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PE3IOME

[Moeeimenue yporHs tTpuruiepuioB (TT) BHOCHUT BKJIag B (hOPMUPOBAHUE BEIUUMHBI CEpP-
JIETHO-COCYUCTOTO PUCKA Y TAI[MEHTOB, B TOM YHUCIIE C IIEJIeBBIMU 3HAYCHUSAMH JTUTOMPOTE-
unoB HU3KoH TuioTHOCTH (XC-JIHIT) [1]. Ograko MHOrooOpasue 3THONOTHYECKUX (PaKTOpoB
Y MATOTCHETUYECKUX MAaTTEPHOB THIEPTPUNIULEPUICMUH, UX COYETAHUS Y OJHOTO U TOTO JKe
MAIMEeHTA 3a49aCTYH0 3aTPY/IHSIOT PESIUKIIUI0 PUCKOB PA3BUTHSI CEPACYHO-COCYIUCTHIX 3a00-
neBanuii (CC3) aTepoCKIEpOTHUECKOTO TeHe3a, OCTPOTo MaHKPEaTUTAa, B CBS3HU C DTHUM U BEI-
paboTKy ONTUMANIBHOM CTpaTerny BEACHUS JAHHOHN KaTEeTOPUH IMallieHTOB.

B 0030pe npesicTaBieHbl TaHHBIC ATHIEMUOJIOTHUECKUX M TEHETUYECKUX UCCIIeIOBaHUH, 00-
CYXJICHBI CIIOXHBIE BOMPOCHI JMArHOCTUKU U BEACHUS TMAIUCHTOB, BKJIOUas dPQPepeHTHBIC
METOJIBI JICUCHHUS, 4 TAKXKE TEPCIIEKTUBBI MHHOBAITMOHHON MEIMKAMEHTO3HOU TEPAITHH.

KaroueBsie ciioBa: adepes, reHeTHKa, TUIEPTPUIIMLEPUAECMUS, MHOTO(QAaKTOpHAs XUIOMHU-
KPOHEMHSI, OCTPBIM MaHKPEaTUT, CEPIEYHO-COCYIUCThIC 3a00NeBaHMs, CHHAPOM CEeMEWHON
XWIOMHKPOHEMHUHU.

Jns yumuposanus: Baxanetixo B.B., Peymoesa O.B., Anuesa M.C. u dp. [ unepmpuenuyepude-
MUSL: CLOJNCHBLE 6ONPOCHL OUASHOCUKY, Mepanesmuyeckue nepcnexkmugul. Poccutickuti acyp-

HAl NePCOHANUUPOBAHHOU Meouyurbl. 2024, 4(3):194-205. DOI: 10.18705/2782-3806-2024-
4-3-194-205. EDN: MZSDRZ

194

toma | N3 | 2024



RUSSIAN JOURNAL FOR PERSONALIZED MEDICINE . I I

HYPERTRIGLYCERIDEMIA: DIAGNOSTIC ISSUES,
THERAPEUTIC STRATEGIES

Bakaleiko V. V., Reutova O. V., Alieva M. S., Baratashvili G. G.,
Kostareva A. A., Alieva A. S.

Almazov National Medical Research Centre, World-Class Research Centre for Personalized
Medicine, Saint Petersburg, Russia

Corresponding author:

Bakaleyko Viktoria V.,

Almazov National Medical Research Centre,
Akkuratova str., 2, Saint Petersburg, Russia,
197341.

E-mail: bakaleyko_vv@almazovcentre.ru

Received 06 May 2024; accepted 23 May
2024.

ABSTRACT

Elevated levels of triglyceride-rich lipoproteins contribute to the residual cardiovascular risk
in patients, including those with optimally controlled low-density lipoproteins. However, the
variety of etiological factors, pathogenetic patterns of hypertriglyceridemia and their combi-
nations, often bring complexity to prediction of the risks of atherosclerotic cardiovascular dis-
ease, acute pancreatitis, and therefore the optimal management. The review presents data from
epidemiological and genetic studies, discusses complex issues of diagnosis and management
strategies, including apheresis, as well as the prospects of innovative therapy.

Key words: acute pancreatitis, apheresis, cardio-vascular diseases, familial chylomicronemia
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Cnucok cokpamenuii: ACO — wHrHOUTOp aH-
THCMBICIIOBOTO OJUroHykieotuaa, KK — skupHble
kucnoThl, KN — knuanyeckue ucnpitanus, JITIJT —
nunonpoTtenHnunasa, OIl — ocTpelii maHKpeaTwr,
DK — momxkenymnounas xenesza, CI'XC — cemeitnas
runepxonecrepunemusi, CII — caxapHblii nuaber,
CC3 — cepaeuHo-cocyaucteie 3a0oneanusi, CCP —
CEpIEeYHO-COCYAUCThIN puck, TT' — Tpurnuuepuasl,
XC — xonecteput, XC-JIBII — mumonpoTenibl BbI-
cokoil mnotHoctu, XC-JIHII — nunonporenasl HU3-
kol mnotHocTu, XC-JIOHII — nunonpoTenasl oueHb
Hu3koi tuioTHocTH, XC-JIIIII — nunompoTtenss!
MIPOMEXKYTOYHOW TIOTHOCTH, AAV — a/eH0accoIn-
WPOBAaHHBIA BUPYCHBIH BekTOp, MTP — microsomal
triglyceride transfer protein (MUKpocOManbHBIN Oe-
JIOK-TIEPEHOCYHMK TPUTITULECPUIOB).

OAHHDbIE NMMAEMUNOJIOr NYECKUX,
BNOXUMNYECKUX N TEHETUHECKUX
NCCINEOOBAHNN

C OMOXMMHUYECKON TOYKH 3pEHHS B CEMEHCTBO JIH-
rmonpoTenioB, 6oraTeix TI, BXOASAT peMHAHTHI, XH-
JIOMHKPOHBI, JTUTOMPOTEU Il TPOMEKYTOYHON TLIOT-
Hoctu (XC-JIIIII) n numonmpoTenpl OYEHb HU3KOM
nmiotHocTH (XC-JIOHII) [2]. B kpoBu TI' u a¢upsr
X0JIlecTeprHa HUPKYJIUPYIOT BHYTPH A1pa JUTONPOTE-
HJIOB, KOTOPBIE IMTOKPBITHI MOHOCIIOEM M3 (POCHOTUITH-
JIOB ! CBOOOJTHOTO XOJIECTEPUHA, CTPYKTYPY CTaOWITH-
3UPYIOT alOJIHUIONPOTEHUHBI (AT0). AMOIUTIONPOTEHH
B (aroB) siBisieTcsi OCHOBHBIM CTPYKTYPHBIM O€IKOM
B Jumonporenaax, oorareix T, u mpemncraBieH 1u60
B BuJe anoB-100, BeipabaTeiBaeMoOro B medeHH, MO0
B BHJIe YKOpOUYeHHOU QopMbl, antoB-48, BerpadarbiBac-
MOM B TOHKOM KMIIEYHUKE. JIMTIONpOTen bl OUEHb HU3-
KOH TUIOTHOCTH, 00pa3yIonifecs B MEYeHU, COAepKar
armoB-100 u meTabonmm3upyroTces 1o pemaanT JIOHII,
XC-JIIIT n XC-JIHIL. XunomMukpoHsl, 00pa3yromuecs
B KHIIEYHUKE, KpyIHee U cojepkar anoB-48, takxe
MEeTabOoIU3UPYIOTCS 10 peMHaHT, HO He q0 XC-JIIIII
n XC-JIHIL Ilpu ymMepeHHO MOBBHIIICHHBIX YPOBHSIX
TI' B muiazmMe yBeTMYHBACTCS CEKPELNsl KPYMHBIX Ya-
ctuny XC-JIOHII, oboramennbix T u XvioMuKpoHa-
MH, YTO B COYETAaHUU C HEONTHMAJIBHBIM J€HCTBHEM
nunonpoTtenHnunasel (JITIJI) mpu oxxupennn, nHCYIH-
HOPE3UCTEHTHOCTH H/Miu caxapHoMm auadere (CJ1) [3]
MIPUBOJUT K HAKOILUICHWIO PEMHAHT B TUTa3Me KpPOBH.
Uem fonpliie peMHAHTBI OCTAIOTCS B OOpaIlieHUH, TeM
oonbmie o oboramarorcs XC — conepkanne XC
B TAKUX PEMHAHTaX MOKET MpeBhImarh 7500 Moexy
Ha actumny (mpotus 2000-2700 B XC-JIHII) [4].

CornacHO JaHHBIM SMHJEMHUOJIOIMYECKUX HCCIIe-
JIOBaHUM, Cpeou HaceleHus pa3BUTHIX cTpaH 27 %
JKEHIITUH U 45 % MYXYUH UMEIOT MOBBIIICHHBIA yPO-
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Bens TI' B mmasme — 1,7-5,7 MMOJIB/T COOTBETCTBEH-
Ho, a 0,5 % sxenmuH u 1,8 % myxunn — ypoau TT'
BEITIIE 5,7 MMOITB/T [S]. B MeTaanamu3e ¢ BKIIOUCHUEM
17 TPOCNEKTUBHBIX MOMYJSIIUOHHBIX HCCIEIOBAHUN
OBLJI0 TOKa3aHo, 4TO NoBbIlIeHUe T1 CBIBOPOTKHM KPOBU
Ha 1 MMOJIB/TT aCCOLMUPYETCS C YBEIUYCHUEM HOBBIX
cryugaeB UBC na 32 % y my>xunH 1 Ha 76 % — y &KeH-
mrH. [lokazano, uro y maruentos ¢ TI" > 2,3 mmons/n
u ogHoBpemenHo XC-JIBII < 0,8 mmounb/n1 puck CCO
yBenuuuBaercs B 10 pa3 1o cpaBHEHHIO € MAllUEHTaMHU
¢ HopMmanbubiMu 3HaueHusiMu TT" u XC-JIBII [6].

IIpencraBnenHbIe JaHHBIE COTIACYIOTCS C PE3yib-
TaTaM¥ KPyITHOTO POCCUHCKOTO ATTHIEMHUOIOTHIECKOTO
ucciegoBanus — DCCE-P®. Tak, B pabore, BbINOII-
HEHHOU 1o pykoBojcTBOM npodeccopa C. A. lanb-
HOBOH, OBLJIO ITOKa3aHO, YTO MOBBIIEHHBIN ypoBeHb TT°
(6omee 1,7 MMOIB/IT) OOHAPYKEH y KaXKIOTO TPETHETO
MY>KYUHBI U 'y KKJIOH MSATON KEHIIUHBI [7].

Tsoxenas runeprpuruuepuaemus (TI B mimazme
HaTomiak > 10 MMOJIB/JT) B cepuM JTabOpaTOPHBIX aHa-
nn30B [8, 9] yBeIWUYMBAET PUCK Pa3BUTHUS OCTPOTO
nankpeatuta (OIT) mpumepno B 2 pa3za [10, 11]. Oxono
25,6 % cayuaeB OII cBsizanbl ¢ nucnunuaemueit [12].
TT" rugponusyroresa JIIIJI B cocynucTtom pycie mnoa-
kemynounoit xene3sl (I10K) ¢ obpasoBanneM m30BIT-
ka cBooomHbIX JKK. KomndecTBo anpOymuHa miia3mbl
YelloBeKa orpaHuueHo, u cBobomHbie KK, KoTopkie
HE MOTYT C HUM CBSI3aThCsI, arPETUPYIOTCSI B MUIIEII-
JSAPHBIE CTPYKTYpBL. OJTa MHUIECIUISIPHAS CTPYKTY-
pa OKa3pIBaeT TOKCHYECKOE BO3/IEHCTBHE, BBI3BIBAECT
nwemuto u anuao3 [DK. Kpome Toro, noBblieHHbIN
YPOBEHb XMJIOMUKPOHOB YBEIUYUBAET BSI3KOCTH KPO-
BU. 3aMETHOE TOBBIIICHUE BSI3KOCTH TLIa3MBlI MOXKET
MIPUBECTH K 3aKyTOPKE KAMMJUISIPOB, YTO YCYTYyOIsIeT
WIIEMHIO U alliJI03 U 3aITyCKaeT OCTPHIN MaHKPEaTHuT
3a CUET aKTUBAIMU TpUIICUHOreHa [13, 14].

NMEPBNYHAA N BTOPUYHAA
rTMMNEPTPUMMMMUEPUAEMUA. POJIb
FEHETUYECKO NPEANCNO3NLUN
B PA3BUTUN TAXKENOIO ®EHOTUMNA

Pe3ynbraThl TOTHOT€HOMHOTO ITOMCKA acCOIUANN
(GWAS) neMOHCTpHPYIOT, UTO TTaTOT€HHBIC BAPHAHTHI
B Heckoumbkux reHax (APOAS, GCKR, LPL u APOB)
TECHO CBS3aHbl C MPEAPACIONOKEHHOCTBIO K THIEp-
TpurauuepuaeMun. @akTHYeCKH BapuaHTHI B 32 reHax
[15], yuacTtByromue B metabonmusme TI, TecHO cBs3a-
Hbl ¢ runeprpuriunepuaemueid [16]. OgHako Te xe
JIOKYCBI TaKXe CBSI3aHbl U C HEOOIBIIUM W3MEHEHUEM
koHUeHTpauuu TT' B na3Me B npejenax HOpMajbHOTO
JUara3oHa y 3/10poBbix srofei [15, 17]. Takum oOpa-
30M, T€HeTHYeCKas MPEIUCIO3ULINs K TMIepPTPUTIIN-
LEPUAECMUHN OIpeNessieTcsl COYeTaHueM paclpocTpa-
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HEHHBIX BAapHAHTOB C MaJbIM WJIM HE3HAYNUTEIbHBIM
3pPEeKTOM M peAKUX BapUaHTOB CO 3HAYUMBIM 3(-
(eKTOM B reHax, peryJupylolX BbIPa0OTKY W/WIH
KaTaboau3M Jumonpotenaos, 6oraterx TIN [18, 19].
B cepuu uccrnenoBanuii ¢ BKJtoueHUEM 765 4eoBEK
OBLIO CEKBEHHWPOBAHO JIEBSITH I'€HOB, ACCOLMUPOBAH-
HBIX C TUIEPTPUTINLEPHUIEMUEH, pacIpoCTpaHEHHBIE
1 pe/IKre reHeTHYeCKIe BapUaHTHI IEPEKPECTHO ObLIN
oOHapyxeHsl y 25 % mui. Kpome Toro, CI0KHOCTD 3a-
KJII09aeTcs B ToM, 9To onuH reH (APOE) MokeT BBI3BI-
BaTh Kak noselmieHue yposHs TT, Tak u XC-JIHII [17].

[Ipu ncrnonb30BaHUM TEPMUHA «CeMeHas Gopman
4acTO TMojpa3yMeBaeTcs MpobiiemMa, acCOUHUpPOBaH-
Hast ¢ AeEKTOM B OJHOM TEHE, KaK MpPHU CEMEHHOU
TUIEPXOJIECTEPUHEMUH — MOHOTEHHOM 3a0oseBa-
HUH, KOTOPOE B KJIACCHYECKHUX CIydasX peanusyercs
yepes nedekt B rene LDLR, kogupyroliem perentop
k XC-JIHIL, u B apyrux reHax, KOmHpylomux Oei-
KU, KoTopble B3aumoaeiicTByroT ¢ LDLR, Takux kak
APOB nnu PCSK9. Onnako y 95 % nanueHToB ¢ ru-
NePTPUTIIHIIEPUIEMHUEN B pPaMKaX F€HETHYECKOTO HC-
ClIeZIOBaHUsI OOHAPY)KMBAETCS MYJIBTUTEHHOCTDH, ac-
COIIMMUpPOBaHHAsI ¢ BIUsSHUEM Ha ypoBeHb TI' [16—18].
«CeMelHOE» HE CIIENYET pacCMAaTPUBATh KaK CHHOHUM
MOHOT€HHOT0 — OOJIBLIIMHCTBO CIy4YaeB T'MIIEPTPHUT-
JULEPUIEMUN SIBISIOTCS CEMEHHBIMH WJIM Hacjel-
CTBEHHBIMU C TOYKH 3pEHUS aHaMHe3a, HO OHH HE MO-
HOT€HHBI 10 CBOEH reHeTnueckoil npupoxae [17].

[Ipy MOHOTE€HHOI THNEPTPUINTHULIIEPUIEMUN — Ce-
MEHHON XUJIOMMKPOHEMUHU Yy IALMEHTOB C TSXKEIOU
TUNEPTPUTIIHLIEPUAEMUEH (KOHLIEHTpAIUs TPUTIIH-
nepusoB > 10 MMOIIB/TT) HaOMIOMAETCS KIIACCHYECKOe
ayTOCOMHO-PELIECCUBHOE HACJIEJOBAHHE C paclpo-
ctpaneHHocThio ipuMepHo 1 Ha 1 000 000. Janusie
JIMIA YacTO SIBJISIOTCS TOMO3UTOTHBIMU HOCHUTESIMU
WJTM KOMTIAYH/I-T€TePO3UTOTHBIMU HOCUTEISIMH TI0 T1a-
TOr€HHOMY BapHaHTy ¢ Horepei (yHKIUHU B IeHax,
KOTOpPbIE PEryJIupyIOT KaTaOoJIM3M JIMIIONPOTEHIOB,
Oorateix Tpurnuuepugamu (Hanpumep, LPL, APOC2,
APOAS, LMFI1, GPIHBP1 u GPDI) [16]. CnenoBa-
tenbHo, JITTJI-onocpenoBanubiit nunonus TT' B xuso-
MUKpPOHaxX W ApYyruX Junonporenpax, oorarsix TT,
HapymaeTcs. M3-3a yacToro ()eHOTHIUYECKOro mepe-
KPBITHSI MOHOTEHHBIE M MOJTUTEHHBIE (POPMBI TSHKEIOH
TUNEPTPUTIINIEPUASMUN TpyaHo nuddeperupo-
BaTh, a IOAABIAIOLIEE OOJBIIMHCTBO HCCIECAOBaHUM
FEHETUYECKOM MPUPOJAbl T'HMIEPTPUTIIULEPUAEMUN
(OKYCHPYIOTCSI HCKJIIOYMTEIFHO HAa CEMEHHON XHIIO-
mukporemuu [20]. Ha cerogusmuuii AeHL HE SICHO,
CBA3aHBI JIU HEKOTOPBIE TE€HBI C CEMEWHON XHMIJIOMH-
KpOHEMHEH Halie, YeM C CHHAPOMOM MHOTO(aKTop-
HOW XMJIOMMKPOHEMUH, UMEIOTCA JIM PAa3IHUUs MEXAY
CEMEHHON XWJIOMUKPOHEMHMEW U CHUHJPOMOM MHOTIO-
(haKTOPHOI XUIOMUKPOHEMHH C TOYKH 3PEHUS OTBETA

Ha TPaJULMOHHBIE METOIBI JICUCHUS, HAMPABICHHBIC
Ha cHmkenne ypoBHs TI. Tak, 66170 TpoBeneHo cpaB-
HUTEJIBHOE UCCIIEIOBAHUE 32 TALIUEHTOB C TSKEJIOH TH-
MIEPTPUTITUIICPUICMHUEH [T BBISBICHUS MMaTOTEHHBIX
BApUAHTOB U CPABHCHUS CEMEHHON XUIIOMUKPOHEMUU
C CHUHAPOMOM MHOTO(PAKTOPHOH XHIOMUKPOHEMUH.
Cpenune ucxonnble 3HadeHus TI' cocrapmsanu 23,3 +
9,5 mMmone/n (B auanazone 11,5-50,6 mmons/m). Ilamn-
€HTaM, UMCIOIUM OuaJIIeNIbHbIC TATOTCHHBIC PEAKUC
BapuaHThI B KauauaaTHeix renax LPL, APOAS, LMF1,
GPIHBP1 u APOC2, nuarHocTUpoBajiu CEMEHHYIO
XUJIOMUKpOHeMHI0. Bce octanbHble HIEHTHHUITUPO-
BaHHBIE PEIKHE W HU3KOUACTOTHBIE T€TEPO3UTOTHHIC
BapUaHThl ObUIM OTHECEHBI K CHUHIPOMY MHOTO(AaK-
TopHOU Xxmiomukponemuun [21]. Hu y omHoro u3 ma-
UEHTOB He 0T maeHTUGuIHpoBan reHotun APOE
E2/E2, torma xak y 50 % Obutm renotunsl E3/E2
(n = 8) wm E4/E3 (n = §). IIpu 3TOM ramioTumsi
APOAS *1/*2, *2/*3 m *3/*3 Oplmn OOHApPYKCHBI
y 10 uenosek, a ramtotunsl APOAS *1/*3 u *2/*2 —
y 2 u 1 manmuenTa coorBeTcTBeHHO [21, 22]. B X01€ Te-
HETHYECKOro aHanmn3a qanubix 12 (37,5 %) nanueHTon
OBLIM OTHECEHBI K MalMeHTaM C CEMEWHOW XHJIOMHU-
kpoHemued, 19 (59,3 %) — k marmenTam ¢ CHHAPOMOM
MHOroakTopHoi xwmioMukponemuu u 1 (3,1 %) —
K TEHETHYECKH HEICTCPMUHUPOBAHHOMY BapUaH-
Ty. Cpenu OOJBHBIX C CEMEWHOM XMUJIOMUKPOHEMHU-
eit 83,3 % (n = 10) ObITM HOCHUTENSAMH OMAJIIETBHBIX
NaToreHHnIx BapuaHToB B rene LPL, Torga kak 8,3 %
(n = 1) B rene APOAS. OnuH nanueHT oKa3ascsi HOCH-
TeneM HoHceHe-MyTanuu APOC2 B roMO3UTOTHOM CO-
crostHuH (8,3 %; n = 1). Taxxe ObLTN UASHTUPHUITUPO-
BaHbl BapuaHThl B rede LPL: p.I109T, p.Pro217Fs u p.
D277Fs y rerepo3uroTHbIX HOCHTENEH, y BCEX OTMe-
4aJjcsi HopMaiabHbI ypoBeHb TI. BbLi BbISIBICH OAUH
MAaTOTCHHBIM BapHaHT B TOMO3UTOTHOM COCTOSHUU
B reHe LPL ¢.1019-2 A> T, HOCHTENh KOTOPOTO WMEI
TSDKETYO THTIEPTpUTIHIepueMuto. Cpenu cyObeKTOB
C CHHJIPOMOM MHOTO(AKTOPHOW XHIIOMHKPOHEMHUU
y 14 manueHToB ObLIM BBISBJICHBI PUYUHHBIC BapH-
anTel reHa APOAS, 13 KoTopsix 9 B reTepo3uroTHOM
COCTOSIHUH, 3 B TOMO3HTOTHOM COCTOSHHH P.(SI9W)
W 2 ManueHTa — B KOMIIAYH/I-T€TePO3UTOTHOM (OIUH
no APOAS/LMF1 u onun mo APOAS/LPL). ITpu atom
2 mainueHTa ObLIM T'€TePO3UTOTHBI 110 BApUAHTaM B I'e-
Hax LPL u LMF1 cootBeTcTBeHHO. bpuTo 00HApYKeE-
HO, YTO y JIUI] C CHHAPOMOM MHOTO(aKTOPHOH XUJIO-
MUKPOHEMHUH HAOIIFOIAETCs MTOBBIIIICHHOE HAKOTIIICHHE
PeIKUX M HU3KOYACTOTHBIX BAapHAHTOB B KaHIUIAT-
HBIX W HEKaHJWJATHBIX Te€HaX 10 CPaBHEHUIO C TAIlH-
EHTaMH ¢ ceMeitHoi XuaoMukporemueit (30 mpoTtus 8)
[21]. Ilpu otieHKe TakuX PaKTOPOB, KAaK BO3PACT, IEOFOT
TUTICPTPUTIIHIICPUICMIH B O0Jiee MO3JHEM BO3pacTe,
bonee Boicokue 3HaueHust XC-JIBII, a takke moctu-
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YKeHHe MUHUMalbHOTO ypoBHA TI' < 5,6 MMomb/1 TO-
BOPUT B I0JIb3Y MHOTO(AaKTOPHOH XHJIIOMUKPOHEMHUH.
W nao6opot, anamue3 OI1, konnuecTBo 3nu3om08 OI1,
MIEPEeHECEHHBIX B TEYCHHME KU3HU, OOJiee BBICOKHE
ypoBun TI" Ha (hoHe neueHns ¥ MUHUMAIBHBIA ypo-
BeHb TI" > 5,6 MMOJB/T SIBISIUCH MPEAUKTOPAMH Te-
HOTHIIAa CEMEHHOM XMJIOMUKPOHEMUH. DTH KPUTEPUH,
BEpOSITHO, 11€JIeCO00Pa3HO YUUTHIBATh MPU pEIIeHUU
BOIIPOCA O F€HETUYECKOM TECTUPOBAHUU JIMILL C TSKE-
JIOU runeprpurnuuepuaemueit [23].

BTOPUYHDbIE NMPU4YNHDI

l'uneprpurnunepuaeMus 4acTo acCOLUHPOBaHA
C IpyruMH 3a00JI€BaHUSIMU U COCTOSIHUSIMH, HE3aBU-
CHMO MOBBIIIAIOIMMU KoHUeHTpauuto TI' B mia3sme,
takumu kak C/] 2 Tuna, oxxupeHue, 310ynoTpedacHme
aJIKOT0JIeM, TUIIOTUPE03, OEPEMEHHOCTh, TernaTocTea-
TO3, MIOYEYHAasl HEOCTaTOYHOCTb, YHOTpeOIeHueM Jie-
KapCTBEHHBIX U HapKOTHUYECKHX Mpenaparos [24-26].
3HavyeHUs1 MHAEKCa MAcChl Tena OOBSICHSIOT 12 % Beex
n3MeHeHul ypoBHs T1' y sirosieil B nonyJisiiuu B LEJI0M
[27]. OmHako w BTOpWUYHAS] THIEPTPHUTIUALICPUIESMUS
TAaK)K€ MOXET MMETh I€HETHUYECKYI0 MpeapacHolio-
KEHHOCTb. Tak, INIa, y KOTOPBIX pa3BUBAETCS TUCITH-
MUJIEMUsS, MOTYT ObITh HOCUTEJISIMU HAcCJeICTBEHHBIX
nehekToB, OOYCITaBIWMBAIONINX BOCIIPUHUMYUBOCTD,
KOTOpasi CTAHOBUTCSI KIIMHMYECKU BBIPAKCHHOM IIpH
HaJIMYUU BHEIIHETO WM BTOPUYHOTO TpUrrepa [25].

ONATHOCTUKA

Ha nonynsiumonHoM ypoBHe 3HaueHus: TI' B mas-
M€ BapbUpPYIOT B IIUPOKOM JIHAMa30HE, B CBSA3HU C YEM
COIIaCHO KOHCEHCYC JIOKYMEHTY MpHU3HAeTCs Helene-
C000pa3HbIM MCIOJIH30BAHNE KIACCHYECKUX MPOICHT-
HBIX MOPOTOB (5-1, 95-1 MPOLEHTHIIL) IS OTPEeIeIe-
HUS «HOPMAJIbHOTO» U «IOBBILIEHHOT0» YpOBHEH [67].
[lo-npesxHeMy AMCKYTaOEIbHBIM OCTAaeTCS BONPOC
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MPHOPUTETHOCTH OIEHKHU JIUIHUIHOTO TPOQUIIST HATO-
IIaK M MOCJE €fbl, YTO B MEPBYIO O4Yepe/b aKTyaabHO
JUISL TUATHOCTHKHU TUnepTpuruiepuaemMud. Omyomu-
KOBaHHBIC JaHHBIC [28, 29] CBHIETEILCTBYIOT O TOM,
YTO TPH OIEHKE JIUITHTHOTO MPOQHIIS HATOIIAK B CPaB-
HEHHUH C OIIEHKOM mocThpaHauanbHO yepe3 3—4 yaca,
BapuabenbHOCTh 3HaYeHui TI' cocTaBinsieT B cpenHeM
0,3 mmomw/n [30, 31]. Takum o6pa3om, caada aHATH30B
HATOIIaK MMOTEHITHAIEHO MOYKET MaCKHPOBATh HATHIHE
TUTNIEPTPUTTUIICPUICMUH, a 3HAYHUT, U PE3UAyaIbHBIH
cepaeuHO-cocyTucThIil puck. C Apyroil CTOPOHBI, py-
THUHHAs OLIEHKA JIMITAIHOTO NpOoHIId HE HATOIIAK TaK-
K€ BBI3BIBAET PsII BOIIPOCOB, CBS3aHHBIX C aHAJIM30M
JUHAMHKY TTOKa3aTelel JTUIMHI0TPaMMbl U dPPEKTHB-
HOCTH BBIOPAHHOM TEPArIeBTUYCCKON TAKTUKH B CITy4ae
HEOOXOAUMOCTH €€ MHHUIINAIIAH.

OTnenpHOTO BHUMAHHS 3aCIy’KHBAeT OOIICIIPH-
3HaHHAS W UCIONb3yeMash Ha CETOMHSAIIHUNA JCHb
Kiaccupukanus auciunuaeMuii mo Dpeapuxceny,
OCHOBaHHAsi Ha JJIEKTPO(OPETUUECKOM paseliCHUH
pa3iuuHbIX (pakiuui JIUIONpoTeu0B. [IsaTh U3 mie-
cti (QEHOTHIIOB (32 HCKIIOUeHWEM Tuma 2A), OIH-
CaHHBIX B JTOH KIACCHU(UKAIIUH, BKIOUAIOT B ceOs
runeprpurnunepugemuto [32, 33]. Haeonoruuecku
B OTOW Kiaccu(pUKalMK 3aJI0)KeHa TUIOTE3a O TOM,
YTO pa3NHUUs MEXIy (EHOTHUIIAMHU, aCCOIMMPOBAH-
HBIMH C THUIEPTPUTITHIEPUIEMHUEH, 00yCIOBICHBI
pa3HOM T'€HETUYECKON MpenucCro3ulIei, ONHAKO He-
JTaBHUE MCCIIEIOBaHUS HE TIOATBEPKIAIOT 3TH JJAHHBIE
[16, 32, 33], neMOHCTPUPYSI CXOKECTh dTUX (HEHOTHUIIOB
Ha TEHETHYECKOM YPOBHE C 3a4acTyl0 HIACHTHYHBIM
HAKOIUICHHEM KaK OOIIWX, TaK W PEIKUX I'eHeTH4Ye-
ckuXx BapuaHToB [34].Takum 00pa3oM, COrIIacHO HaKO-
MJICHHBIM JIAHHBIM, CETOJHSI B JAHHYIO KjaccU(pHKa-
[IUI0 HE YKJIAJBIBAIOTCS TOTHOCTHIO HA KIIMHUYECKHE,
HU TEHETHYECKHE AacCTeKThl Pa3TUYHBIX (DEHOTHIIOB
TUTIEPTPUTITHIICPUICMHH.

B 2021 romy EBporeiickum 0OOLIECTBOM MO H3Y-
YEHMIO aTepoCKJiepo3a COBMECTHO ¢ EBpomneiickum

Ta6nuua 1. Kateropuu Tl cornacHo ypoBHIO B N1asMe KpoBU

Table 1. TG categories according to blood plasma levels

KaTteropusa

YpoBseHb TI" MMonb/n (Mr/gn)

OnTrManbHbIN

< 1,2 (< 100)

MorpaHnyHbIN

1,2-1,7 (100-150)

YMepeHHoe noBblilleHNe

1,7-5,7 (150-500)

3Haunmoe

5,7-10,0 (500-880)

Taxenoe

>10 (> 880)

198

toma | N3 | 2024



KAPOWNONOIrnA | CARDIOLOGY . II

OOIIeCTBOM  KapAHOJOTOB OMyOJWKOBAaH KOHCEH-
CYC-IOKYMEHT MO JUATrHOCTUKE U JICUCHUIO TUIEPTPU-
TIIAIEPUASMHUH, B KOTOPOM IIPEACTABICHBI KATETOPUU
TUTICPTPUTIIUIICPUACMIN  COTJIACHO JITA0OPATOPHBIM
3HaueHnsM TI' B urazme kposu (Tadm. 1). [loBermrenne
koHIeHTpanuu TI" > 1,7 MMOINB/ paclieHUBaeTCs Kak
runeprpurninepuaemus, oonee 10 MMOIb/T — Kak
TspKenast popma [24].

Poccuiickue xJIMHUYECKHE PEKOMEHJAllMu 10 Ha-
pymeHusM aunugHoro oOmena 2023 roma Takxke
npeajiaraloT B KauyecTBE IEJIEBOI0 paccMaTpuBaTh
ypoBerb TI' < 1,7 MMOJB/T, MEeIMKaMEHTO3HAas KOp-
peKIusl AOKHA OBITH pPAacCMOTpPEHa IIPHU YPOBHE
TI > 2,3 mmoms/n [6].

NoaxXoAbl K KOPPEKLUN
rMNEPTPUMMULEPUOEMUN

[lepBpIMU mIaramMu B KOPPEKITUH THIIEPTPUTITHIICPH-
JIEMHH, PEKOMEHTYEMbIMHU KITFOYEBBIMU U OTCUECTBEH-
HBIMHU PYKOBOJICTBaMH, SIBISCTCS MOAUpUKaIMs oOpa3a
JKU3HHU, YTO BKJIIOYAET B CCOSI CHUKCHUE M30BITOYHOM
Macchl Teja, YMEHBIIEHHE MOTPEOICHNs aKOTOJA,
YBEIIMYCHHUE PETYISIpHON (pU3MUeckold aKTUBHOCTH
(puznueckue ynpakHeHns MUHUMYM 30 MHH. KasKabIi
neHb) [6]. Jluernyeckue pPEKOMEHIALUU BKIIOYAIOT
OTKa3 OT MPOJYKTOB C BBICOKHUM COfep)kaHueMm padu-
HUPOBAaHHBIX YIJIEBOJIOB, BKJIIOUEHHE B PAIFIOH MOpe-
MIPOAYKTOB, 0COOEHHO PBIOBI, YBEIIHMYCHHE KOJINIESCTBA
MPOAYKTOB, OOTaThIX KJIETYaTKOW ((PpPYKTHI, OBOIIH
U [eNIbHO3EPHOBBIE ), W30eraHne 4pe3mMepHoOro ynorpe-
ONeHMsI aKOTOJNS, @ TaK)Ke 3aMeHa JKHBOTHBIX KHUPOB
(MSICHBIX) TTOJMHEHACHIIIEHHBIMU XHpPaMu (B OCHOB-
HOM U3 PaCTUTEIILHBIX Macel B OpexoB) [35].

bazoBast MmequKaMeHTO3Has Tepanust 1Sl KOpPEeKIUN
THMEPTPUITALIEPUAEMHUH  TTOAPAa3yMeBaeT HCIOIb30Ba-
HHUE TaKUX TPYMII MIPETapaToB, KaK CTATUHBI, (HeHOPH-
Opar 1 omera-3 TOJIMHEHACHIIICHHBIE KUPHBIE KACIIOTHI,
MPOTOKOJIBI MX MPUMEHEHUS JETalIbHES MPEICTaBICHBI
B EBponeiickux pexomennammsix ESC/EAS 2019 rona
1 PoccuiCKUX KIMHUYECKUX PEKOMEHJIAUAX 110 Hapy-
MICHUIO JTUTHIHOTO 0OMeHa oT 2023 roma [6].

Ha ceromusmmamMii JIeHb ST HOBBIX NPENApaToB,
TapreTHO BO3JEHCTBYIOIIMX HA YpoBeHb 11, mpoxoaut
BTOPYIO U TPeThiO (pa3y KIMHUYESCKHX HCCIICIOBAHUMH,
HEKOTOpbIE M3 HUX MOTYT CTaTb HOBOM BE€XOW B BO3-
MOYKHOCTSIX KOPPEKITUH TSIKEIIOM, B TOM YUCIIC TeHETH-
YECKH IETEPMUHUPOBAHHOM, TUIECPTPUTITHIICPUICMUU:

—  HWurudurop CETP. Ilockonbky mepexon Xo-
nectepuna ot XC-JIBII k mumomnpoTensaM, 00TaThiM
TI, sBNsieTCS KIIOYEBBIM IIArOM B 00pa30BaHUM PEM-
HaHT, uHruouposanue CETP nomkHO cmoco6cTBOBaTH
YMEHBIIIEHUIO KoJu4ecTBa peMHaHT. MccrnenoBaHus
¢ OBamerpanubomM wnianm AHaneTpanuOoM TOKa3ain

3aMETHOE CHWIXCHHE COOTHomIeHus xonectepun/TT
B mozekyne XC-JIOHII, Bkimtouass peMHaHTBI. XOTS
JIieYeHNe AHAmeTpamuOoOM TPHUBEIO K HEOOIBIIOMY
cHkenuto CCP, 3a cuet cumxenus yposHs XC-JIHII,
Oonbmee cHmwkenue ypoHs XC-JIHIT mpu npueme
Opanerpanuba He MPHUBENO K OOJBIIEMY CHUIKCHHIO
pucka [36, 37].

—  Munomepcen u Jlomuranua. Marubuposanue
cexkpeuun jgunonporennoB anoB-100 u anoB-48 mo-
KEeT OBITh ONTHUMAJIBHBIM TOJXOJOM ISl CHHUYKCHHUS
YPOBHSI BCEX aTE€pOTEHHBIX JHUIOMPOTENAOB. Takue
npenaparsl, Kak MumomepceH (HHTHOUTOP aHTHCMBIC-
noBoro onuronykieoruna (ACO) tpaHcnsuu anoB)
u Jlomuranua (MHTUOMTOP MHUKPOCOMAIIBHOTO Oel-
ka-TpaHcrioprepa TI), GiokupyroT 1ub0 cuntes amnoB,
00 BKIIFOUEHHUE JIUIIHJIOB BO BpeMs COOPKH XHIIO-
MUKpOHOB U XC-JIOHII B kullleUHUKE W TIEYEHHU CO-
OTBETCTBEHHO. ECTh NaHHBIE O BIMSHUU IPENapaToB
Ha HakoruleHue TI' B ne4eHu U BO3MOXKHOM PAa3BUTUU
HEaJKOTOJIbHOW KUPOBON OOJIE3HNU IMEYEHHU, YTO Orpa-
HUYHUBaET UxX npuMmeHerue [38—40].

—  IIpenapartsl, Baustomue Ha AnoC-1II. AnoC-
III mpencraBnsieT coO0O TIMKOMPOTEHH, COCTOSLIMH
u3 79 amuHOKHCHOT, Koaupyemblii renom AnoC-III.
CunTe3upyeTcsl MPEUMYIIECTBEHHO B TIEUYCHH U B
MeHbIIeH cteneHu B sHTeporuTax. AnoC-III ceszan
¢ anoB-cozepxalluMM JIMIIONPOTEMHAMU Kak MpHU
9K30T€HHOM (XMJIOMUKPOHBI), TaK U 3HJ0reHHoM (XC-
JIOHII) BapuanTax, a Taxxe ¢ XC-JIBII [41, 42]. Me-
xaHm3M neticteus anmoC-111 BkirogaeT ero mHTHOUPY-
romee nericrsue Ha JIIIJI 1 akTUBHOCTH II€YEHOYHOM
numnassel [43]. Pe3ynbraThl uccne0BaHU MOATBEPK Aa-
10T TunoTe3y o ToM, 4to anoC-IIl Takxe uHruOUpyer
JIT1JI-He3aBUCUMBII IyTh KIUPEHCA JIMIIONPOTEUIOB,
ooraterx TI. Takum oOpaszom, mHTHOMpOBaHHE armoC-
IIT mpexncraBisier coOOW TMpPHUBJIEKATENBHBIN CIIOCO0
cHUXKeHMs ypoBHs TI' M jeueHus XUIOMUKPOHEMMH.
KuroueBbiM uHTHONTOpOM anoC-I1I, o6cyxmaaeMbim
ceromus, sBisieTcss Bomanecopcern, ACO BTOpoOro mo-
konenus npotus MPHK anoC-III [44, 45]. ITunotHoe
UCCIIEZIOBAHNE C BKJIIOYEHHEM TpeX IMaIMEHTOB C Ce-
MEWHOM XUIIOMUKpPOHEMHUEN Ha Tepanuu Bomanecop-
ceHoM, ¢ monHbIM nepunutom JIIIJI mpum HynmeBbIx
OMaJUIeIbHBIX BapuaHTax, [10Ka3aj0 CHUKEHUE yPOB-
Helt anoC-III B mina3zme Ha 71-90 %, yTo mpuBOAMIO
K cHMmxkeHuto ypoBHel TI' Ha 56—86 %. IlonmyuenHsle
JTAaHHBIE TOATBEP)KJAIOT TUIIOTE3Y O TOM, YTO WHTH-
oupoBanue amoC-III mefictByet wepe3 JII1JI-ne3aBu-
CUMBIH MyTh KIMPEHCA JUIONPOTEen10B, Oorathix TI'
[45]. DToT BBIBOJ OBLIT TMO3KE MOATBEPKICH B Tpe-
Thell ¢aze knmmHuuyeckux ucnbitaHnuii (APPROACH)
C y4acTHeM 66 MalueHTOB C CEMEIHON XMIIOMUKPO-
HeMUEH, B KOTOpoM BojaHecopceH CHUXajl ypOBEHb
TI' B muia3me B cpeaHeM Ha 77 % — HUXKeE MOPOTOBBIX
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10 MMOJIB/T, CYMTAIOMIMXCS 3HAYMMBIMH TIPHA OICHKE
PHUCKOB Pa3BUTHUs OCTporo maHkpearuta [46]. Oxna-
Ko Tepamnus BomanecopceHOM coNpoBOXkanach MO-
O00YHBIMH dPPEeKTaMH, TAKUMH KaK pEaklud B Me-
CTe MHBEKIINH W TPOMOOIIUTOIICHHS, B CBSI3U C YEM
B JlaNipHEeHIeM padoTa OblIa MPOJOIKEHA C BepCcHen
N-anerunranakro3amuH (GalNAc)-ASO, Ha3bpIBaeMOit
Onezapcen — GalNAc-ASO TpeTbero TOKOJCHHUS,
KOTOPBIA B HACTOSAIIEE BPEMsI IIPOXOJUT TPETHIO (hasy
KJIMHAYECKUX UCIIBITAHUH JIJIs JICUCHUS] CEMEUHON XH-
JIOMUKPOHEMUHU U CMELIaHHON qucnununemun. Kpome
TOro, MpoJoJIKatoTesl pazpadborku psaa MuPHK mpo-
tiB MPHK anoC-I11, Haubomnee akTyalbHBIM SBISCTCS
areHT ARO-anoC-III [47].

—  Huarubutopsr ANGPTL3 u momynsTopsl
ANGPTLS8. ANGPTL3 npencrasnsier coboii 0enok,
konupyembiii renom ANGPTL3 u BeipabaThiBaeMblid
npenmymiectBeHHO nedenbo. ANGPTL3 [48] saBna-
€TCs MOIITHBIM HHTHOUTOPOM IUpKyIupytomux JITTJI
U SHAOTEINANIBHON JINMa3bl Ha MOBepXHOCTH (ocdo-
nununoB XC-JIBII, Tem cambIM MOBBIIIAST yPOBEHD
TT' B mmazme, XC-JIHIT u XC-JIBII. UccrnenoBanus,
MIPOBECHHBIE C DBUHAKYyMaOOM, MOHOKJIOHAJHHBIM
antutenoMm ANGPTL3, y manueHTOB ¢ rOMO3UIOT-
HOW ceMelHOW rumnepxonecTepuHeMued U HeOOIb-
IIUM KOJIMYECTBOM MJIM OTCYTCTBHEM pPELENTOpPOB
Kk XC-JIHII, mo3BONSIOT MPEATIONOKUTE, 9TO 3D (DHEKT
narubupoBanuss ANGPTL3 na yposenp XC-JIHII
sBisiercs XC-JIHII-ne3aBucumbim [49, 50]. Uuru-
oupoBanue ANGPTL3 cnocobcTByeT omnocpenoBaH-
vomy JITIJI mpoueccunry XC-JIOHIT u ObicTpomy
KJIUPEHCY peMHaHT mepen oOpazoBanmem XC-JIHII
MMOCPENICTBOM MEXaHH3Ma, 3aBUCUMOTO OT JHJOTE-
JINAJIBHOM JIUIIa3bl, YTO OOBICHSACT CHIIBHBIN 3PPEKT
o cHuxkeHuto ypoBHs XC-JIHII, naGironaemslii mpu
CI'XC [51-53]. Takum ob6pa3om, ANGPTL3 sBusercs
KJIUHAYECKH TOJIE3HBIM WHCTPYMEHTOM ISl yIpaB-
JIEHUs Junonporenaamu, dorateivu T, mpu ycio-
BMH, UTO COXpaHEHa Hekoropas akTuBHOCTH JITIJIL
Ecnu axktusHOCTh JITIJI OTCYTCTBYET MM CIMIIKOM
HU3Ka, HApUMEP, MPU YCTOMYMBOU XHUJIOMHUKPOHE-
MHH C HYJIEBBIMU OHAJJIEIbHBIMU BapuaHTaMu (TI0JI-
ubiit nedunut JIIJT), muarudburopsr ANGPTL3 moryt
oKazaThCs Hed(pPeKTUBHBIMU. B HacTosimee Bpems
MPOBOJUTCS HECKOIBKO KIMHMYECKHUX HCCIEI0Ba-
HUH ¢ mpuMeHeHueM HHTuomTopoB ANGPTL3 mpu
TUNCPTPUIIIULEPUIEMUH, BKIIOYAIOIIECH pa3iuyHbIe
(heHOTHUIIBI XUIIOMUKPOHEMHUH.

—  ATCHTHI, BIUSIONINE HA 00pa30BaHHUE XHJIO-
MHKPOHOB B dHTeporuTax. Ih(eKkTuBHOCTh U 0€30-
MACHOCTh areHTOB, BIUSIOIMIMX Ha 3K30T€HHBIN MyTh
JUNONPOTEUIOB U COOPKY XMJIOMUKPOHOB Ha YPOBHE
SHTEPOLMTOB, OICHUBAJIUCh B TEUEHHE IOCIEIHHUX
HECKOJIbKMX JIET Y MAlUeHTOB C YCTOMYMBOW XMJIO-
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MHKpOHeMuel. B wacTHocTH, uWccienoBaHus ObLIN
MPOBEJCHBI C WCIONH30BAaHUEM HMHTHOUTOPOB MH-
KPOCOMAIJIBHOTO OeNKa-IepeHOCYNKa TPUTITHIIEPUIIOB
(MTP) u muanunrnunepuna (DAG) anuntpascdepa-
3b1-1 (DGATI1). MTP cnocoGcTByeT cOopke XHIOMU-
kpoHoB u yactuiy XC-JIOHII. DTo kiaro4eBoi phakTop,
yyacTBYIOIIMA B mnepeHoce T U Apyrux JMNHUAO0B
K XMJIOMUKPOHHOM 1enu anoB-48 B sHTepoluUTax U K
anoB-100 B renarorurax [54]. Jlomuranug — uHruom-
top MTP, xotopsiii Ob11 0100peH B 2012 roxy B psiae
ctpaH s nedenns romosurotHo CI'XC [55]. Tak-
K€ B JIUTEpaType OMMUCaH ciyyail jedeHus Jlomura-
MUIOM MalMEHTa C YCTOMYMBON XUIOMHUKpPOHEMHUEH
u3-3a noaHoro aedunurta JITIJI u penuauBupyromero
OIl B anamHe3e B TeueHue 13 jeT, rae HaOJromajcs
MTOJIOKUTETBHBIN dPHEKT 1Mo CHUKEHUIO YpoBHS TT°
u nipepoTBpaieHuto peruauBoB Oll, onHako Ha dore
T€panuu OTMEYAJINCH SBJIEHUS TE€NaTOTOKCHUYHOCTH
npenapata. B KU, npoBeneHHOM y ManueHToB ¢ MoJ-
HbIM jaedunurom JIITJI ¢ ucnonb30BaHUEM HHIUOH-
topa DGAT1 — Ilpaguracrara, ypoau TI Haromak
cHmxkanuch Ha 41 % (mo3a 20 mr) u 70 % (mo3a 40 mr)
3a 21 nens neuyenus [56]. CHuxenue ypoBHs TI' Ha-
TOIIAK TOYTH TOJHOCTHIO OOBSICHSIIOCH CHUKEHUEM
cofiepKaHus XUJIOMUKpPOHOB. OnHako yewenue Ilpa-
JIMTacTaToOM OBLIO CBS3aHO C HEXXEJATEIbHBIMU SIBJIE-
HUSMHU CO CTOPOHBI JKEIyJOYHO-KUIIEYHOI'O TPaKTa,
B CBSI3U C YeM pa3paboTKa JaHHOTO Mpernapara Oblia
MIPHUOCTAHOBJICHA HECKOJIBKO JIET Ha3axd [56].

—  T'ennas tepanmusa. Cpeaw HOBBIX METO/OB J€-
YEHUS TSIKEION THUTIEPTPUTIIHIICPUICMHIH PaccMaTpH-
BAIOTCsI TAK)KE€ TEHHO-3aMECTUTENbHAS Tepanus U TeX-
HOJIOTHU pEJaKTHpOBaHUsA reHoMa. ['eHHas Tepamus
JITIJI Ha oCHOBE aJIeHOACCOLUMPOBAHHOIO BUPYCHOI'O
BekTopa (AAV) — Glybera (AAV1-LPLS447X), Obuta
pa3paloTaHa JUIsl JIEUeHUsI CEMEHHOM XMIOMUKpOHE-
MHUH TpPU JByaJUJICTBHBIX HYJEBBIX BapHaHTaX TIeHa
JITIJL. Ero pa3paboTka Oblia OCHOBaHa Ha MPEIONO0-
JKEHUH O TOM, YTO ITyTeM JT00aBICHNS SITUCOMAaIbHBIX
Kol QyHKIMoHaNbHEIX TeHoB JIIIJI B Mblmeunbe
KJIETKH, JINIIeHHbIe akTuBHOTO (pepmenTta JITTJI, mox-
HO YJIYYIIMTHh WJIH BOCCTAaHOBHUTH METaOOIMYECKYIO
dynkauro [57-59]. Oddexr Glybera mo cHMKEHHIO
ypoBHs TI" ObIT BRIpaKEHHBIM, HO BpEMEHHBIM (TTpH-
OJIM3HUTENBHO 3 MecsIa), TOTa KaK BIMSHUE Ha KUHE-
TUKY XHJIOMHUKPOHOB OBIJIO TIOCTOSIHHBIM (> 1 ropna)
[60]. [lepron HabOMrOACHKS cOCcTaBU 15 JeT, B paMKax
KOTOpPOTO OBIT TIPOJAEMOHCTPHUPOBAH yJIOBIETBOPH-
TeNBHBIN pouIs Oe30omacHoCTH [61], oqHAKO pa3pa-
ootkymnpenapara Glybera mpekpaTHIH HECKOIBKO JIET
Ha3aJ U3-3a BeICOKOH ctonmocTu. Kpome Toro, ceroa-
HS aKTUBHO 00CYKJAI0TCS BO3MOYKHOCTH TEXHOJOTHUH
peIaKTUPOBaHUS reHoMa, cpeau KoTopbix — CRISPR-
Cas, nanenennsie Ha ANGPTL3 [62].
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A®EPE3 JINMOMPOTENAOB
KAK METOA JIEYHEHUA TAXXEJION
rMMNEPTPUMMTMUEPUAEMNN

CymiecTBYIOT 1Ba OCHOBHBIX THIIA YCTPOWCTB IS
adepesa: 1) nenrpudyrupoanne u 2) meMOpaHHOE
pasnenenue. LleHTpoOexkHBIN adepes (MI1a3MOO0OMEH)
pacKkpydMBaeT KpOBb B KaMepe M C IMOMOIIBIO IIEH-
TPOOEKHBIX CHJI OTAETSAET OoJiee TSIKENbIE HIIEMEH-
THI OT OoJiee JIETKHUX, B Pe3yJbTaTe Yero MPOUCXOIUT
pasieneHue SPUTPOLUTOB BHU3Y, IJIa3Mbl BBEPXY
U JIEUKOIIMTOB MocepenauHe. HeceneKTUBHOCTh 1EH-
TPOOEKHBIX YCTPONUCTB MPUBOJUT K TOMY, YTO TIa3-
Ma OTOPACHIBACTCS M 3aMEHSETCS JOHOPCKOU TIIIa3MOU
WM OenKamu, cofepKaluMu GU3NOIOTHIECKUH pac-
TBOD, TAKMMH Kak anbOymuH. [1nazmadepes npearno-
jaraeT yJaajeHue IUia3Mbl 0e3 3aMEHBI 3aMelaroeit
JKUJIKOCTBIO. ANBTEpHATUBHO, MEMOpaHHBINA adepes,
KOTOpBIA OBIT pa3paboTtan B 1978 roay, MCHONB3Y-
€T TMOJyCEJICKTHBHbIE (OCHOBAHHBIC HCKIIOUUTEIb-
HO Ha pa3Mepe OENKOB IUIa3Mbl) MJIM CEJICKTHBHBIC
(cnenuduueckoe ynajgeHUEe OCJIKOB IJIa3Mbl) METO-
bl pa3feNieHus MIa3MaTHIYeCKuX KJIETOK, TaKhe Kak
(unpTpanus, aacopOLns UKW OCAXKJCHHE B TIOBTOPS-
IOIMXCS HUKJaxX. JocTynHBl mecTh pa3iuyHbIX IMO0-
JyCENEeKTUBHBIX WMJIN CEJIEKTUBHBIX cucTeM adepesa
nurnonpoTenioB: 1) memOpanHas nuddepeHIaTb-
Has ¢unpTpanus (kackamHas (QUIBTpanus); 2) UM-
myHoazacopbuus (Plasmaselect, Terepos, ['epmanus);
3) renapuH-WHIYIHMPOBAHHAS JKCTPAKOPIOpaIbHAS
nperunuranus XC-JIHIT (HELP; «b. bpayn», Menb-
cyHreH, lepmanms); 4) amcopOnus IEKCTPAHCYIIb-
(ata XC-JIHIT (DSA; cucrema Liposorber LA-15;
«Kaneka», Ocaxa, Snonwus); 5) mpsmas amcopOius
munonpotenioB (DALI; Fresenius, Cankr-Bennens,
I'epmanns); 6) remonepdysus DSA (Liposorber D;
Kaneka). [lepBbie yeTsIpe MeTO/Ia TPEOYIOT OTIEIICHUS

MJa3Mbl OT SPUTPOLMTOB, TOrAA Kak cucteMsl DALI
u Liposorber D ynansitor IumnonpoTenisl U3 meIbHON
kpoBu (remoniepdysusi) [63]. B cpenqnem Gonee 60 %
JUIONPOTENI0B, COACPIKAIIMX anoB, ynanstorcs mno-
cie onHoH mpouenypsl. B wactnoctu, adepes ycnem-
HO MPUMEHSETCS sl CHH)KCHHS YPOBHSI XHIIOMUKPO-
HOB U JIPYTHX JIMIONpPOTEen 0B, Oorateix TI' [64, 65].
HccnenoBanue, cpaBHUBAIOIIEE MPSIMYIO aAcOpOLHIO
munoripotenioB (DALI) u miasmadepes ¢ aBOWHOM
¢unpTpanuneit (DFPP), mokazano, yto o6a meToza 3Ha-
JUTENBHO CHUXkaT ypoenb TI. Iporenypst adepe-
3a MPOTUBOINOKA3aHbl, €CJIH UCTIOJIb30BAHUE TelaprHa
MOXET BbI3BAaTh YPE3MEPHOE MJIM HEKOHTPOJIUPYEMOE
KPOBOTCUCHHE, €CIM aJCKBAaTHAs AHTUKOATYJSLHS
HE MOKET OBbITH Oe30macHo gocTuruyTa. O0bem mas-
MBI ¥ KPOBH, KOTOPbIE MOKHO 00pabaThiBaTh € MOMO-
B0 CHCTEM MEMOPaHHON (PUITBTPAITHH, UMMYHOAJICO-
pounn, DSA u DALI, He orpannuen, Torna kak HELP
u3-3a ocajJka Ha (UIBTPE OrPaHUYCHHOW EMKOCTH
MoxeT oOpabateiBath He Oonee 3000 mu. Haubonee
YacThIM HEXeNaTeNbHBIM d(PPEKTOM SIBIISIETCS THIIO-
teH3us (< 2 %). YacToTa Bcex IpyTrux HeXKeIaTeIbHbBIX
SIBJICHUH, BKJIIOYasi IPUJIUBBL, O0JIb B IPyId, aHEMUIO,
JUCKOM(OPT B )KUBOTE, TEMOJIU3 U apPUTMHUIO, COCTaB-
nsiet MeHee 1 %. HeuacTas, HO cepbe3Hast aHaduIak-
THUYECKasl peaklus MOXKET BOSHUKHYTb Y IallUEHTOB,
KOTOPbIM Ha3HA4yaroT MHIMOMTOPHI aHTMOTEH3UHIIpE-
Bpalaromero epMeHTa, KOTOphIe MOy YatoT JICUCHUE
¢ nomotbio DSA, DALI nnu nMMyH0a1IcOpOIIMOHHBIX
cucteM. UMMyHOaICcOpOIIMOHHASI CHCTEMA MOYKET BBI-
3bIBaTh AyTOMMMYHHYIO PEaKLHUIO, COCTOSIIYIO W3
JUXOPaJKu M TUIOTOHWH, KOTOpas, Kak IOJarawor,
OIIOCPENIOBaHA BO BpPEeMs MPOLEAYPhl TeTepo(UIbHbI-
MU aHTUTEJaMH, BEIPa0aThIBACMBIMHU IPOTUB aHTUTEI
OBITEI. D((DEKTUBHOCTD PA3IUUHBIX BHIOB MPOIECIYP
B OTHOLICGHWH CHWXXEHHUS Pa3JIMYHBIX (ppakuuii nu-
NUIHOTO poduis mpeacTaBieHa B Tadbauue 2.

Ta6nuua 2. 3pPeKTUBHOCTb pa3sIM4HbIX BUA,0B NMpoueayp B OTHOLUEHUU CHUKEHUA
pa3nunyHbiX ppakuun nunupHoro npodpuns [66]

Table 2. The effectiveness of various types of procedures in reducing various fractions

of the lipid profile [66]

ﬁiﬁg:ﬂ:ﬂ WmmyHoapcop6uma | HELP DSA DALI
OX 43-57 % 49-68 % 42-54 % 48-68 % 49-61 %
XC-JHIM 42-62 % 54-82 % 55-61 % 49-85 % 53-76 %
Nn(a) 53-60 % 51-82 % 55-68 % 19-70 % 28-74 %
™ 37-57 % 34-49 % 20-61 % 26-64 % 29-40 %
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HecmoTpst Ha Ba)KHOCTh W aKTyaJIbHOCThH TPOBE-
JeHUs Tpoueayp adepesa y HalMEHTOB C TSDHKEIOH
TUINIEPTPUNIIMLEPUIEMUEH, B COBPEMEHHBIX KIMHHUYE-
CKUX PEKOMCHJIAUAX OTCYTCTBYIOT YETKHUC KPUTCPUHU
0oTOOpa MAIMEeHTOB Ha Tporenypy. Pazpadorka anro-
PUTMOB TIPEIUKIINHA PUCKOB Pa3BUTHS OCTPOrO MaHK-
peatuta u CC3 aTepocKIepOTHYECKOTO reHe3a Cpeau
MAIMEHTOB C Pa3JUYHOW T€HETUYECKON MpPeInucCIo3u-
IHeH TpU THUMEPTPUTIUNEPUIEMUN OyJeT IoJe3Ha
B KavyecTBe MHCTPYMEHTA W JJIsl MIPUHATHS PEIIeHUs
0 LeJIecO00pa3HOCTH MPOBEACHUS MpoLenyp adepesa,
0COOEHHO B 30HE MEPBUYHON MPOPUIAKTUKH.
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