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ATEPOT'EHHASI POJIb MUMMYHHBIX KJETOK TP CEMEMHON
I'MIIEPXOJIECTEPUHEMUAM.

Beenenne. Cemeiinas runepxonectepunemMust (CI') — ayToCOMHO-TOMUHAHTHOE
3a0o0sieBaHUE OOMEHA JTUIONPOTEMHOB, BO3HUKAIOIIEE MPEUMYIIIECTBEHHO
BCJICJICTBUE MyTallMid B T€HE PELENTOPa JUIONPOTEUHOB HU3KOM IIIOTHOCTH U
XapaKTEepU3yIOLIEeCs MOBBIILIEHUEM YPOBHS XOJECTEPUHA JIMIIOIIPOTEMHOB HU3KOU
IUIOTHOCTH, PUBOALIEE K YCKOPEHHOMY aTEPOreHE3Y U MPEKIECBPEMEHHOM
uieMuueckoit 6one3nu cepana . Hakomnenue kpuctamioB xonectepuna u JITTHIT
B cocyaax y nanueHToB ¢ Cemelinoil ['unepxonectepuHemMueii 0coOOEHHO BENUKO,
YTO MPUBOAUT K aHOMAJIbHON MOOMIIN3allUd UMMYHHBIX KJIIETOK M CEKpELUU
Pa3IUYHBIX IPOBOCHATUTENBHBIX MOJIEKY U XEMOKHHOB. T€MBbI, pACCMOTPEHHBIE B
3TOM 0030pe, MOTYT 00ecreunTh 00jiee KOHKPETHOE BHUMAHUE K U3MEHEHUSIM
MMMYHHOU cucteMbl ipu CemeitHas [ unepxonecrepuHeMust 1 OTKPBITH HOBOE
MOHMMAaHUE UMMYHHBIX KJIETOK KaK MOTEHUHUAIbHBIX TEPAEBTUYECKUX MULLIEHEH

nipu CI'.
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Abstract. Familial hypercholesterolemia (FH) is an autosomal dominant disease of
lipoprotein metabolism, resulting primarily from mutations in the low-density
lipoprotein receptor gene and characterized by increased levels of low-density
lipoprotein cholesterol, leading to accelerated atherogenesis and premature
coronary heart disease. The accumulation of cholesterol and LDL crystals in the
vessels of patients with Familial Hypercholesterolemia is particularly high, leading
to abnormal mobilization of immune cells and the secretion of various
proinflammatory and chemokines. The topics covered in this review may provide
more specific attention to changes in the immune system in Familial
Hypercholesterolemia and provide new insights into immune cells as potential

therapeutic targets in FH.

Key words: immune cells, atherosclerosis, macrophages, familial

hypercholesterolemia.

B Hacrosmiee BpeMs aTepoCKIIEp03 pacCMaTpUBACTCs KaK BOCIIAIUTEIIBHOE
3a00J1eBaHUE HU3KOW CTENEHU TAKECTH, IPU KOTOPOM JEPETYIISIIUS UMMYHHOU
CHUCTEMBbI UT'PAET PEIIAIOIIYIO POJib. BBIIO TOKAa3aHO, YTO JUMKUIHBINA OOMEH U
peaKkuy UIMMYHHOM CUCTEMBI MOLYJIMPYIOT ApyT Apyra y nauueHtos ¢ CI'.C
OJIHOM CTOPOHBI, UHTEPJICUKMHBI OKAa3bIBAIOT TJTyOOKOE BIMSIHUE HA META00JIU3M
BCETO OPraHU3Ma, a ¢ APYrom CTOPOHBI, JIUIUIAbI HUHAYLHUPYIOT AMMYHHBIE
(YHKIIMH IPOTUB MaTOT€HOB U PETYJIUPYIOT CUCTEMHBIE peakiuu . B ycnoBusax
TUIEPXO0JIECTEPUHEMUN OKUCIEHHBIM TUNONPOTENH HU3KOM mmoTHocty (JITTHIT)
paccMaTpHUBAETCS KAK 3HIOT€HHBIA aHTUTEH , HHIAYLUPYS BOCIIAIUTEIbHBIC
MOJIEKYJIbI, TaKKE Kak Oeku ocTpoil ¢a3el. CorsiacHo uccnenoBannio Ban Beiika u
€ro KOJUIET, apTepHuaabHasi CTEHKA y MaiueHToB ¢ CeMeitHas
['unepxonecrepuHeMus BeITIISINAT OoJiee BocnanieHHon. Kpowme Toro, JITTHIT u
KPHUCTAJUIbI XOJIECTEPUHA B3aUMOJICUCTBYIOT C BPOKICHHBIMU UMMYHHBIMH
peLenTopaMy, yCUIMBAIOT ITOBPEXKACHNUE TKaHEN U MHULIMUPOBATh
BOCHAJIMTENbHBIE PEAKIIUU MTOCPECTBOM cekpennu nnrepneiikuna (IL)-1 u IL-6.

Kpowme toro, IL-1, IL-6, IL-8, IL-18 u TNF-o onucanbl kKak OCHOBHBIE MEIUATOPBI
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JUTSL TUIHUI-UHAYUPOBAHHBIX KapArnoMeTabonnueckux 3aboneBanuil. UHtepecHo,
YTO TUIEPXOJIECTEPUHEMHUS, KaK OBbLIO MOKA3aHO, CBSI3aHA C SKCIIAHCHEN

HEUTPODUIIOB.

Maxkpodaru urparot poJib He TOJIBKO KaK UMMYHHBIE 3()QEeKTOpHBIEC KIETKU, HO U
KaK MOJYJISITOPBI IMHAMUYECKOTO JIMITMIHOTO MeTaboau3Ma. Makpodaru MoryT
aKTUBUPOBATHCA MO-PA3HOMY, UTO SIBISIETCSI KPUTEPHEM KJIaCCU(UKALINY UX
NOJAMHOXeCTB. [Ipy HeBOCHAIMTENbHBIX COCTOSIHUSAX HanboJiee yacTas
cyoronyssiust (10 90%) MOHOIIMTOB, TEHEPUPYIOMKUX MaKkpodaru, CriocoOHbIe
YKa3bIBaTh HAa MPOBOCHAIMUTEIbHYIO aKTUBHOCTh, HA3bIBAEMYIO «KJIACCUUYECKOI»
aktuBarueit (makpodaru M1 CD16-CD14++), pa3BuBaroniriecs: B OTBET Ha raMMa-
untepdepon (IFNy). ). Makpodaru M2 CD16++CD14dim conepxat
HE3HAUUTETHHYIO TOMYJISIIUI0O MOHOIIUTOB, a IUTOKUHBI [L-4 u [L.-13
KOHTPOJIUPYIOT X co3peBanue. Yuciao monountoB CD16++ CD14+ pe3ko
YBEJIMYHUBAETCS B BOCMAIUTEIBHOM MUKPOOKPYKEHHH, CIIOCOOHOCTh KOTOPBIX
TeHEPUPOBATh HUTOKUHBI 3HAUUTEIIBHO CHUKAETCS TIPU CPABHEHHUIO C
Kiaccuueckumu MmoHortamu. Craperonue CD16+ CD14+ moHOIMTHI 001a1a10T
MOIIHOM CITOCOOHOCTBIO B3aUMO/IEMCTBOBATh C 3HIOTEIHAIBHBIMU KIIETKAMH U
CEeKpPEeTUPOBATh BOCMAIUTEIbHBIE IUTOKUHBI IO CPABHEHMIO C CYONOMysiuei
CD16-CD14++.MwmetoTcst AaHHBIE O HAIMYUHU CMEIIAHHBIX (PEHOTUIIOB
Makpoharos, pacrio3HaBaeMbIX IIPU XPOHUUYECKHUX MATOJOTHSIX, BKIIOYAs
CI'.Makpodaru cnocoOHbl YTOOBI MPOU3BOAUTH PELETITOPHI-MYCOPIIUKH JIJIs
ynanenus oxJIITHII, yto nmpuBoguT Kk 00pa30BaHMIO NEHUCTHIX KIETOK U
HakorieHuto munuaoB. Yactuier JITTHIT ciocoGcTBYIOT quchyHKIIMM SHIOTENNS,
YTO 03HAYAET YBEJIMUYEHUE UX aJAT€3UBHOCTH U MPOHUIIAEMOCTH, a TAKKE
PEKPYTUPOBAHKE UPKYIUPYIONUX MOHOIIMTOB. [lepBoHaUansHo Makpodaru
3aIUIAT cocy, yaanss moauduiupoanasie JITTHIT. Korma emxocTs
MakpodaroB neperpykeHa KarisiMu 3(UpoB XoJIeCTEpUHA, OHU MTOTHOAIOT U
CHOCOOCTBYIOT 0O0OpPa30BaHMIO JKUPOBOM MOJIOCHI C AIPOM, OJHBIM HEKPOTUYECKUX

ocTaTkoB. KCaHTOMBI SABIISIOTCS OIHWM H3 IIPU3HAKOB Cewmeiinas
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['unepxonecTepuHEMHUs U COCTOSIT U3 CKOTIEHUH Makpo(daros, comeprkalux
3¢upsl X0NecTepuHa, Tpurauuepuasl 1 pochonunuasl. OHU pa3BUBAIOTCS B
OKPY’KAIOIIUX BEKaX, a TAKKE BHYTPU CYXOXKUIIUN JTOKTEH, KUCTEN, KOJICHEW U
cTor.4 DTu Harpy>KeHHbIC JTUMHIaMU MaKpo(aru, N3BECTHbIC KaK MEHUCThIC
KJIETKH, UTPAIOT KIFOYEBYIO POJIb HA BCEeX cTaausax 3abosneBanus. 1 [lenucteie
KJIETKH 9KCIPECCUPYIOT aKTUBHBIE PopMbl Kuciopoaa. (ADK), BocnanurenbHbie
IUTOKHUHBI U Ipyrue MeauaTopsl.2 VX rubenb BhI3bIBaET 00pa3oBaHue
HEKPOTHYECKOTO siApa U, TAKUM 00pa3oM, B OMPEICIICHHBIX TKaHIX JIOKAJIbHOE
BOCITAJICHHE U, HAKOHEL, KCAaHTOMBI. HEKOTOpBIE HCCIIeI0BAHMS Y ITAIUEHTOB C
CewmeliHas [ unepxosiectepuHeMuUsl ¢ KCAHTOMOM CyXOKUJIUS TAKXKE NTOKA3aTIU
MOBBIIIEHNE CUCTEMHBIX KOHIIEHTPAUI BOCTIAIIMTEIIBHBIX MOJIEKYJI, TAKAX KaK
CRP, TNF-a, veonrrepun, IL-1, IL-2R, IL-6, IL-8 u IL.-10.43 Heonrepun siBnsieTcs
MPOYKTOM Jerpaaanuu ryanosuatpudocdara (I'TD) u noTeHIIMaIBHBIM
MapKepOM TUIIEPAKTUBHOCTU CUCTEMBI MOHOIIUTOB/Makpogaros.1 Takum o6pazom,
BBICOKHE YPOBHHU BOCHAIUTENIBHBIX [IMTOKMHOB 3KCIPECCUPYIOTCA Makpodaramu,
noasepraromumuca sozaenctsuto JIITHIL, u 3T npoBocianuTenbHbIe U3MEHEHUS
CIIOCOOCTBYIOT AUC(HYHKLHIO U, BEPOSTHO, BBI3BIBATh BocHaieHHEe.4 X0JIeCTEpUH
MOJKET PEryJIUpPOBaTh QYHKINIO T€MONOITUYECKIX CTBOJIOBBIX KJIETOK
IIOCPEACTBOM DIIUTEHETUYECKOT 0 IIEPENPOrpaMMUPOBaHUs IIOCPEACTBOM
MOBBIIICHUS UM TOHM>KEHUSI PETYJISILUNA PA3TUYHBIX ST €HETUYECKHUX
(bepMEeHTOB (TaKUX KakK JIeMeTHIIa3bl U METUJIa3bl THCTOHOB) WJIU MOBBIIICHUS
perymsinuu peuentopa GM-CSF u ux unaykiuu. 1u@depeHImpoBaThCsi B CTOPOHY

MOHOIOUTOB U APYI'NX UMMYHHBIX KJICTOK .

Cewmeiinas ['unepxosiecTepruHeMUs 3HAYUTEIBLHO YCKOPSIOT 00Opa3oBaHue
aTePOCKIIEPOTUUECKHUX OJISIIIEK M KCAHTOM, HETIOCPEACTBEHHO MOTYIUPYSI
(GYHKIIMA UIMMYHHBIX KJIETOK. XOTSI 3HAHHSI BECbMa OTPaHUYECHBI, BHICOKHME YPOBHU
XOJIECTEpUHA U APYTUX JUMUAHBIX COCAMHEHUIN HETOCPEICTBEHHO aKTUBUPYIOT
KaK BPOXKJICHHBIW, TAK U aIallTUBHBIN UMMYHHUTET HA BCEX CTAAUSAX aTEPOreHe3a.

NmMmyHHBIe K1eTKU (Makpodaru, Hertpoduisl, K, T-knetku u B-kietku) Moryt
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OBITh HHTEPECHON TePareBTUYECKON MUIIICHbBIO IJISl CEIEKTUBHOTO
IIPOTUBOBOCIIAJINTENILHOIO JICYEHN s, HAIIPABJIEHHOTO Ha cHWKeHue FH-
OIIOCPEIOBAaHHOI'O YCKOPEHUS areporeHe3a. Takum o0pa3oM, HE TOJIBKO CHUKEHHE
YPOBHSI XOJIECTEPUHA, HO U YCTPAHEHHUE BOCHIAJIEHUSI MOKET OBITh IEPCIIEKTUBHBIM
JUISL JIEYEHUS aTEPOCKIIEpO3a U €ro 0cJIokHEeHUH y nanueHTos ¢ CI'. C
KJIIMHAYECKON TOUYKU 3PEHMS paHHEE JIeueHHe U quarHoctuka CemeiiHas
['unepxonecrepuHeMHs UMEIOT PEIIAIOIIEE 3HAUEHUE ISl CHUKEHNS YCKOPEHUS
aTepOreHe3a U OCTPBIX NIIEMUYECKUX OCIIOKHEHMM. Vcrions30Banne
IIPOTUBOBOCIAIINTENIBHBIX METOAOB JICUCHHS B JOIOJHEHUE K CTPATErUsAM
cHWKeHUs 0B npu CemeiiHast ['unepxonecTepuHeMusi MOKET OBITh
MHOT000€IIAIOIUM JJIsi CHUXKEHUS aTepOCKIepoTHUeCcKoi Harpy3ku. Kpome Toro,
HEO0OXOIMMBI JabHEHNIIINE UCCAEA0OBaHUS Ha JIFOASX JUIsl BBISIBICHUS Ooee

cHelM(pUUECKUX BOCTIAJIUTENbHBIX MeXaHn3MoB Iipu CI'.
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