpaet BaxkHYIO
posib B popmupoBanuu JITIBII. B nonmonneHue K rugponusy TI maa3mbl
no nurnuuepuaon JITIJ Takxke yyactByet Bo B3aumoneiictsuu JIIT ¢ kinerou-
HBIMU peLIeNTOPaMM.

<+ OMIM — 609708.
< CumBosika reHa — LPL.

1.6. METABOJIU3M JIUNONPOTENHOB
MNIA3Mbl KPOBU B HOPME

Bbiaensior Tpy OCHOBHBIX IYTU IPOAYKLMM M TPAaHCIIOPTa JIMIIMIOB
B OpraHu3Me. DTU MyTH BKIIIOYAIOT 3K30TCHHBIN, SHIOTEHHbI U 0OpaTHBII
TPAHCIIOPT XOJIeCTepUHA.

1.6.1. Ik30reHHbIN (AMEeTapHbIA/AUETHYECKUH)
meTabonuyeckuit nyTb TMNUAO0B

XKupsl, conepxainecs: B MUIle, MOCIe MepeBapUBaHUS B XKEIyJIKe TO-
CTYIMAOT B NBEHAALATUIIEPCTHYIO KHWIIKY, TIE 3MYJIbIUPYIOTCS MOI BO3-
JEMCTBUEM KETUHBIX KUCJIOT, TTOCJIe YeTO TMOIMafaloT B TOHKWIT KUIIIEYHUK.
JITMHHOLIETTOYEYHbIE KUPHBIE KUCIOTHl B TOHKOM KUIIIEYHUKE YIAaKOBBIBA-
FOTCST B MULICJUTBL (CM. puc. 1.3 Ha c.14).

Munennsl 3aXBaThIBAIOTCS KJIETKAMU CIM3UCTONW OOOJIOYKU TOHKOTO
KUIlleYHUKa. B aTux wierkax comepXuMoe MUIET (SKeTUYHBbIe KUCIOTHI,
ruapouIbHbIE U TUAPO(MOOHBIE JTUMHUIBI) WMCITONB3YIOTCS ISl CUHTE3a
XM. Cunre3 XM cTUMyIUpyeTCs MOCTYIICHUEM MMIIEUT B KIETKH BOPCH-
HOK TOHKOU KHIIIKHU.
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Boiaenstor Tpu cTanuuM «KU3HEHHOTO HuKjaa» XM: HacueHTHbie XM,
3penbie XM u pemHaHThl XM. HacuieHTHbie XM CUHTE3UPYIOTCS B 9HTEPO-
LIMTaX TOHKOTO KUIIIEYHNKA.

B cocraBe HacueHTHbIx XM HaxomsaTcs: amo B-48, XC, TT,
®JI. HacuentHele XM BO BpeMsl LUMPKY/ISLMU B TUM(MATUYECKUX COCydaxX
U KpoBu B3aumoaeictBytot ¢ JITIBII, ot kotopsix oHu noaydatot aro C-I1
u aro E. B pe3ynbTaTte 3TOrO0 B3aMOmeiicTBUSI (DOPMUPYIOTCS 3peiibic XM,
niu npocto XM. Ano C-I1 — kodakTop pepmenTa JITIJI.

3penabie XM, ocBoboxmasice ot TI' mom BosmeiictBuem JIITJI, pac-
MOJIOKEHHOM Ha TOBEPXHOCTU SHAOTENWS KanWIsSpOB, MpeBpallaioTcs
B peMHaHTHI (octaTtku) XM. PemHaHThI 3peabix XC comepxXaT TOJBKO arro
B-48 u ano E. OcBobGoauBiuuecsi oT 3peiibix XM CcBOOOAHBIE >XUPHBIE
KUCJIOTH U OUTJALEPUIb TPOHUKAIOT B OMMKAWININE KIETKM pa3IUIHBIX
TKaHeM, e OHU YTWIM3UPYIOTCS WM HaKarvBaloTcs. PEMHaHTHI 3pesbix
XM monamaioT B MedeHb Ojlaromapsi criocooHOCTH arto B-48 cBs3bIBaThbCS
C peLenTOPOM MEeYeHOYHOM KJIeTKU. TakuM 00pa3oM MPOUCXOIUT SHIOLIM -
TO3 peMHaHTOB 3pejibix XM B remarouuTsl. B pesynbTate 3TOro mpoiecca
XM TpaHCHOPTUPYIOT IK30T€HHbIE TUMUbI B ITI€YEHb, X)KUPOBYIO TKaHb, Cep-
JIEYHYIO MBIIIILY ¥ CKEJICTHBIC MBIIIILI, TAe 1o Bo3aeiictBueM JITTJI n3 Hux
BbIcBOOOXatoTcs TT.

1.6.2. JHAOrEeHHbIA NYTb

DHAOTeHHBI MyThb OTJIMYAeTCsl OT 3K3oreHHoro Tem, 4yto JITTOHII
B BHUJE HACLIEHTHBIX (DOPM OOpPA3yIOTCA B MEUYCHU M IOCTYIIAIOT B KPOBb.
Hacuenthaeie dopmel JITTIOHIT conepxxart: anmo B-100, C-1 u E, XC, acdupsl
XC u TT. B kposu JITTIOHII nonsepratotcst Bo3aeiicteuio JITIJI, B pe3yib-
tare 4yero ot JIITOHII oTwmienisioTcs >XWpHblE KUCJIOTHI W TJIMLEPUIbI.
OmnnoBpemenHo ot JITIBIT B macuentHsie JITTOHII mepemermaiorcs aro
C-II u ano E, B pesynbrate yero HacueHTHble JITTIOHII craHoBsiTcst «3pe-
nbiMu». 3pesbie JITTOHIT conepxar ano E, C-11 u B-100 (mpumepHo 8%
OT ob1ero cocrasa), 5—15% XC, 55—80% TTI, 10—-20% ®JI. Hapsany ¢ XM
JITTOHIT otHOCAT K Tpurmmuepun-6orateiM JIIT.

Takum 0o6pa3om, B oTsinure ot XM, KOTOpbIE MEPEHOCAT IK30TeHHbIE JINIH-
IIbl, TOJTy4eHHble opranu3Mom ¢ mumeii, JITIOHII TpancmopTupyloT 3HI0reH-
Hbl€e JMNUAbI (CUHTE3UPOBAHHDbIE B MIEYEHH).

3penwsie JITIOHIT B3aumomeiictBytor ¢ JIIIJI B kanuuisipHBIX ce-
TSIX XXMPOBOM, cepaeyHOl M ckejeTHbhIX Mblii. JITIJI, akTuBupoBaHHas
ano C-II, crmocooctByer otmerieHuo TI ot JITTOHII. Ceo6omabie KK
U OUIJIMLEPUIbl, BOSHUKIIIME BO BpeMs 3TOTO Mpollecca, 3aXBaThIBAIOTCS
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KJIeTKaMU MPUJICTAIOIINX TKAHEH, TIe OHU YTWIM3UPYIOTCS IJIsI BBIpabOT-
KM SHEpruv uiau Hakaraumpaiotrcs B HuxX. Ilpu B3ammopeiictBum JITIBIT
co 3penabiMu JITTIOHIT amo C-II u3 JITTIOHIT nepexonst 8 JITIBII. B cBoto
ouepenb JITIBIT takxke mepeHocsit aupbl XC B JITTOHII. ITepenoc DJI
u TT ot JIITOHII B JIIIBIT mpoucxomut ¢ momotsio BITDX. 1o mepe Toro
kak TT otmemisiores ot JIITIOHII nmox Bo3nericreuem JIITJ u BITOX, co-
craB JITIOHII usmensiercss u onu npespamatorcst B JITIIIII. Okono 50%
JITIIIIT pacno3HaeTcsl peuenTopamMu MeYeHU U MOoABepraeTcs SHIOLUTO3Y.
ITocrenenno JIIIIII Tepstrot amo E, 1 xkorma comepkanue B Hux XC cra-
HoBuTcsl Oonblie, yem TI', onu mpespamatorcs B JITTHII, comepxkaiiue
armo B-100.

JITTHIT — ocHoBHBIe TiepeHocunKU XC B OpraHu3Me BO BHEIIEUEHOUYHbIE
KJIETKH, TI€ OHU MCITOJB3YIOTCS IJiT (hDOPMUPOBAHUS KIETOYHBIX MeMOpaH
M CUHTE3a CTepOUIHBIX TOopMOHOB. bonbinas yacts JITTHIT 3axBatbiBaeTcs
peuenTopamu JITTHIT nmeyeHu, ux octaTku nmepeMelialoTcs 4yepe3 CKIBEH-
JKEp-peLeNTOPhl Ha KJIETOYHOM YPOBHE.

1.6.3. Tpancnopt JIMHI B comaTnyeckyro KneTky

Knetku 3axsarsiBatot JITTHII, nupkymupyomue B ma3mMe KpoBH, € MO-
MOIIbIO PELIENTOP-OMOCPEAOBAHHOIO 3HIOLIMTO3a, KOTOPBIA MPOUCXO-
IUT B HUXeciemylomeM mnopsinke. Eciu kierka Hyxnmaetcs B XC, To oHa
HauuHaeT cuHTe3upoBath JITTHII-peuentopsl, KOTOpbie BKIIOYAIOTCS
B m1azMatudeckyro memopany. JITTHII-peuentopsl HaKaruiMBalTCS B 30HE
okaliMmyeHHBIX sIMOK (clathrin-coated pits). K JIITHII-peuentopam mnpu-
coenunsitorcs JITTHII. Oxaitmnennsie my3sipbku, conepxkamme JITTHII,
(opMUPYIOT BE3UKYJIbI, KOTOPbIE MTOCTYNAIOT BHYTPb KJIETKU, TI€ OHU MO-
nagaioT B n3ocombl (puc. 1.6). Tam acdupsr XC, conepxammuecs B JITTHII,
noaBepratoTcs ruaposusy, a ocsodoxnamomuecs JINMHIT-peuentopsl cHoBa
BCTpaMBalOTCsI B MeMOpaHy KJIeTKH (puc. 1.7, BepxHss cxema).

Peryasuus aktusnoctu JITTHII-penentopos

AxktuBHOCTh JITTHII-penenTopoB momaBisieTcsi BHICOKMMM KOHIICH-
TpatusaMu XC BHYTPU KJIETKU. DTOT MPOLECC BKIOYAET CHUXXKEHUE BbI-
neneHus MemopaHHoro 6eiaka SREBP (sterol regulatory element binding
protein). IToaknaccel cemeiictBa SREBP akTMBUPYIOT TpaHCKPUITLMIO TEHOB
JIITHII-peuenTopa, a TakKe Takre HeooOxoamumbie m1st cuHTe3a XC, Kak TeH
I'MTI'-KoA-penykrasbl. CHuxeHue cuHTe3a peuerntopo JITTHIT orpannuun-
BaeT n30bITOUHOE nocTyIieHne XC B cCOMaTUIECKYIO KJIETKY (cMm. puc. 1.7,
HUKHSISI cxema).
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XUNOMUKPOHBI PemHaHTbI >
XUNOMWUKPOHOB

PeuenTopbl
peMHaHToB
A
MNepudepnyeckne
/v TKaHK
NNOHM AMHA
QL’ HU
nnnn
NNHN
nnnn
NNBM,
HacueHTHble JTTBIMN CETM
JinBr, TkaHu,
6oratble
ano A-l n ABCA1 XOnecTepmHoM
B

Puc. 1.6. YrporieHHast cxeMa MeTaboIM3Ma JTUTTOTIPOTEMHOB TUIa3Mbl KPOBU B HOPME.
A — 9K30TeHHBIN TyTh. 3penabic XM, ocBoboxkmasick ot TI mox BosneiicTeuem JIIJI,
PACITIOJIOKEHHOW Ha TIOBEPXHOCTH DHIOTETHST KalMJUIIPOB, TTPEeBpaIaloTCs B peM-
HaHTH (ocTatku) XM. PeMHaHTHI 3pebix XM momnanaroT B Tie4eHb Oaromapsi CIio-
coOHOCTH amno B-48 cBs3bIBaTHCS € PeLIENTOPOM MEYEHOUHOU KIeTKU. b — aHaoreH-
Hbelii myTh. B XpoBu JITTOHIT nmonasepratorest BosaeiicTeuio JIIIJI 1 mpeBpamatorcs
B JITITIIT. TTpu B3aumoneiictBuu ¢ JITIBIT JITITTIT npeBpaiatorcsa B8 JITTHIT. JITTHIT
3aXBaThIBAIOTCS IMEYEHBIO U TIepUEPUUCCKIUMU TKAHSIMHU ITOCPEICTBOM PELIEIITOPHO-
ro mexaHusma. B — oGpatHbiii myth. HacuentHsie JITIBIT nmon Bo3neiictBueM Armo
A-I m ABCALI npespamatorca B JITIBIL,. bonee kpynneie JITIBIL,, xotopeie o6pa-
syrorca u3 JITIBIL,, npu nanbHerdmem l'[pPICOﬁI[I/IHeHI/II/I XC cnoco H])I K TUNUJALUNA
OT TUAPOJIM3a J'IH ‘Gorathix TT, naromtero ®JI, KOTOPBIC MOTYT 3aTeM MEPEHOCUThCS

K JIHBH, — npouecc, peryaupyeMslii JITIJT u BITOJI
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PeuenTop JIMHM (P-AMHI)

OKalMIeHHble SMKU
(clathrin-coated pits)

JHpocoma

CuHTes
P-JINMHN

lenatouut

Annapar
Jinsocoma FonbaXwu

Peuupkynsauus
P-JINHN

CuHTes
P-JINHN

- OQHpocoma

PCSK9
JQKCMOPT

Fenatouut

Annapar

JInzocoma FonbaXxmu

Puc. 1.7. Perynsuus akrusaoctu JITTHIT-peuentopos
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1.7. POJIb JINBN B METABOJIU3ME NNANWA0B,
OGPATHbIIA TPAHCIOPT XONECTEPUHA

JITIBIT — ximtoueBble CTPYKTYpHI B oOpaTHOM TpaHcrnopTe XC B meyeHb
un nepeHoca 3¢pupoB XC mexay JIII. JTIBIT cuHTe3upyloTcsi B HaCLIEHT-
Hoil (popMe, Bkmovaronieit ano A-I (cocrasnsiomnii 70% 6Genka JITIBIT),
KOTOpBbIiI obOpa3yercsi B MeYyeHW M TOHKOM KuliedyHuke, u amno A-II (co-
crapisiionuii 20% 6eska JITIBIT), koTopblit 06pa3yeTcsl TOJIBKO B IEYSHMU.
OcraBuunecs: 10% Oenka NpUXOSATCS Ha IPYrve arolpoOTEeUHbBI, TAKME KaK
amo A-1V, amo E u amro J. (puc. 1.8).

KuweyHuk

pre g NINBN Makpodpar

ApoA-Irmu
ApoA-I_.-
i '”‘“*‘/\v ABCA1

SR-B1 al-3 NNBN

CETP,

a4 nBn

Puc. 1.8. O0OpaTHbIii TpaHCIIOPT XOJieCTepuHa 13 neprudepuuecKux TKaHei B IeYeHb

Hacuentnsie JITIBIT mpnodperator MDJI m XC; 3TOT mporiecc Ha3bIBaeTC
munugainueii. LleHTpaabHy0 pojib B paHHEW JUMNUAALNK UTparoT amo A-I
1 ABCA1-tpancrioptep (AT®P-cBsI3bIBAIONINIT KACCETHBIN O€TOK-TPaHCITOP-
Tep TuIa 1), comepxXaluiics B KJIeTKax MeUyeHU 1 KullleyHnka. B mepudepu-
YECKUX TKaHSIX JIMTTUAAIMS B 3HAYUTEIBHOM CTeTIEH! MPOMCXOIUT OJ1aronapst
oTToKy XC OT CKeJIETHBIX MBIIIILI, XKUPOBOI TKaH!, KOXXU 1 Makpodaros. s
coszpeBanus JITIBIT u o6pazoBaHus tapo®oOHOT0 JUITUIHOTO s1Ipa HEOOXO0-
nuMa atepudukanmsg XC; 3TOT mpoliecc orocpeaoBaH AeCcTBUEM (hepMeHTa
JIXAT. OxonuatenbHbiii coctaB 3peibix JITIBIT (o6o3navaembix JITIBIT3),
uMeromux chepuueckyio (GopMy, BKIoyaeT MoHochoi DJI, Hebosblive
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KoimyectBa cBobomHoro XC u sapo u3 arepudunmpoBanHoro XC. boiee
kpynHbie JITIBT12, koTtopsie oopa3zyiotces us JITIBIT3 npu nanbHeiem npu-
coenquHeHnM XC, CrTOCOOHBI K Jmmuaanun oT ruapoausa JII1, 6oratex TT,
natoiero AJI, koTopeie MOTyT 3aTeM mepeHocuThes K JITIBIT, — mporecc,
peryaupyembiii JITLJT u BIT®DJI. Takum o6pazom JITIBII urpaiot periaioniyio
poJib B oopaTHOM TpaHcnopTe XC, KOTOpbIii BOBJICUEH B yAaJleHUE U30bITKa
XC u3 nepudeprnIecKrx KJICTOK 1 €r0 JOCTaBKY B IIEUeHb 1 CTEPOUIOTCHHBIE
KJIETKU JUTSI TIOCJIEIYIOIIETO BbIACICHUS B BUIE KETYHBIX KUCIOT U C KAJIOM.

JITIBIT ynansioTcss u3 1ia3Mbl ¢ MOMOIIBIO CKIBEHIKEP-pEeLENTOPOB
[scavenger receptor BI (SR-BI)], koTopbie o6ecnieuynBaioT ceJIeKTUBHBIN OT-
60op XC u3 JITIBII. Bo3amoxHo, HanboJiee BaxkKeH HEIPSIMOI ITyTh C yIaCTHUEM
BITOX. Bmecte ¢ Tem y JITIBIT ecTh pa3HOBUAHOCTH, OTJUYAIOLIMECS COCTA-
BOM JIUIIUIOB M OEJIKOB; HEKOTOPhIC M3 3TUX YACTHUI], HECMOTPSI Ha HU3KUE
KOHIEHTpAaIK, OMOJIOTMYECKH OUeHb aKTUBHBI. OHU YYaCTBYIOT B IOJaBIe-
HUM OKUCJICHUS, BOCTIAJICHMS, aKTUBALIMM SHAOTEIINSI, CBEPTHIBAHUS KPOBU
u arperauru TpoMo6ouuToB. TpaHcropT XC M3 HarpyXXeHHbIX JUIIUAAMU
MakpoGaroB, HAXOISIIUXCS B aTePOCKICPOTUIECKIX apTePUSIX, TaK HAa3bIBa-
€MBbIX TIEHUCTBIX KJIETOK, 00ECITeYnBAETCS B HECKOIBKO 3TaloB MeTaboIM3Ma
JITIBII. BToT IyTh Ha3BIBAIOT OOpaTHBEIM TpaHCHOPTOM XC, KOTOPHIN CUMTA-
eTcsl Kjaccuueckoit 3amuTHoi pyHkuueit JITIBIT nmpoTuB aTepockiepo3a.

B pesymbraTte crnoxkHoro merabonusma aunugoB u JIII B opranmsme
(opmuUpyrOTC Ta3MEHHbINA (9K30T€HHBINA) U BHYTPUKIETOUYHBIN OOBEMBI
(rrynmer) XC. XC kaxmoro m3 myioB oomeHmBaercss ¢ XC 11a3Mbl, IIpU-
YeM CKOPOCTM YCTAaHOBJICHUSI PaBHOBECHUsI CUJIBHO paziuyarorcs. beicTpo
OOMEHUBAIOIIUIACA Tyl TIpeacTaBieH, mo-puaumomy, XC JIIT mma3mer,
SPUTPOLIUTOB, MEYEHU, KUILIEYHUKA U HEKOTOPBIX APYTUX BHYTPEHHUX OpP-
raHoB u cogepxut 50—65 mmoinb (20—25 r) xonecrepuna. Koiaunuyectso XC
B MIPOMEKYTOUHOM TTyJie cocTapisieT okouo 25 Mmoiab (10—12 r). K atomy
yny, BeposiTHO, oTHOcHUTCsT XC mepudeprniIecKrx TKaHel, TaKX KakK KoxKa
M >XKUPOBasi TKaHb. MenieHHO OOMEHUBAIOIIMIACS 1 HAUOOIBIINMI TTO coaep-
xaHuto XC myn (90 mmonb, 35—36 1) BkimouaeT XC pa3HOOOGpa3HbIX TKAHEiH,
TaKUX KaK CKeJEeTHbIE MBIIIIBI U CTEHKHU cocynoB. KpoMe Toro, ectb HeoO-
MmeHuBaomuiica myn XC IeHTpaJbHOI HEPBHON CHUCTEMbI, BKITIOYAIOIINIA
35—40% o6uero XC opraHusMa.

B cTaumoHapHOM COCTOSTHMM MeTa0OJM3Ma MOCTYIJICHUEe CUHTE3UPY-
emMoro u BcachiBaemMoro XC B ObICTpO 0OOMEHMBAIOLIMIACS MyJl cOalaHCU-
poBaHo BeiBegeHUeM XC myTeM (ekanpHoM aKckpernuu. JITIBIT urpator
3all[UTHYIO pOJib, 3a0upatoT JuinHuii XC U3 KpoBU, COOUPAIOT €ro ¢ Io-
BEPXHOCTH KJIETOK M HECYT K IIeYeHHU, IIe OH pa3pymaeTtcs (yCIOBHO
XC JINBIT — «xopowwuii» XC). JITTHII, nanporus, otnatoT XC KJieTOY-
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HBIM MeMOpaHaM, IMpuBoAs K omioxeHHo XC B CTeHKax apTepuil M 00-
pa3zoBaHu10 aTepockiaepoTndeckux ossuek (yciaoBHo XC JITTHIT — «mno-
xoit» XC).

ITpo «xopommii» u «mjoxoi» XC HeoOX0AMMO 3HATh MO ABYM INpUYU-
HaM. Bo-mepBbIX, TTOKa3aTenn «Xopouero» u «mioxoro» XC HeoOXOTUMBI
IJI pallMOHAJbHOW OpraHu3aluy MUTaHus. M3BECTHO, YTO HEKOTOpPhIE
MMPOIYKTEI MOTYT IOHU3UTH «II0X0i» XC, a Apyrue — MOBBICUTH «XOPO-
muii». Bo-BTOpPBIX, YTOOBI MPaBUJIbHO COPMEHTUPOBATHCS B MOKa3aTeNsixX
aHaJIM3a KPOBU, KOTOPBI HYKEH IIJIsI IMarHOCTUKY 3a00JIeBaHUS 1 OLIEHKU
3(bGEKTUBHOCTY TPOBOAUMMOTIO JIEUEHUs] MO KOPPEKUMU HapyLIeHHOIO
JUIUIHOTO ooMeHa. CunTaeTcs, 4To ypoBeHb Xopoiero XC mojkeH ObITh
He MeHee 1,5 MMoab/i. B ornnune ot «xopoinero» XC ypoBeHb BepxHei
rpaHuibl «mmioxoro» XC s KaxXJIoro KOHKPETHOrO 4ejloBeKa 3aBUCUT
OT HaJIMYMUs Y HEro TeX WIN UHBIX (aKTOPOB pUCKa CepACYHO-COCYIUCThIX
3a00IeBaHUI MM OCJIOKHEHHWI. B 11e710M, B COOTBETCTBUU C COBPEMEH-
HBIMU MpPEeACTaBACHUSIMU O JUMNUIHOM obMmeHe mokazaTtenb XC JITTHII
y nanueHToB ¢ MBC wim BBICOKMM PUCKOM (paTaJbHBIX CEpACYHO-CO-
CYIMCTBIX OCJIOXHEHUI He JOJIKEH MpeBblaTh 2,6 MMmoib/i. IlpakTuka
JOKAa3aTeJbHOM MEeIUIIMHEI TTOKA3bIBaeT, uTo cHIkKeHue ypoBHs XC JITTHIT
JI0 Ha3BaHHbBIX 3HAUYEHUN BeNEeT K 3aMeIJICHUIO WM CTaOMIU3aluy aTepo-
CKJIEpOTUUYECKOTO IIpoI1iecca.

B pesynbrate MHOTOUYMCAEHHBIX SMUIAEMMOJOTMYECKUX MCCIeIOBaHUIA,
HAIPaBJICHHBIX HA U3YYEHUE CBSA3U KOHLUEHTPALUH JIMITUIOB ILUIa3Mbl KPOBU
C CEepAeYHO-COCYAUCTBIMU 3a00JIeBaHUSIMU, MOJIYYEHBbI SMUAEMUOJIOTH-
YeCKHe TMOKAa3aTeId OTHOCUTEIBHO TOTO, KaKne YPOBHM JIUITMAOB ILIA3MBbI
KPOBM KeJaTelbHbl. B yacTHOCTH, 1Mo MHeHMI0 Becepoccuiickoro HaygyHoro
0011IecTBa KapAanoI0ToB, YpoBeHb obiero XC B 11a3Me KPpOBU HE IOJKCH
npesbimath 5,0 mmoab/im; TI — 1,7 mmons/m; XCIITTHIT — 3,0 mMonb/;
XC JIBIT — B npenenax 1—1,89 MMoJIb/11.

1.8. AHAJIN3 KOHLIEHTPALIWIA NUNNZ0B
W NNIANONPOTEWHOB NJIA3MbI KPOBH

B cootBerctBUM ¢ pekomeHaanusamu EOK/EOA no nuarHocTuke u jieye-
HMIO qucumunemuii 2016 r. 11s1 aHamM3a IMHAMUKY U3MEHEHUH JTMITUIHOTO
npouiisg cieayeT MCNob3oBaTh nokazatenu ypoBHa OXC u XC JITTHII
(EOK, 2016). DT peKOMeHIAIMX OCHOBAaHbI HA PE3YJIbTaTaX MHOTOUMCIICH-
HBIX KIMHUYECKUX UCCIIEI0OBAHUIA, TIIe ObIJIO YCTAHOBJICHO, UTO Y TIAIMEHTOB U3
TPYIITBI BhIcOKOTO prcka cHkeHne ypoBHeit OXC u XC JITTHIT cBs3aHo co
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CTATUCTUYECKM U KJIIMHUYECKM 3HAUMMBIM CHIKEHUEM PUCKA CMEPTHU OT Cep-
JIEYHO-COCyIMCTOM martonoruu. Mmenno nmosromy ypoBHu OXC u XC JITTHIT
OCTaIOTCS OCHOBHBIMU PEKOMEHIYEMbIMU TEPANIEBTUUECKUMU MUILIEHSIMMU.

1.8.1. Llenu n 3apauu onpefeneHns KOHLEHTPaUuii NMN1A0B,
NUNonNpoTenHOB, ano6enkos

Xosecrepun JunonporenHoB Hu3Koii miotHoctu (XC JIITHII). B 6oib-
IIWHCTBE KIMHNYECKUX ncciaenoBannii KonuenTpaunu XC JITTHIT ompene-
JIIOT C UCIOJIb30BaHueM opmysibl @punBaibia (B Mmostb/): XC JIITHIT =
OXC — XCJIIBIT — (TT/2,2); (B Mr/mn): XC JITTHIT = OXC — XC JITIBIT —
(TT'/5). IlpeanoyTuTeabHO MCIIOJAb30BaTh METOAbI MPSIMOTO OIpPEAeICHUS
ypoBHst XC JITTHII. B Hacrosiiee BpeMsi OSIBUJIOCh MHOTO KOMMEPUYECKHU
JIOCTYITHBIX METOAOB MpsiMoro onpeaeaeHus yposHs XC JITTHII.

XosecTepuH, He CBS3aHHBIA C JUNONPOTEMHAMH BBICOKOI TJIOTHOCTH
(XC neJIIIBII). Yposens XC HeJITIBIT ucnonb3yercs aj1s1 OLIEHKH OOIEro
Yycyia aTepOTeHHBIX YaCTHIL B TUIa3Me [JIMTMOTIPOTENHBI OUeHb HU3KOM TIIIOT-
Hoctu (JITTIOHII) + nunonpoTenHsl mpomexkyTouHoi motHocTu (JITTIT) +
JITIHIT]; JITT (a) — oTOoT moKa3aTeib B 3HAUMTEJbHOU CTETIEHM CBSI3aH C
ypoBHeM ano B. Yposenb XC HeJITTBIT nerko BeunciasieTcs myTeM BbIYMTA-
Hust u3 ypoBHsa OXC 3nauenust XC JITIBII.

HekoTopble naHHbIe aHaIM3a 3TO BapuaOdeIbHOCTU B aJITOPUTMAaX OLICH-
KU pucKa ObUIM OITyOJIMKOBaHbBI, HO OTIPENEIEHHOTO 3aKTI0UeHUS HE TIPEIb-
aBUIIM. B HecKobKuUX fokaanax 0oJbiias posb npuHamiexuT XC neJITIBIT,
omHako B apyrux XC JITTHIT u XC reJIITBIT 3HaunTETbHO HE OTINYAIOTCS
110 BO3JIEVCTBUIO HA PUCKU.

Pexomennyetcst nucnonb3oBath KoHlieHTpamu XC HeJITIBIT B kauecTse
BTOPUYHOM LIeJIU MPU JOCTHKEHUU HY>KHOTO ypoBHs XC JITTHII. 3HaueHus
nast XC melIITBIT nmerko Beramcisiores kak XC JITTHIT + 0,8 mmomnb/a
(30 mr/mn).

XoJiecTepuH JIUTONPOTeHOB BhicOKO# rutoTHOCTH (XC JITIBIT). Huzkuit
ypoBeHb XC JITIBIT siBnsieTcst CUAbHBIM U HE3aBUCUMbBIM (DAKTOPOM PUCKA B
HECKOJIbKMX UCCIIEIOBAHUSIX U BKITIOYAETCS B CXeMY OLIEHKM pUCKa, JTOCTYII-
Hy10 B ToM unciie B Heart Score. He OblJ10 ycTaHOBIEHO, UTO OYEHb BHICOKHE
konueHTpauu XC JITIBIT accoummpyroTcst ¢ areporporekiueii. Ha ocHoBe
BNUAEMMUOJIOTUYECKUX TaHHBIX KOHLIEHTPALIUU IJ11 My>K4ruH <1,0 MMOJIb/1
(40 mr/mn) n pist sxeHmmH <1,2 MMOJIb/JT (48 MT//UT) CUUTAIOTCS YPOBHSIMU
XC JITIBII, cBs13aHHBIMU C TTOBBILIEHHBIM PUCKOM.

Tpurnuuepunst (TT). B Hactosee Bpems KoHueHTpauuu TT onpene-
JISIIOTCSI C MCIIOJIb30BaHMEM TOYHBIX U HENOPOruMX (DEpPMEHTHBIX METOAUK.



40 e [1ABAA

Bricokne konueHTpauuu TI OOBIYHO codYeTaloTCs ¢ HU3KHUM YPOBHEM
XC JITIBIT u BBICOKMM ypOBHEM MeJKUX U mioTHbIX yactul JITTHIT. B He-
KoTOpbiXx MeTaaHanusax TI 0003HAvaIOTCsl KaK HE3aBUCUMBIN (DAKTOp pu-
cka. bonee Toro, mocieqHWE TeHETMYECKHWE WCCIENOBAHUS TMOATBEPAWIN
MHEHUE, YTO MOBbILIEHHbIN ypoBeHb T1" sgBISIETCS MPSIMO MPUUMHON pa3-
BUTHSI CEPIECYHO-COCYAUCTHIX 3a0osieBaHUil. BO3MOXHOCTh MCIOIB30BATH
9TOT MOKa3aTesib B KTMHUUECKON MPaKTUKE TToKa 00CYKIaeTcsl.

Anobenku

C TeXHMYECKOI TOUKM 3peHus, omnpeaeneHue ypoBHeii arno B u amo Al
00J1a1aeT HEKOTOPBIMU TIpenMyliecTBaMU. JlOCTYITHBI KaueCTBEHHBIE M-
MYHOXMMMYECKHE METONUKN, KOTOPbIC JIETKO MPUMEHSIOTCS Ha Tpaauliu-
OHHBIX aBTOMAaTMYECKMX aHaiM3artopax. KadyecTBo MpoBOAMMOro aHaau3a
BbICOKOE. MeTon He TpeOyeT B3ATUsI KPOBU HATOIAK W HE UyBCTBUTEJICH K
YMEPEHHO BBICOKUM ypoBHsIM TT.

Anobeaox B saBnsieTcs OCHOBHBIM allo0EIKOM U3 TPYTIITbI aTEPOre HHbBIX JIN -
nonpoTenHoB, Bkiouaromieir JITTOHIT, JITITIIT u JITTHII. KorueHTpatms
arnmo B B 3HAUUTENbHON CTENMEeHU OTpaxkaeT KOJUWYECTBO ITUX YacCTUIl B
iazme. DTo 0COOEHHO BaXKHO B CJIyyae BBHICOKOW KOHIIEHTPAIIMU B KPOBU
Menkux rioTHbiX yactull JITTHIT. B HeckoabKUX MPOCHEKTUBHBIX MCCIe-
JIOBAaHUSIX OBLIO TTOKa3aHO, YTO YPOBEHbB aro B sIBIIsieTCSl MPOTHOCTUYECKUM
nokasareJieM prcKa, 9KBUBajieHTHbIM ypoBHio XC JITTHII.

Anobeaox Al (Ano A1) sensiercst ocHoBHBEIM 6eikoM XC JITTBIT u xopormro
oTpaxaeT ero ypoBeHb B KpoBu. Kaxnast yactuua JITIBIT moxeT HecTu Ha
cebe ot 1 mo 5 monekyn ano Al. [lnazmenHsbIit ypoBeHb armo Al <120 mr/
Iy My>XXuuH 1 <140 Mr/mi y XXeHIIUH COOTBETCTBYET HU3KOMY COIepKa-
Huto XC JITIBII. CooTHolIeHUST MEXIy aTepOreHHBIMU JIMTIONPOTEMHAMU
u XC JIIBIT (OXC/XC JIBII, XC neJITIBI1/XC JIIIBII, ano B/amo Al)
JAIOT B IIEJIOM CXOMHYIO MH(OPMAIINIO, SIBJISTIOTCS LIEHHBIMU TI0Ka3aTeJISIMU
IJIS1 OLIEHKM CTETIeHU PMCKa, HO B AMAarHOCTUYECKUX LIeJSIX U MPU BBIOOpE
MUIIIEHEN Tepary OHU TOJIKHBI OLIEHUBATHCS 11O OTAETHLHOCTH.

Anobeaox CIII (ano CIII) 6bl1 uaeHTUGUIIMPOBAH KaK IMOTEHIUATIbHO
BaXHBIN HOBBIN hakTop pucka. Ao CIII sBisieTcst KItoueBbIM peryIsiTopoM
metabonu3ma TT', a Beicokue ypoBHU B 1a3me aro CIII cBsizaHbI ¢ BbICO-
kumu ypoBHsimu JITIOHIT u TT B mmasme kposu. KpoMe Toro, myramnuu ¢
yTpaToi (PyHKIUU CBSA3aHbI C HU3KMM YpoBHeM TT', a Tak:ke coO CHUKEHUEM
pUCKa ceplieYHO-cocyancThix 3a0oneBanuii. Ao CIII 611 nneHTMdOUIIMPO-
BaH KaK HOBas IMOTEHLMaIbHAas TeparneBTUYecKasl 11ejIb, KOTopasi B HaCTOSI -
1ee Bpemst u3yJaeTcsi, HO He U3BECTHA €€ POJIb B KIIMHWYECKOM MpaKTUKe, 1
He OlleHeHa HEOOXOIUMOCTb U3MEPEHUSI.
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Jlunonporenn (a). YcranosneHo, uto JII1 (a) sBisieTcst AOTTOTHUTETbHBIM
MapKepoM CepAeYHO-COCYIMCTOrO PHCKA; Te€HETMYECKHUE MCCAeAOBaHMUS
JIOKA3aJIM €T0 MPUYMHHYIO POJIb B TTATO(MU3UOJOTUN aTePOCKIepo3a 1 aop-
TanbHOTro cTeHo3a. JIIT (a) obaagaet odummu cpoiictBamu ¢ JITTHIT, onHako
COIEPXKUT B CBOEM COCTaBe YHUKAJBHBIN amobenok (a) [amo (a)], KOTophIi
CTPYKTYPHO OTAMYaeTcsl oT npyrux anobenkoB. Konuenrtpauuu JIIT (a) B
IUIa3Me KPOBHW B 3HAUUTEJIBHON CTETICHW TeHETUYCCKU IEeTCPMUHUPOBAHDI.
B Hacrosiiiee BpeMsi JOCTYITHBI HECKOJIBKO METOJOB ONpeneaeHUs YPOBHS
JIIT (a), omHaKO HEOOXOMMMO CTAHAAPTU3NPOBATH UCIIOIb3YeMble METOIM-
k. Konuenrpauuu JIIT (a) B mia3Me KpoBU PEeKOMEHAYETCS OIpeaessiTh
y MaIlMeHTOB M3 TPYIIILI BEICOKOTO PUCKA M Y JIOACH C HACACACTBEHHBIM
aHAMHE30M Da3BUTUSI PAaHHMX CEPACUYHO-COCYIMCThIX 3abojeBaHUil. Puck
paccMaTpuBaeTCs KaK 3HaUMTeIbHBIN, Koraa JIIT (a) Beime 80-if mpoleHTH-
am (50 mr/mn). [penmnosnaraeTcst, 4To y JIUIL B IPeesiax BHICOKOTO U YMEPEH-
HOTO CepIaeYHO-COCYOUCTOro prucka BkiaoueHue JIIT (a) mjsa omleHKU prcka
JIaeT TOYHYIO peKJiacCupUKaIuIo.

Komy noka3an ckpununr Ha junonportenH (a) (EOK, 2016)

IMauueHTtam c:

<> paHHUM Pa3BUTHEM CEPIACYHO-COCYINCTHIX 3a00JICBAaHUIA;

<> TUMEepXoJeCTepUHEMUEH;

<> CeMEMHBIM aHAMHE30M paHHETO Pa3BUTHUSI CEPACUYHO-COCYIUCTBIX
3a0os1eBaHMi 1/WiK ToBbIeHHOTro ypoBHs JIIT (a);

<> peLMONBOM CEepACIHO-COCYIMCTHIX 3a00IeBaHNI, HECMOTpPS Ha OII-
TUMAaJIbHYIO TUITOJUIUAEMUYECKYIO Tepanuio;

< 10-1eTHUM pHCKOM (aTaIbHBIX CEPIAEUYHO-COCYIMCTHIX 3a00yeBa-
Huii mo SCORE >5%.

Cawmxenue ypoBHs JIIT (a) 6bu10 moKa3aHo P MIPUMEHEHUN HEKOTO-
DPBIX TUMOJUMUAEMUYECKUX MpernapatoB. MHrMOUTOPHI MPONPOTEUHOBOM
KoHBepTa3pl cyoTunuszuH/kekcuH 9 (PCSK9) u HUKOTMHOBas KucioTa
yMmeHbIaT ypoBeHb JIIT (a) npuomm3uteasHo Ha 30%. PasyMHBIM BBIOO-
POM [UIST MALIMEHTOB C CEPAEUHO-COCYINCTHIM PUCKOM U BBICOKMM YPOBHEM
JIIT (a) saBasgeTcss MHTEHCUBHAS KOPPEKLUsT MOIUu(pUUUpPyeMbIX (aKTOpoB
pucka, Bkimrogast XC JITTHII.

TI'enoTunupoBanue

HekoTopsle TeHBI CBSI3aHBI C PA3BUTHUEM CEPIEUYHO-COCYIUCTBIX 3a00J1e-
BaHuii. KpynHbslie reHoMHbIe uccaenoBanusi (GWAS) npoBoauianch st U3-
yueHust MUbC u acconmnpoBaHHBIX ¢ HEll OMOMapKepoB 1 (haKTOPOB pUCKa.
B Hacrosiiee BpeMsi MCITOJb30BaTh T€HOTUITMPOBAHUE MJISI OLEHKW pUCKa
HEe PEKOMEHIYETCsI, TaK KaK M3BECTHBIC JIOKYCHI OOBSICHSIOT OYeHb MAIYIO
4yacTb PUCKOB. Il AMarHOCTUKU CHELM(PUYECKUX TEHETUYECKUX TUCIUITN-
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JIEeMUI MOXKET MCIIOJIb30BaThCsI TeHOTUNMpoBaHue armodesnka E (amo E) u re-
HOB, cBs3aHHBIX ¢ pa3BuTheM CI'XC (perenTopoB JUITONPOTENHOB HU3KOM
mwioTHocTH, arno B u PCSK9).

Hna CI'XC reHetruyeckasi IMarHoCTUKa BaxkHa B KOHTEKCTE CEMEHOIo
CKPUHUHTA, IJIS YCTAHOBJICHHUS OWArHo3a y MalMeHTa C IMOTPaHUYHBIMU
3HayeHus My XC JITTHIT u yay4iieHust npuBep>KeHHOCTU K Tepartuu.

I'eHOoTHTIMpOBaHUE armo E B OCHOBHOM HCIIONB3YeTCS ST TMArHOCTUKH
JUCOETAIUTIONPOTENHEMUH (TOMO3UTOTHOCTS 10 arno E2) u mokazaHo B ciy-
yae TSoKeJIo KOMOMHMPOBAHHOM runepaunuaeMun. [1o Mepe pacimmpeHust
3HaHUI 00 001IeM MoJIuMOpdU3Me U TUMOMPOTEMHAX BaXKHOCTb TeHOTHUITH -
pPOBaHUS TSI HACJICACTBEHHBIX TUTICPIUITUASMUI OyIeT BO3pacTaTh.

B Ta6u. 1.4 npuBeneHbl peKOMEeHIALMY 1T TUTTUIHOTO aHaJIM3a B OLIEH -
K€ pHUCKa CepIeYyHO-COCYIMCTBHIX 3a0ojieBaHMI, B TaOm. 1.5 — pekoMeH-
Jaluy IJIs1 JUMUIHOTO aHaiu3a IJisd XapaKTepUCTUKU AUCIUNUAEMUN 10
JieyeHus, B Ta61. 1.6 nmepeynciaeHbl peKOMeHAALUUY IJIsl TUITMIHOTO aHAI13a
B KayeCTBE MUILIEHEH JeueHUs B TPOPUIAKTUKE CEPACYHO-COCYIUCTHIX 3a-
0osIeBaHUIA.

Coxkpamenust B taoi. 1.4—1.6: XC ueJITIBIT — xonecrepuH, He CBs-
3aHHBIA C JIMIIONPOTEMHAMU BBICOKOM IUIOTHOCTH; arlo B — amoGenok
B; anmo Al — amo6enok Al; CC3 — cepaeuHo-cocyaucTble 3abosieBa-
Hust; XC JIIIBIT — xomectepwH JIHUITONPOTEUMHOB BHICOKON TUIOTHOCTH,
XC JIITHIT — xonecTepuH JUMNONPOTEeMHOB HU3KOM ruioTHocTu; JIIT (a) —
qumnornporenH (a); OXC — obmuit xonectepuH; TI — TpuUIIULICPUOHI;
SCORE — Systemic Coronary Risk Estimation.

Taommna 1.4. PekoMeHmauuu mo MpOBENCHUIO aHadW3a JIMITMIOB JUISI CKpUHMHTA
PUICKa Pa3BUTHSI CEPIECYHO-COCYyaUCThIX 3a00aeBanmii (EOK, 2016)

PekomeHnayeTcs uccnenosatb ypoBeHb OXC ans oueHkn o6uero pucka passutus CC3 npu
ucnonb3oBaHun SCORE.

Pekomengnyetcs uccnegnosatb yposeHb XG JIMHI B Ka4ecTBe OCHOBHOrO nokasarens
NNANZHOro 06MeHa NPy NPOBELEHUN CKPUHIHTA, OLEHKI CepAeYHO-COCYAMCTOr0 pucka,
anarHocTtuke, neveHun. YposeHb XG JIMBIT saBnsieTcs He3aBUCUMbIM (DaKTOPOM puUcKa
PEKOMEHAYETCA K NpUMeHeHuto B anroputme HeartScore.

YpoBeHb TI' AONONHAET MHPOPMALNIO O CTENEHN CEPAEYHO-COCYANCTOrO pucka, ero onpe-
[eneHne NnokasaHo Ans OLEHKU pucka.

XC HeJMBIT gomkeH paccMaTpuBaThCs B Ka4eCTBE anbTePHATUBHOrO MapKepa CTeneHu
pucka, 0CO6EHHO Mpu BbICOKOM ypoBHe TT.

Ano B pomkeH paccmartpmBatbCsl B Ka4eCTBe anbTePHATUBHOrO Mapkepa CTeNneHn pucka,
0CO6EHHO Npu BbICOKOM ypoBHe TT.
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Okonuanue mabn. 1.4

YposeHb JIMM (a) MOXXHO PEKOMEHAO0BATb UCCef0BaTb B OTAENbHbIX CIYHasaiX NPy Hannymm
BbICOKOTO PUCKA MM Y MALMEHTOB C HACNEACTBEHHbIM aHAMHE30M PAHHEr0 Pa3BUTUS Cep-
[E4YHO-COCYAMCTbIX 3a60J1eBaHNIA, @ TaKXe AN peknaccudukauum y nauneHTos ¢ norpa-
HUYHBIM PUCKOM.

CooTHoLueHNe ano B/ano A1 MOXET MCMONb30BaThCA B KA4ECTBE aNlbTEPHATUBHOIO METOAA
onpefeneHus pucka npu CKPUHUHIOBOM 06CNeA0BaHNN.

CooTHoweHune XG HeJTNBMN/XC JIMNBIM MoXeT 1cnonb30BaThCs B KA4ECTBE aNbTEPHATUBHOIO
MeT0/a ONpefieneHns pucka Npu CKpUHNHroBoM o6c¢nefoBanuu, Ho XG JITMBI B koHTEKCTE
HeartScore gaet nydyLuyto OLEHKY pucka.

Ta6auna 1.5. PekoMeHIanmu 1mo rmpoBeaeHUIo aHaI13a JTUITAIO0B JUT XapaKTePUCTUKU
nucnunuaeMuii mepen Hadanom nedenus (EOK, 2016)

Pekomenayetcs npoepsTb ypoBeHb XC JTHIT npu npoBeeHnn NepBUYHOIA OLEHKI nMpodu-
ns NUNNG0B.

YposeHb XC JINBI pekomeHayeTcs NpoBepATb Nepes Ha4yanom neveHns.

YpoBeHb T HeceT A0NOJSHUTENbHYIO UHGOPMALIMIO O CTENeHU pucka, onpegenexue Tl
PEKOMEHZYETCS NpK NOCTAHOBKE AMarHo3a 1 BbI6OPe METO/A NEHeHNs.

YpoBeHb XC HeJTMBIT pekoMeHAyeTCs OLeHMBaTb, 0COGEHHO Y NALMEHTOB C BbICOKUM YPOB-
Hem TT.

Mpu BO3MOXHOCTK, anoB MOXET UCMNONb30BATLCA B KA4ECTBE aNlbTEPHATMBHOIO METOAA
onpegaenexus pucka smecto XC HeJMBIT.

YposeHb JIMM (a) MOXHO PeKOMEHAO0BATb UCCIef0BaTh B OTAENbHbIX CAYyYasnX, NPU HanuM4umn
BbICOKOTO PUCKA MM Y MALMEHTOB C CEMEHbIM aHaMHE30M PAHHEr0 PasBUTUS.

YpoeHb OXC TaKkxKe MOXHO 0npefensTb, 0AHAKO 3TOr0 Nokasatens HefoCcTaTOqHO Ans
XapakKTepuCTUKN gucnunuaeMmnn nepen Ha4anom neveHns.

Tab6muna 1.6. PekoMeHnaaunu, Kacalolyecsl aHajau3a YpOBHS JIUITUIOB MPU BbIOOpE
LIeJIA BO3MEUCTBUS I MPOPUIAKTUKU cepledHO-cocynucTbix 3abosneBanHuii (EOK,
2016)

YposeHb XC JIMHIT pekomeHAyeTcs B Ka4eCTBe OCHOBHOI Lienu Tepanuu.

YposeHb OXC cnefyet paccMaTtpuBath B Ka4eCTBE LIENW NIeYeHns, ecnu Apyrue aHanusbl
HEAO0CTYMHbI.

YposeHb XC HeJIMNBI cnepyet paccmarpusath B Ka4eCTBE BTOPUYHOM Lienu Tepanuiu.
YposeHb XC JIMBI1 He peKOMeHAYeTCs UCMNOSb30BaTh B KA4ECTBE Lienn Tepanum.

YpoBeHb ano B cnefyeT paccmatpuBath B Ka4eCcTBe [JOMOMHUTENbHON Lienn Tepanuu, Koraa
3T0 BO3MOXHO.

CooTHowleHus ano B/ano A1 n XC HeJTNBIM/XC JIMNBI He pekomeHyeTcs Cnonb30BaTh B
Ka4yecTBe LieNiu Tepaniui.
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