T'M. Mypamanues, B.K. 36enyosa, 3.T. Padacanosa...

VIK 616.153.922-008.61-055.5/.7-07-08
DOI: 10.36979/1694-500X-2022-22-9-75-85

COBPEMEHHBIE IPUHIIUIIBI BEJEHUS MALIIMEHTOB
C CEMEWMHOW TMNEPXOJECTEPUHEMUEWN

T.M. Mypamanues, B.K. 36enyosa, 3.T. Paoxcanosa,
A.A. Oxynoea, I11.11. Awmypanues, C.FO. Myxmapenxo

Annomayus. CeMeliHas THIIEPXOIECTEPUHEMHS — 9TO TeHETUUECKOE 3a00IeBaHNe, KOTOPOE IPHBOAUT K CEPHE3HOMY IOBBIILICHHUIO
YPOBHS XOJIECTEPUHA JIMIONPOTEHHOB HU3KOH IUIOTHOCTH B CHIBOPOTKE KPOBH M BO3PACTAHHIO PHCKA PAaHHEIO Pa3sBHTHS aTepo-
CKJIEPOTHYECKUX CEPICYHO-COCYAUCTHIX 3aboneBanuii. JlaHHOe 3a00JeBaHME B OCHOBHOM BBI3BIBACTCS! MATOTCHHOM MyTaruei
B peLENITOPE JIHIONPOTCHHOB HU3KOH INIOTHOCTH HIIU CBS3aHHBIX ¢ HUM reHax. OxuH n3 250 genoBex mo0oi STHHIECKON MpHHa-
nexxnoctu crpanaet CI'X. CI'X koppeiaupyeT ¢ BBICOKUM PUCKOM aTePOCKIEPOTHYECKUX CEPACUHO-COCYNUCTHIX 3a0oneBanuii. [Tpu
OTCYTCTBHH CBOEBPEMEHHOTO JICUCHHS YBEIMYMBACTCS PUCK paHHeW mmemudeckoil 6omesnn cepaua (MBC) B 20 pas. Mudapkr
MHOKapza BozHuKaeT y 30 % xenmun ¢ HenedeHoi CI'X k Bospacty 60 net n'y 50 % Myxuun k 50 rogam. bes arpeccuBHoro
JICYCHUS, BKIIOYasl Pa3IMIHbIC TUIIOIUIUICMIYEeCKIE MIperaparsl U JpyrHe MeTOAbl Tepaluy, 3a00JIeBaHie IPUBOJUT K paHHE
cMepTHOCTHU. [T03TOMY BaXKHBIMU ABIISIOTCA paHHsA AHarHocTuka u pedenue CI'X, koropele cHmkaroT puck MBC na 80 %. B cra-
ThE M3JI0XKEHbI COBPEMEHHBIC IPHHIIUITE BEACHUS ITAIINCHTOB C CEMEHHON I'HIIepX0JIeCTepHHEMHCH.

Kniouesvle cnosa: cemeiinas THUIICPXOJICCTECPUHEMUS; HILIEMUYICCKast 6oJie3Hb cepala; XOJICCTCPUH; JIMIIONPOTEHUAbI HH3KOH TIOT-
HOCTH, JICUCHUC, TUMIOJIMIIUACMHUYCCKUC Tpenaparsl.

YHU-BYJIOJIYK )KOTI'OPKY XOJECTEPUH MEHEH OOPYTAH
BEUTAIITAPIbI JAPBIJIOOHYH 3AMAHBAII IPUHIUNITEPU

T.M. Mypamanues, B.K. 36enyosa, 3.T. Paoscanosa,
A.A. Oxynoesa, LLLII. Awtypanues, C.JO. Myxmapenko

Annomayus. YH-0yIeIyK rUIepxonecTepuHeMus — Oyl KaHIarbl THITBI3ABITE a3 JIUMOIPOTEHH XOIECTEPOIYHYH OIYTTYY JKOTo-
pyJaliblHA JKaHa aTePOCKIEPOTUKAIIBIK JKYPOK-KaH TaMbIp OOPYJIApPBIHBIH 3PTE OHYTYIIYHO ajbIll KeIYYdy I'€HETHKAJbIK 00pY.
byn oopy HeTH3UMHEH a3 THITBI3IBIKTATHI JIUIONPOTECHICPAUH PELENTOPIOPYHYH MaTOTCHINK MYTAI[HACHIHAH e ara OaiIaHbIII-
Tyy TeHJepJeH KeJuIl ubirat. Ap 6up yimyrtrarsl 250 agaMasiH OupH YH-OyJIesyK THIepXOIeCTepPHHEMHST MEHEH JKaObIpKaiT. Yii-
OyJeNyK TUIepXoleCTepUHEMUs aTePOCKIEPO3IYK XKYPOK-KaH TaMbIp OOPYIaphIHBIH JKOTOPKY KOPKYHYdy MEHEH OaillaHbIIITa.
blkgaM 1apbuI00 XKYPry3ysioece, ;KypoKTYH 3pTe HmeMusuisik oopycyHa (JKMO) qangpiryy xopkyHydy 20 3ce sxoropyrait. Muo-
KapabIH HHAPKTHI Yii-0yIeayk TunepxoaecTepuHeMuUs MeHEH 00pyI Aapbutanbaran 60 skamrarsl asngapasa 30%ma, 50 sxamira-
bl 9pKeKTepAnH 50%bIHA Ke3eeT. ArpecCHBIYY Japblioo, aHbIH MYMH/E ap KaHIal THIOIUIHAEMUSIIBIK Japbl-TapMEKTep Ka-
Ha Oarka Teparnust bIkMaaapbl 60100C0, 00py pTe eJIyMre abin KeseT. OMIOHIYKTaH, YiH-OYJIeIyK rUIepXonecTepUHEMUst JapThiH
9pTe aHBIKTOO JKaHa JapblIo0 MAaHMIYY, MyHYH ©3Y *KYPOKTYH HIIEMUSUIBIK 00PYCY MEHEH 00pyH Kaiyy Tobokenauru 80% ra
azaiiTar. Makanaga yif-Oyneayk runepxoiecTepuHeMUsl MEHEH 0OpyTaHAap bl JapbIIIOOHYH 3aMaHOal IPUHIUNTEPU OasHIaNar.

Tyiiynoyy cosoep. Y#-OynenyK THIIEpXONECTePHHEMUST; )KYPOKTYH HIIEMUSUIBIK OOPYCY; XOJIECTEpOJ; TOMOHKY THIIBI3IBIKTArbI
JIUIIONPOTEUHAED; AAPbLIO0; TUITOIMITHUIUMK Jlapbl-TapMEKTEp.
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MODERN MANAGEMENT PRINCIPLES OF PATIENTS
WITH FAMILIAL HYPERCHOLESTEROLEMIA

T.-M. Murataliev, V.K. Zventsova, Z.T. Radzhapova,
A.A. Okunova, Sh.P. Ashuraliev, S.Yu. Mukhtarenko

Abstract. Familial hypercholesterolemia is a genetic disease that leads to severe increased level of low-density lipoprotein
cholesterol and increased risk of early development of atherosclerotic cardiovascular disease. The disease is mainly caused by the
mutation of low-density lipoprotein receptor or other related genes. About one in 250 people of any ethnicity suffers from FH. FH
correlates with high risk of atherosclerotic cardiovascular disease. There is increased risk of early ischemic heart disease (IHD)
by 20 times in the absence of treatment. Myocardial infarction occurs in 30 % of women with untreated FH by age 60 years and
50 % of men by age 50 years. Without aggressive treatment, including various lipid-lowering drugs and other therapies that cause
premature mortality. Therefore, early diagnosis and treatment of FH is important, which reduces the risk of IHD by 80 %. This
article outlines the modern principles of managing patients with familial hypercholesterolemia.

Keywords: familial hypercholesterolemia; ischemic heart disease; cholesterol; low density lipoproteins; treatment; lipid-lowering

drugs.

BBenenue. Co BpeMeH myOIMKaluy MpeacTaB-
JICHHOTO HaMH 0030pa COBPEMCHHBIX MPUHIIUTIOB
JIUATHOCTUKHM M JICYCHHUS OOJBHBIX CEMEWHOW TH-
nepxonecrepuaemueii mponuto 5 net [1]. K macros-
meMy BpeMeHH omyOnukoBaHbl Poccuiickue Kiu-
HUYECKHE PEKOMEHJALMKU [0 CEMEWHOW THIEepXO-
necTepuHeMud [2], KIMHUYECKHE PEKOMEHAAluU
EBpomneiickoro oOmiecTBa KapIuojoroB M oOIIe-
CTBa IO aTepPOCKIIEPO3y N0 TUATHOCTHKE U JICYCHUIO
nucnunuaemuid, 2019: xoppekius HapyIIeHHd JTh-
MUJHOTO OOMEHa JJsi CHIDKEHHS CeplIeuHO-COCY-
nucToro pucka [3] u pekomenganuu EBpomeiickoro
olmiecTBa KapIuOJOrOB MO KapIHOBACKYISPHOU
MPO(GHITAKTHKE B KIIMHUYECKOH MTPAKTUKE [4].

Cemeiinas runepxonecrepunemust (CI'X) sB-
JSeTCS OMHUM M3 Hambojee YacThIX W, CIeIOBa-
TEIbHO, BAXKHBIX HACJIEJICTBEHHBIX 3a00eBaHUI
B KJIMHWYECKON Kapauoioruu. JlaHHoe 3aboseBa-
HUE B OCHOBHOM BBI3BIBA€TCS OJHOM MATOT€HHOU
MyTalel B PEUENTOpPE JIUMOMPOTEHHOB HU3KOU
wioTHocTH (JITTHIT) mnu cBsi3aHHBIX ¢ HUM TeHAaX.
Kpome toro, CI'X koppenupyer ¢ BEICOKIM PHUCKOM
aTepPOCKIIEPOTHUYECKUX CEPICUHO-COCYUCTHIX 3a-
oonepanuit (ACC3). OnuH u3 250 yenoBek 000
3THUYECKOH MpUHaIexHoCTH cTpagaeT CI'X. Jlan-
HOe 3a00JIeBaHUE SBIIETCS HaMOoee pacmpocTpa-
HEHHBIM T€HETUYECKUM 3a00JIeBaHHEM, MPH STOM,
€ClIi HEe TPOBOAUTH CBOECBPEMCHHOTO JICUCHUS, TO
YBEJIIMYMBACTCS PUCK paHHEH HIIeMUYecKon 0omes-
Hu cepana (MBC) B 20 pa3. daktnueckn HHOAPKT
muokapaa (M) BozuukaeT y 30 % >keHIIMH C He-
neuenoit CI'X k Bozpacty 60 ner u'y 50 % my»xuuH
k 50 romam [5]. be3 arpeccuBHOTO JieueHUs, BKITIO-
qasi pa3IYHbIC THITOIHITHACMIUCCKUE Mpenaparsl

U JPYTHe METObI Teparuu 3a00JICBAHUE TPUBOIUT
K paHHEW cMmepTHOCTU. [IpuMeuarenbHO, 4TO paH-
Hsisl uarHoctuka u yedeHne CI'X CHHKAIOT puck
NBC na 80 %. Kpome Toro, mo-npexxuemy BBI3bI-
BaeT OecrnokoiicTBO TOT (hakt, yro CI'X nuarHocTu-
pyercs mumib y 10 % OONBHBIX U B OONBIIMHCTBE
CJIy4aeB OHH JIEYaTCsl HEJOCTATO4HO [5].

Kpome ToTO, MHTEHCHBHOE CHIDKCHHE YPOBHS
xonectepuHa (XC) ITUNONPOTEHI0B HU3KOH IIOT-
Hoctu (JIITHIT) y mun CI'X 3amemisier pa3BuUTHE
npexaeBpemennbix ACC3 [6], mporpeccuposa-
HUe aHTHorpadudecku noareepxaeaHon UbC [7],
cmeptHOCcTh oT MIBC [8] 1 oT Bcex npuuuH [6-9].

Jleuenue manuentoB CI'X. Jlo Hayama mpose-
JICHUST TEPANICBTUUCCKUX MEPOIPUITUN HEOOXOIH-
MO omeHuTh cepaeano-cocyauctsiii (CC) puck. Bee
muna CI'X 6e3 ACC3 u 6e3 HOMOIHUTENBHBIX (PaK-
TOPOB PUCKA OTHOCATCS K KaTETOPUH JIUI] BEICOKOTO
CC pucka, npu Hanmnunu ACC3 u/unu ¢ IOTONHU-
TENBHBIME (PaKTOpaMH PUCKa — K KaTCTOPUU OYCHB
Bbicokoro CC pucka [2—4]. Ans onpexneneHus mnep-
conuurupoBanHoro CC pricka U ero JaabHEeHIeH
Moaubukanuu y kaxmoro nanuenra ¢ CI'X oneHu-
BACTCsl HAJIMUUE TaKUX (PaKTOPOB PHCKA aTCPOCKIIC-
po3a, Kak aprepuanbHas runeprensus (Al), kype-
Hue, caxapHbii auader (CJI), runeprpurrmepuie-
mun (I'TT) — tpurmuuepuast — TT' (> 1,7 Mmons/m),
HU3KUH ypoBeHb XC-TUMONPOTEHUIOB BBICOKOH
motHocty — JIMIBIT (50 mr/mm) [10, 11] u XC
ueJIIIBII [4].

Kpome Toro, BceM mareHTaM ¢ rOMO3UTOTHOMN
CI'X (roCT'X) um rereposuroraori CI'X (reCI'X)
¢ ACC3 wunm ¢aktopaMu pUCKa OYEHb BBICOKO-
IO pHCKa pEIIACTCS BO3MOKHOCTH IPOBEICHHUS
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KOPOHApOAHTHOTpapuu HIH  MYJIBTHCIHPAIBEHON
kommbroTepHOoi ToMorpaduu (MCKT) kopoHapHBIX
apTepuil ¢ KOHTPACTHPOBAHHEM C ICJIBI0 OICHKU
CTENEHU aTepPOCKIEPOTHYECKOrO MOPaKEHHUsSI KOPO-
HapHbIX apTepuii [1].

Heanr tepamuu. OOmas Leip TepamuH Co-
CTOHT B TOM, YTOOBI CHU3UTH ypoBeHb XC JIITHIT
C TIOMOILIbI0 HEMEIUKAMEHTO3HbBIX, THITOJIMITHIEMH-
YECKHX JICKAPCTBEHHBIX IPEMapaToB M APYTHX Me-
TOZIOB TEPaNuK JOCTHKEHUs LeneBoro ypoBHsI XC
JITTHIT, XC-neJIIBIT u TT (tabmuma 1).

Tabmuua 1 — LleneBbie ypOBHH JIMITUIHBIX ITOKa3aTesIeH
y MaleHTOB CeMEeWHOI TunepxosiecrepuiemMuei [2, 4]

JIummabIe CI'X BBICOKOTO CI'X oueHb

MOKa3aTesu pHcKa BBICOKOTO PHCKA
XC JIITHIT < 1,8 MmoITB/1 < 1,4 MMOITB/TT
XC ueJITIBIT < 2,6 MMOJIB/TT < 2,2 MMOJIB/T
Tpurmuuepuasl | < 1,7 MMOIb/I <1,7 MmMOTIB/1T
JIn(a) < 30,0 mr/mn < 30,0 mr/mn
ArnoB < 80,0 mMr/mn <65 mr/mi

Jleuenue nauuenmos CI'X ecezoa nauuna-
emcs ¢ HeMeOUKaMenmo3nozo neuenus. Benenne
3I0pPOBOTO 00pasa KU3HU, SBISETCS OAHUM U3 OC-
HOBHBIX TPUHIUIOB BefeHus: manuentoB ¢ CI'X.
Heo0xoauMo KOHCYIBTHPOBAaHHE IO H3MEHEHHUIO
o0Opasa JKU3HHU, KOTOPOE BKIIFOYAeT B ceOs JAHETH-
YeCcKHe PEeKOMCHIANUU, (PU3NYECKYI0 aKTUBHOCTD,
OTpaHWYCHUE MOTPEOJICHUS aJIKOTONA, OTKa3 OT aK-
TUBHOTO KypeHHS U M30erarb MacCUBHOTO KYPEHHUS,
MOICPKKA MAacChl Tela Ha ONTHMAaIFHOM YPOBHE.
[Ipu >TOM KIIFOYEBBIM SIBISICTCS M3JIOKEHUE PEKO-
MEHIAIUK IO COONIONCHUIO 3I0POBOTO IHUTAHUS
u Qusnueckor akruBHOCTH nauueHty ¢ CI'’XC npu
Ka)KJIOM BH3HTE K Bpady.

/uemuueckue pexomendayuu TALUCHT O0]-
JKEH TONYyYUTh y Bpada-IUeToNIora, MpH ero oT-
CYTCTBUH — Yy CEMEHHOr0 Bpada WM KapAuoJora.
CoOmonieHre AMEeTHl, KaK KOMIIOHGHTA JICUCHHS,
MAIMEHTHl JTOJDKHBI TMPHICPKUBATHCS B TCUCHHE
Beel xu3uu. Ilammentam ¢ CI'X ¢ menpro CHMXKe-
Hus ypoBHs XC JIITHIT u pucka pazsutus ACC3
PEKOMEH/TyeTCs COONIOEHNE UETHI C OTPAaHNICHH-
eM noTpeOieHus] HaChIIIeHHBIX XUPoB (< 1 % kan/
JICHb) 3a CYET BBEICHHUS B pAIliOH MOHO- (OpexH,
HepaUHUPOBAHHOE OJHMBKOBOE MACIO) M IOJH-
HEHACHIIICHHBIX (PbI0a, JTHHIHOE MAcio) KUPHBIX
KHCJIOT B KOJIIMUECTBe, obecneunBaromeM 10 30 %

CYTOYHOTO Kajopaxa. PekoMeHmyeTcs: orpaHuunuTh
notpebnenne xoiecrepuHa go 200 mr/mens [2].
HeoOxomumo ymoTpebieHrne mMpoayKTOB, ColepiKa-
X rpyOylo KIeT4aTKy, €KEIHEBHOE BKIIOUEHHE
B pallMOH IUTAHHS CBEXKUX (PPYKTOB U OBOIICH
(o kpaifHeit Mepe 5 moprmii oBomieH U (QPYKTOB
B JICHb), MOJIOYHBIX MPOJYKTOB C HHU3KHUM COJCp-
KAHMEM JKUpa, YNOTpeOJIeHHEe TOJBKO HEXKHPHBIX
COPTOB Msca, JBa-TPU pa3a B HEAEIIO MACO 3aMe-
HSITh MOPCKOH PHIOOH.

B mnocnemnee Bpemsi Ba)KHOE MECTO B JHETE
6onpHBIX ¢ CI'X yzneneHo Ha3HAUEHHIO PACTHUTEIIb-
HBIX CTE€pOJIOB U cTaHojoB [12—-14], koTopsle, sBs-
SICh PAaCTUTENLHBIMHU JIMITUJIAMH, CIIOCOOCTBYIOT CHH-
sxeHuto konuentpauuu XC JIIIHIT B ma3me kpoBu
3a CYeT KOHKYPEHTHOTO MHIHOMPOBaHHS abcopOrmu
XC B TOHKOM KHMIICYHUKE. BBIJIO ITOKa3aHO, YTO Ha-
3HAYCHHE PACTHTEIBHBIX CTEpOioB/cTaHoioB (1,5—
2,0 T B nenp) gersim ¢ CI'X npUBENnoO K CHUKEHHIO
konneHTpanuto XC JIIMTHIT ra 10-15 % [12], omnako
CYIIIECTBYIOT ONAaCEHUs OTHOCUTENILHO UX HAKOILIE-
Hus B arepomax [13, 14]. Pexomennanuu no auere
¢ uenbto cHmkeHus yposHs XC JIIHII u yny4qie-
HUS JIMOIUIHOTO PO Wi IPEACTaBICHbI B Ta0IUIIE
2 [14].

OnHO nHIIb COONMIONEHUE JUEThl HE IPUBEIET
K LenesoMy cHrbkeHuro yposas XC JIITHII, cienosa-
TenbHO, nanueHTaM ¢ CI'X OTHOBpEMEHHO MMOKa3aHbl
U JIpyTHE HEMETNKAMEHTO3HBIC METOJIBI JICHCHHUSI.

Qu3uueckaa  akmuenHocmsp.  [lanueHtram
¢ CI'X c nensto cuukenus yposua XC JIITHII, Tpu-
rmunepuioB u noeiienns XC JITIBIT pekomenty-
eTcs a’poOHast (u3uyecKas aKTHUBHOCTh YMEPEH-
HOM MHTEHCHUBHOCTHU (MJIM BBIIIE C YYETOM COCTOS-
HUS TTAIIMEHTA) IO MeHbInei Mepe 30 MUHYT B ACHB
B TE€UCHHE HEe MeHee 4yeM S5 nHell B Heaelro. Ousu-
YECKHUE TPEHUPOBKH HA3HAYAIOTCS HHIUBHUIYalb-
HO KaXJIoMy nanueHty. [locKoibKy y MaiieHTOoB
¢ CI'X 4acTo BCTpeyaeTcs opa)KeHUe a0pTaabHOIO
KJIallaHa B BUJie cTeHo3a [15], KoTopelil MOXKeT ycy-
IyOUTH CTEHOKAPIMIO M 0OMOPOKH IpH (hr3ndeckoit
Harpyske, nepej HadalloM 3aHATHH peKOMEHIYeTCs
TPOBECTH TIIATEIBbHYIO OLEHKY COCTOSHUSI AOpPTHI
M aOpTAJIbHOIO KJIalaHa, [OCJie Yero MauueHT Io-
JydaeT PeKOMEHJAINU 10 (PU3UIECKOM aKTHBHOC-
TU. [Ipy OTCYTCTBUM MPOTUBOIIOKa3aHUN OOIBHBIM
CI'X mpoomsarcs OKI'-marpysounas mpoba win
ctpecc-OxoKI' u ompexneneHne TPEHUPOBOYHOTO
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Tabnuiua 2 — PekoMeHaanuu 1o auere ¢ 1eibto cHmkeHust ypopas XC JITTHIT
W YAy4LICHHs IPYTUX IMOKa3aTeNel JTHITHIHOTO TPOQIILS

OtaBaTh YnoTpeOnsats uHoOT/A,
[Iponykrst YMmepeHHOE TTIOTpedIeHHe
MIPEIIOYTCHUE B OIPAaHMYCHHBIX KOJINYECTBAX
PadunupoBanHblil X510,
3nakn I{enbHO3epHOBEIE 1T OBaHHBIH PUC, TTEUCHBE, BeImneuka, KeKchl, KpyaccaHbl
KyKYpPYy3HBIE XJIOIbsI
Cripbie
OBo1H, TPUTOTOBICHHBIE C MACIOM
OBoin U IIPUTOTOBJIEHHBIE Tomars! -
WIT CMETaHO!
OBOIIH
Jlatyk, dacomns, 60061
Bobosrie vK, & ’ ’ -
TOpPOX, COsl, HYT
CyieHble KTBI, XKeJle
Caexue y bpyxrot, ’
JDKEMBI, KOHCEPBUPOBAaHHBIE
DOpyKTHI 1 3aMOPOKCHHBIE -
bpyKTh (bpyKTHL, mWepoeT, PpyKTOBOE
py MOpPOXXEHHOE, PPYKTOBBIE COKI
Cnagoctu Hekanopuiinbsie [MupoxHubie, MOpOXKeHOE, PPYKTO3a,
Caxapo3a, Me1, IOoKoJa|, KOH(eTs!
Y TIOJICITACTUTEIH TIOJCTIACTUTEIH 0€3aJIKOTOJIbHBIC HATUTKU

ITocTHas u xxupHas
pbI0a, JOMAIIHSS NTHLA
0e3 KOXH

Msico u peiba

ITocthas roBsuHa, 6apaHuHa,
CBHHHHA MUJIM TCJIATHUHA,
MOPETPOIYKTHI, PAKOOOpa3HbIe

Konbachkl, 6ekoH, caasiMu, CBUHBIC
PEOPBILIKH, XOT-IOTH, CYOIPOIYKTHI

Slitna m MosouHBIE O06e3xupeHHoe

Moroxo, CbIp 1 IpyrHe MOJIOYHbIE
MPOAYKTHI C HU3KUM COJIEPIKaHUEM

OOBIYHBIH CBIP, CITUBKH,

’KUPBI ¥ COYCHI

MaprapuHsl, CajlaTHbIE COYChI,
MailoHe3, KeTuyn

MPOTYKTHI MOJIOKO, HOTYPThI N LIEJILHOE MOJIOKO U HOTYPT
pony > HOTYp KHpa, siiia yp
OJIMBKOBOE MAaCJIO HETPOITHUYECKIE TpaHCHKUPEI U TBEp/IbIC MaprapHHbI
Kynunapasie pacTuTenbHbBIC Macia, MATKHE (myure n3berars), TaIbMOBOE

1 KOKOCOBO€ Macjio, CJIMBOYHOE MacJio,
CBHHOEC CcaJio

Bce, Heconennie

IIPUTOTOBJICHUC HA APy

Opexu/cemeHa Kokoc
(3a UCKITFOYCHHEM KOKOCa)
Tymrenne (6e3 macia
Croco0b1 M ( ), [IpuroroieHue B TEXHUKE
OTBapHUBaHuE, « s Kapka
TIPUTOTOBIICHHS cTup¢paii”, 3anexkanne

nyneca. [Ipu BeIOOpe QH3HYECKO aKTHBHOCTH OT-
JlaBaTh NPEANOYTEHUE TOH, KoTopas Oblia Obl Mak-
CHUMAJIbHO JOCTYIHA JJIs MAalMeHTa B €KEAHEBHOM
peXuMe, K mpuMmepy, ObicTpas xoap0a, MoabeM Mo
JIECTHHMLIE, €3/1a Ha BEJIOCHUIIE/IE.

JlaHHBICe MeTa-aHalM3a MOKa3alH, YTO OJIHUM
U3 TIOJIOKHUTEIBHBIX dP(PEKTOB PErysipHBIX a3poo-
HBIX YNPaXHEHUH SBIISCTCS TOBBIINICHUE YPOBHS
XC JIIBII B cpenuem ot 1,9 no 2,5 mr/ma (ot 0,05
q0 0,06 mmonw/n) [16, 17], a cHmwKeHHE OOIIEro
XC, XC JHIHIT u ypous TI' B cpeanem Ha 3,9;
39 u 7,1 mr/mn (0,10; 0,10 u 0,08 mmounb/m), co-
oTBeTcTBEHHO [18]. MuUHUMabHOE KOJIMYECTBO
YIpaXHEHUH, HEOOXOAWMBIX JUIS  yBEITUYCHUS
ypoBast XC JITIBII, cocraBmsier 900 kkanm sHEpruu
B HEJIEMIO WIH OKosio 120 MUHYT THIIMYHBIX a3po0-
HBIX YNpPaXHEHUH. Y MAalMEHTOB C CEPIEUYHO-COCY-
JIUCTBIMU 3200JIEBAaHUSIMU, KOTOPBIE OCYIIECTBIISIOT

a’poOHble yrpaxHenus, ypoeHb XC JIIIBII yse-
miauBaeTcst B cpeaneM Ha 9 % (3,7 mr/mm (0,10
MMmonb/), a ypoBan TI' cuHmwkarores Ha 11 %
(19,3 mr/man — 0,22 mmone/n) [19]. C yuetom paHHe-
ro pazButus CC3 y nanuentoB ¢ ToCI'X, cHUXeHue
XC JITHIT nmeet pemaroiee 3Ha4eHUE. 3I0POBOE
MUTaHue, a3poOHbIe (U3MYECKUEe HArPY3KH MaIlH-
€HTaM HEOOXOIMMBI, OHAKO JAaXKe CTPOroe CoOIro-
JIEHHE JUEThl U YMEepeHHbIe (PU3NUECKUE HArpy3KH
y 9TOW Kareropuu OOJBHBIX HEJTOCTATOYHO BIIUSIOT
Ha TSKECTh TMIIEPXOJIECTEPHHEMUH.

Kypenue sBisiercss dpe3BbIUAHO BaKHBIM
U Mo pUIpyeMBIM (HAKTOPOM PUCKOM Y OOJIBHBIX
¢ CI'X, xoTopsblii cienyer u3berath HM3-3a IMOBbI-
LIEHHOM BEPOSITHOCTH Pa3BUTHS IPEKIEBPEMEHHOM
NBC [16]. Puck CC3 yBenuuuBaeTcs y KypHibILU-
KOB I10 CPaBHEHUIO C HeKypsAmMH B 2,1 paza (95 %
U — 1,5; 2,9). UccnenoBanus MoKa3ajid, 4TO PUCK
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passutus UBC, cBsi3aHHOH ¢ KypEeHUEM, CHUXKAETCS
JUHEHHO (YMEHbIIAETCS 10 HYJS, T. €. 10 YPOBHS
JIUI, KOTOPbIE HUKOIJIA HE KYPHIIH) HE MEHEe 4eM
gepe3 6-9 mer mocne ero mpekpameHus. boprda
C KypeHHEM HaIlpaBlieHa Ha TMpeloTBpalleHHe Ha-
yajla KypeHHs HEKypsIIUMH, JIHKBUIALUIO I1ac-
CUBHOTO KypEeHHsI, CHW)KCHUE SJIOBUTHIX CBOWCTB
TabauHbIX u3nenuid. B mocnennee Bpems Bce 00ib-
1ee BHUMaHUE YIENSCTCS HE Pa3bhsSCHEHHUIO BpEI-
HBIX IIOCJIEACTBUN KypEHHUS, a IMOJOKHUTEIbHBIM
acrieKTaM OTKasza OT KypeHwus. JlekapcTBeHHas Te-
panus KypeHHsl yCJIOBHO MOXET OBbITh pa3ielieHa
Ha aBEPCHOHHYIO M 3aMeCTUTEIbHY0. Llens mep-
BOIl — BbIpaboTaTh OTBpalleHue K Tadaky, I ye-
IO HCIIONB3YIOTCS PA3IMYHbIC BSOKYIIHE CPEACTBa,
MOJIOCKAHWE pPTa IMepe] 3aKypuBaHUEM CHUTapeT
U T. 1. 3aMECTHUTENbHAS TePaIusl CHUKAET CUMIITO-
Mbl HUKOTMHOBOI 3aBUCHUMOCTH ITyT€M BBEIEHHS
B OpPraHU3M BENIECTB, CXOIHBIX IO JICHCTBHIO Ha
OpPraHu3M HHUKOTHHA, HO JIMIIEHHBIX €r0 BPEIHBIX
cBOHCTB. C 1eNbI0 MOBHIICHNS 3()(HEKTUBHOCTH OT-
Kaza OT KypeHHUs aKTUBHO IPUMEHAITH (papMakoio-
TUYECKHE TIOXO/IBI.

Ankozone. 1lpoBeneHHbIE SMUAEMHUOIOTHYE-
CKHE WCCJICIOBaHUS TOKa3allk, YTO YIOTpeOieHHEe
YMEPEHHBIX /103 aJIKOTOJISI CHIKAET PUCK Pa3BUTHS
CC3, a UMEHHO TMOJOKUTEIBHBIM YPQeKToM 00-
najgaer kpacHoe BUHO [17]. Meraananus 34 uccie-
JIOBaHWH, BKJIFOYABIIUX OOJi€€ OJHOTO MWJIIHOHA
MAIUEeHTOB, NPOJeMOHCTpUpoBal 18 % cHMKeHue
CMEpPTHOCTH B TPYIIIE TeX, KTO yMOTPeOIsul MEHee
2 mopuuil anxorois B jaeHb [20]. OnTuManibHbIM
YpOBHEM MOTpeOeHust ankorons, sisisercs ~ 20
I/meHsb A My»duH U ~ 10 1/1eHb (3KBHBAJICHTHO
MpUOIM3UTENFHO OfHON TopIuK — oxHoMmy drink)
Ui xeHuH [21]. B To jxe Bpems Uis My’KYHH,
ynoTrpeOnsBmux 3 u Oojee MOPHUN  aJIKOTOJ,
W JUISL JKEHIIWH, YyIoTpeOsiBmx Ooyee 2 mopIiuii
QJIKOTOJISl B JICHB, TIOKa3aTellb CMEPTHOCTH BO3pac-
Taj. B rpynme nun, crpajaBLIMX aJKOTOJIM3MOM
(6 u Gonee mopIUil B CHB), BO3pACTall HE TOJIBKO
PHUCK CEepACYHO-COCYIUCTON, HO U PUCK BHE3aITHON
CMEpTH.

Bepxuuii Oe3omacHblii mpenen yrnorpediaeHus
AJIKOTOJIBHBIX HAIUTKOB cocTapisier okojo 100 r
YUCTOro cnupra B Hexenro. To, xak 310 mpeod-
pasyercsi B KOJIMYECTBO TMOPIIHIA, 3aBUCUT OT pas-
Mepa MOPLUH, CTAaHAAPThl KOTOPOH paziauyaroTcs

B 3aBHCHMOCTH OT CTpaHbl, B OCHOBHOM OT 8 IO
14 r Ha mopryio. DTOT NPEEN OAMHAKOB JIJIST MYK-
YWH W KeHIIMH [22]. YoTpebiaeHne aikorois BbI-
e 3TOro Ipejesia CHUXKAeT O0XKHIAEMYI0 MPOIOoJI-
KUTEITBHOCTh )KU3HH.

Bonpable ¢ CI'X HYXKXIArOTCS B OTHOBPEMEH-
HOM Ha3HAuCHWHM MEJMKAMEHTO3HOH Teparuu, Ko-
Topasi mo3BossieT cHU3uTh ypoBenb XC JIITHII na
> 40-50 %, 9TO HEJOCTHKUMO TIPU COOIIONCHUH
TOJIBKO AMETHl U U3MEHEHUs o0paza xu3Hu. [losTo-
My paHHEe Ha3HAYCHHE MEINKaMEHTO3HOM TEparuu
3aMeUIieT pa3BUTHE NPEXKIEBPEMEHHOIO arepo-
CKJIepO3a, YMEHBIIACT YacTOTy M MPOTPEecCHpOBa-
Hue ycraHoBiaeHHON ACC3, CHIKaeT pUCK CMepT-
HocTH 0T UBC 1 cMepTHOCTB OT BCEX IIPUUMH.

MennkamenTo3Hoe JedeHue. llepen nHaua-
JIOM MEIUKaMEHTO3HOW Tepanmuu HeoOXOAMMO HH-
(opMHUpOBaHHE TAIMEHTA O MENEBBIX 3HAUYCHHSIX
JUTNHUJIHBIX TTOKa3areneld 1 HeoOXOMUMOCTH ITpreMa
XOJIECTEPUHCHIDKAIOIIEH Tepanuu B TeYeHHE BCeil
JKU3HU C IETbI0 MPOMUIAKTUKH PA3BUTHUS TPExKIIe-
BpeMeHHOro ACC3 1 uX OCJIOKHEHHH.

Hauanvnaa meoukamenmosnas mepanusi.
[Ipenaparom BBIOOpa I HAYAIEHON THITOIHUITHAIC-
MUYECKOM Tepanuu SABISIOTCA CTaTUHBI. B3pocibiM
MaeHTaM ¢ yCTaHOBIIeHHbIM quarHo3om CI'X pe-
KOMEHJIyeTCs Tepanusi CTaTHHAMH B BBICOKOMHTCH-
CHUBHOM PEXHUME WIM MAKCHMAJIbHO NEPEHOCHMbIE
JI03bl CTAaTMHOB C IEJBI0 JIOCTHIKCHHUS IIEIEBOTO
ypoBHsi XC JIITHII [23, 24]. BbicOKOMHTEHCUBHAS
Tepanusi CTaTHHAMHU [OJIpa3yMeBaeT Ha3HAYCHHE
aropBacraruHa B 103¢ 40—80 Mr/cyT mim po3yBacta-
tuHa — 20-40 Mr/cyT. Beicokue 10361 aTopBacTaT-
Ha 80 mr/cyT mwim po3yBacraruHa 40 mr/cyT Ooiee
s dexruBHO cHmKaT ypoeHb XC JIITHII, uem
JIPYTHE CTaTUHBI B KAYECTBE MOHOTepanuu [24-26].

[IpenmytecTBO AaHHOTO TOAXOMA OBLIO OIle-
HEHO B HCCIIEIOBaHHUHU, B KOTOPOM 325 MaIleHToB
¢ CI'X ObUIM paHAOMH3HPOBAHBI B TPYIILy NpHE-
Ma BBICOKHX 103 aropBacraruHa (80 Mr/cyT) wim
0OBIYHOM J103bI cuMBacTaTrHa (40 Mr/cyT) B Teue-
Hue AByX JeT [25]. Boicokue 1036l aropBacTaTuHa
npuBoguian K Oomnpmiemy cHrpkeHmio XC-JIITHIT
(ot 308 mr/mn g0 149 mr/mn — 8 MMOB/JT IPOTHB
3,9 MMoJIb/JT), YeM OOBIUHBIC JIO3bI CMMBAcCTaTHHA
(ot 321 mr/mn mo 185 Mr/mm — ot 8,3 MMOJIB/IT 110
4,8 MMomb/i1). BeICOKHE J03BI aTropBacTaTHHA TaK-
e TPUBOJWIM K 3HAYUTEIHHOMY YMEHbBIICHHIO

Becmuux KPCY. 2022. Tom 22. Ne 9 79



Knunuuecrxas meouyuna / Clinical medicine

TOJIIMHBI HHTHUMBI-MEJIMHA COHHBIX apTepuil, n3Me-
PEHHOH ¢ MOMOIIBIO YIBTpa3Byka B B-pexxume mo
CPaBHEHUIO TIPU TIpUEME CHMBACTATHHA.

C nenbio oneHKH d(P(GEKTUBHOCTH THITOIHUITH-
Jnemudeckoi Tepanuu namnueHntam CI'X ompenene-
HUE JIMIIUAHOTO CIIEKTpa CIEAYyEeT IPOBOAUTE Yepes
8 + 4 Henmenu mocje Ha3HAYEHUS! TEparluu CTaTH-
Hamu. Ecnu mo pesynabratam aHaiau3za JIMIUAHOTO
CIIEKTpa HE JIOCTHTHYTHI IIeJIEBbIC YPOBHHU JTUTIH/I-
HBIX TOKa3areyel, TO PeKOMEHIyeTcs KOMOMHUPO-
BaHHas Teparus.

[TanmenTsl, nmonyyaromuye Je4eHue CTaTHHAMU,
JIOJDKHBI PETYISPHO CIENUTh 332 TECHBIM MOHHUTO-
puHroM (1O MOKa3aHWAM) YPOBHEW KpeaTHMHKHHA-
3bl, acmapraramMmuHoTpancdepasbl (ACT) u anaHuH-
amuHOTpaHc(pepassl (AJIT). bazosbie ypoBHH, 3a-
TE€M IIOBTOPHOE TECTUPOBAHUE CIEAYET IIPOBOAUTH
yepe3 1-3 Mecsna nocie Havyana JEYEHUs, a 3aTEM
exerogHo. OtcnexnBas Mo60uHbIe d()h(hEKTH TIpU
JIYEHUH CTAaTHHAMH, HE0OXOAMMO MPOBEPATH YpO-
BEHb INIMKOJIM3UPOBAHHOTO TeMOTIIOONHA Y TTallNeH-
TOB C METa0OJIMYECKUM CHHIPOMOM, OXKHPEHHEM,
WHCYJIMHOPE3UCTCHTHOCTBIO M Y TIOXKHIIBIX B CBS-
31U C TMOBBILIEHHON YacTOTOW Pa3BUTHUSA CaXapHOTO
nrabeTa.

Tepanusi BTOpOil JHHHUM. BOIBIINHCTBO Ma-
nuentoB CI'’X He MOryT JOCTUYb LIEJIEBOIO YPOBHS
XC JIITHIT mpu npuemMe MakCUMalbHO MEPEHOCH-
MO MOHOTEpani¥ BBICOKMMH J[03aMH CTaTHHOB,
KOTOpBIE, BEPOSATHO, CHIKaOT ypoBeHb XC JITTHII
He Oomee deM Ha 55-60 % [27-29]. Ecnu mocne
Tpex MecALEeB aJeKBaTHOM Tepanuu CTaTUHAMU Lie-
neBoil yposenb XC JIITHIT He nocturnyTt, Ha3Ha-
yaeTcs BTOPOIl mpemnapar [uis ONTUMAaJbHOIO CHU-
KCHHUSI YPOBHSI TUMHJIOB. BOJBITMHCTBO KCIIEPTOB
PEKOMEHYIOT 33€TUMHUO, HHTUOUTOP MPONPOTEHH-
KOHBepTa3sl cyOTmnmsuH/kekcuH 9 tuma (PCSK9)
WM KOMOMHHPOBAHHYIO TEPAITHIO C OJHUM W3 BBI-
LIeNepPEeYNCICHHbIX IIPEnapaToB.

D3emumuf — CenexKTUBHBIA HHruOUTOp abd-
copOIM XOJEeCTCpUHA B KHUIICYHHKE, MOJCKYISp-
HOI MHILIEHBIO IECTBUS KOTOPOTO SIBJIETCS OeNOK-
tpancnoprep XC 1 GUTOCTEPOTIOB B YHTEPOIUTAX —
Tak Ha3biBaeMblil Oenok Humanna — [uka tuna C1
(Niemann — Pick Cl-Likel, NPCI1L1), xotopsrii
Y4acTBYET BO BHYTPHUKIETOUHOM TpaHcnopre XC
U IpenarcTByeT BcachiBaHU0 XC, 4TO IPUBOIUT
K yMeHbLIeHHIO NocTyuieHnss XC U3 KHUIIeYyHHKa

B TICYCHB, 32 CYET YETO CHIKAFOTCS 3amachl XoJie-
CTepuHa B [IEYEHH U YBEIMYUBAETCS BbIBEJCHHUE €TO
u3 KpoBU. [lockonbKy MeXaHU3M JIeHCTBUSI HE OCHO-
BaH Ha skcnpeccuu peuentopos JIITHIL, 33eTumud
0COOCHHO IOJIE3€H TSl JICYCHUS TTAIIUEHTOB C TOMO-
surotHOU hopmoit CI'X. KimmHnueckue mccinenona-
HUSI TIOKA3ad CBOIO A(P(PEKTUBHOCTh B CHIDKCHUHU
yposHs JIITHII npu ucnonb3oBaHUU OTAEIBHO WU
B koMOuHanuu co cratudamu [30, 31].

ComiacHo ucciaenosanuto IMPROVE-IT [32],
MOATBEPXKICHBI €ro 3(QEKThl Ha CHIDKCHHE Cep-
JIEUHO-COCYAHUCTHIX pUCKOB. OJTHAKO, COTIACHO J1aH-
HBIM KPYITHOTO ()PAHILYy3CKOTO PETUCTPA MAIIMEHTOB
CI'X, 6but0 OOHApyKeHO, YTO OOJIBIIAsT YacTh Ia-
LIMEHTOB He jaocturana ueinesoro yposust JIITHII
(menpmre 100 Mr/mur) make Ha KOMOMHHUPOBAHHOMN
TEparuu CTaTUHAMHU U 33eTHMUOOM. Ecim Ha kom-
OMHMPOBAHHOW TEpalMy CTaTUHAMH M 33€TEMU-
6om He mocturaercs nenesoi yposens XC JIITHII,
HEOOXOIUMO J00aBUTh K JICYEHHIO MHTHOUTOP
PCSK9. Bribop Mexmy 33¢THMHOOM WIIH HWHIHOU-
topamu PCSK9 nomkeH MpOBOAMUTHCS, UCXONS W3
HEOOXOMMOM TSl TOCTYDKEHHS II€JICBOTO YPOBHS
crenenu camwkenust XC-JIITHII, yauTsiBas, 4to 33e-
tumu6 cHmxkaeT yposeHs XC JIITHIT npumepro Ha
20 %, a uarudutopsl PCSK9 — na 60 %. Murudu-
topel PCSK9: sBomokymab BBoautcs 140 mr mon-
koxkHO 1 pa3 B 2 Hexenu; anupokymad 75—-150 mr
MOJIKOKHO 1 pa3 B 2 Henemnu.

Wurudutopsr PCSKY ucnonssyrorea g 6o-
nee »¢dextuBHOrO cHIDKeHNs ypoBHs XC JIITHII,
OHM YBEJIWYHMBAIOT IJIOTHOCTH (KOJIMYECTBO) pe-
uentopoB k JIITHIT Ha moBepXHOCTH renarorMToB
3a CYeT BHYTPU- WM BHENEYEHOUHOW OJIOKaJIbI
PCSKO9 [33]. Joka3aTenbCTBO MOJIb3bI PE3YIIHTATOBR
tepanmun PCSK9 y manuentoB reCI'’X mosmy4eHbl
B ucciuenoBanusx ODYSSEY I u ODYSSEY Il
735 manmentoB reCl'X, momy4aBIIMX MaKCUMAalb-
HO TEPEHOCUMYIO THITOJUIHIEMUYCCKYIO Tepa-
MU0 (BKJIIOYasi CTAaTUHbI), ObLIIM PaHIOMU3UPOBAHBI
B TpyIIy anupokymada uiu mianedo [34]. [lepuu-
Has KOHEYHas TOYKa MPOLIEHTHOI'O M3MEHEHMs pac-
cuntanHoro XC JIITHIT ot ucxomnoro ypoBHS 10
24-x Henenp ObUIA BBILIE IPU IPUMEHEHUH aJIUPO-
kymaba (-57,9 % u -51,4 % B AByX UCCIICIOBaHMSIX,
COOTBETCTBEHHO). B 000uX ncciienoBaHUsIX KOHEY-
ueIit ypoBens XC JIITHIT coctasisin okomno 70 mr/amn
(1,8 Mmonb/im). Pe3ynbraTsl COXpaHsUIUCh B TCUCHUE
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Ouenka CepaevIHo-COCYIHCTOro pPHCKa

-

[ O9eHBb BEICOKHI CEPIeTHO-COCYIHCTHIT PHCK ]

:

[ CTapToBaf TepaNHA CTATHH + 33€TEMHO

|
| |

}

IKCTpeMAIbLHBI cepaedHo-
COCYAHCTBIH PHCK

CTH]]TDBHH TEPANHA CTATHH +

CHmxenne XC Crmxenne XC
TTITHII TITHIT

=< 50 % mwam XC =50 % mwm XC

3zeTemMud + mHrEOAETOpEI PSCK 9
TAPreTHAA Tepalna

' '

|

JobaeaTs He Tpebyerca
HHTHEGATOPBI HEKAKAX

PSCK 9 JadbHelmumx
TAPTEeTHYH TEPANIHE neficTRHI

JKCTPEMAIBHEIN CepIeIHo-
COCYAHCTHIN PHCK:
HM e anamueze + CCC/ATIA
MHorococyaucToe nopazenne KA
CTX

Ipumeuanne. UM — madapkTt Muokapna; CCC — cepieqHO-COCYAUCTOE COOBITHE;
narnoutopsl PSCK 9 — HHrHOUTOPBI TPONIPOTENH KOHBEPTa3bl CYyOTHIIN3WH-KEKCUHA THIIA 9;
ATIA — arepockiepo3 nepudepuueckux aprepuit; CI'X — cemeiiHas runepxonecTepuHeMust.

Pucynok 1 — Ctparerus panHeli KOMOMHHPOBAHHOM TepaNyy y MalMeHTOB
C OYEHb BBICOKMMH HKCTPEMAIILHBIM CEPACUHO-COCYAUCTHIMU pUCKaMH [35]

78 nenenb. Cephe3Hble TOOOUHBIC PEAKIINH, TPEOyTo-
HIMe TMPEKPalICHUs JIeUeHUs, HaONtoamich MpH-
MepHO Yy 3,5 % nalnueHToB, W AaHHBINA MOKa3aTeib
OBLT aHAJIOTUYCH TAKOBOMY B I'pyTIIe TUIaieoo.

ComnacHo mnocnegHuM nyOnukamusm  [35],
JUISL ONITHUMAJIbHOM paHHEW THIOIUIHIEMUYECKON
TEpanuy MalueHTaM ¢ O4YeHb BBICOKUM M IKCTpe-
MaJIbHBIM CEPJICYHO-COCYAUCTBIM PUCKAMHU PaIlfo-
HAJIFHO BEJICHHE MMOIOOHON KaTeTOPUH JIUII CO KOM-
OMHUPOBAHHOI CTapTOBOM Tepamuu (PUCYHOK 1).
[Tanmenram CI'X ¢ ouenb BbicOkMM CC puckom
CTapTOBYIO TEPAIHIO HEOOXOIMMO HAYMHATh C KOM-
OWHAIIMK CTaTHHA M 33eTeMH0a, B MMOCICIYIOLICM,
pu HepocTwkeHuu Lenesoro yposus XC JIITHII,
nobaButk wuHrHOMTOpH! PSCKY9, a mnammenrtawm,
JIOCTUTIIIUX [EJIEeBbIe 3HAYCHMS IJUMHIHBIX TTOKa-
3aresiedf, He TpeOyeTcss HUKAKUX JIOTMOJIHUTENbHBIX
BMEIIATEIbCTB (CM. PUCYHOK 1).

[Manimentam CI'X OueHb BBICOKOTO U IKCTpE-
MaJIbHOTO PHCKOB, HE JIOCTHTIIMX IICJICBBIX YPOB-
meit XC JIIHII Ha ¢oHE TPEXKOMIIOHSHTHOU

TUIOJIMITUIEMUYECKOM Tepanuu (cTatuH + 33eTe-
Mu6 + uaruourop PSCK 9), HeoOxoaum nepexoa Ha
Teparuio TPEThei JTMHUM.

Tepanusa Tperbeil Junun. IIpu Henoctmxe-
HUM LEJEBbIX YPOBHEH JMIUAHBIX IOKa3zaTeneit
[10CJIE HayaJIbHOW U BTOPOH JIMHUM TEpalluu Bapu-
aHTaMM JOTNOJHUTEIbHBIX BMEIIATENIbCTB SBISIOT-
Csl IIYHTHPOBAHHE IOAB3AOIIHON KHIIKH, MOPTO-
KaBaJIbHBI aHACTOMO3 M TPAHCIUIAHTALMS ME€YEHHU
[36]. OTu BMelaTenbCTBA PEOKO HUCIONb3YIOTCS
y marmenToB reCI'X. JlunmonporenHoBwId adepes,
KOTOpbI MoxeT cHu3uTh ypoBeHb XC JIIIHII na
60-70 %, Tarxke perKo HCIOIb3yeTCsl y MAllMeHTOB
reCI'X [36]. Jlumnaueni adepe3 pexomMeHmyeTcs
B3pocibiM nanuentam npu reCl'’X ¢ oueHb BbICO-
KHM WJIM SKCTPEMaJbHBIM PHUCKAMU B COYETaHHUU
C BBICOKUM ypoBHeM Jnunonporensa(a) (JIm(a) > 60
MI/[UT) B Cly4ae, €M He YIaeTcsl TOOUTHCS ypOB-
w1 JIm (a) < 60 mr/am. JleueHue TOMKHO OCYIIECTB-
JSATBCS TPOTPAMMHO JUINTEIIBHO C IMEPUOANIHO-
cteio 1 pas B 2 Henmenu [2].
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Crnemyer Takke OTMETHTb, 4TO JUIsl OoJee d¢-
¢dextuBHOro cHmkeHus yposus XC JIITHIT npume-
HSIIOTCS TIpeTnapaThl, CHIKAIOIINE CHHTE3 JIUTIONPO-
TEUI0B B [1EUYEHH 3a CUET OJIOKAJIbl IKCIIPECCUH aro
Oenxa B mim 3a cuer MHrHOMPOBaHMS aKTHBHOCTH
MHUKPOCOMAJILHOTO OelKa — NepeHOCYHKa TPHUIIIU-

nepunos (MTP).
W3BecTHBIM  IpeiCTaBUTENEM UHTHOUTOpA
MHUKPOCOMAJBHOTO  TPUIHIECPUI-TIEPEHOCSIIECTO

Oenka, SBISETCS JIOMHUTANUJ, KOTOPBIA HPUBOIUT
Kk ymenbienuto cunresza JIITOHIT u npomexyTou-
Hoi motHoctu JIITHII. B monmynsiuuu nmanueHToB
¢ roCI'X nomuTanuj MpPOLEMOHCTPUPOBAI CHU-
sxeraue yposHst XC JIIHIT na 50, 44 u 38 % Ha
26-i, 56-11 u 78-1 HeAeIX JICUEHHS, COOTBETCTBECH-
Ho. Kpome Toro, pesynbrarhl UCCleOBaHHUS TOKa-
3alli CyIIeCTBEeHHOEe CHIKeHne obmero XC, amnoB,
TT, XC JIIBII u JII(a) [36].

Anmucmulicnogelli  onu2onyKieomuodas:  Mu-
MIOMEPCEH — WHTUOUTOp CHHTE3a amnoB, cHikaeT
NPOAYKIHUIO anmompoTreHnHa B (amoB), obecmeun-
BAIOLIET0 CTPYKTYPHYIO OCHOBY JJISi aT€pPOTE€HHBIX
munuos, Brodas JITTHIT u JITI(a) [37]. Mumno-
MEpCeH KOHUEHTPUPYETCS B NEUEHH, TAe OH IMOJ-
BepraeTcsi MeTaboInM3My TOJ] BO3ICHCTBUEM ITeve-
HOYHBIX 3HJIOHYKJI€a3 U 3K30HyKiea3. OH CHMKaeT
yposenb XC JIITHII B cbIBOpOTKE KpOBU IPUMEPHO
y 25, 28 u 36 % nanuentoB ¢ roCI'X, reCI'X u Ts-
KEIIOW THIIEPXOJIECTEPUHEMHUEH, COOTBETCTBEHHO,
¢ UBbC unu 6e3 nee. Munomepcen camxaet JITTHIT
Ha 72,8 %, anoB — nHa 28,3 %, JIll(a) — na 17,2 %,
TI — na 3—14 %, JITIBII yBenuuuBatorcs Ha 3—10 %
[38]. Munomepcen u Jlomuranu onoOpeHs! ypas-
JIEHMEeM IO CAaHUTAPHOMY HaJA30py 3a KayeCTBOM
MUIIEBBIX TPOAYKTOB M MenukameHToB (FDA) mms
neyeHust 601bHbIX TOCT X.

Bemneooesas xucrnoma, TmepopanbHBIN TIpe-
napar, sBisercs HWHruouTopoM (epmenta ATD
(ameHo3uHTpHUPOChAT TUTPATINA3BI, HETABHO OBLI
onobopen B CIIA u Espomeiickom corose [39].
B KJIMHUYECKMX WCCIEJOBAaHUSAX Yy TMAIlMEHTOB
¢ ACC3 u reCl'X, nmpuHAMAIOMUX MaKCUMaJIbHO
MIEPEHOCUMBIE JI03bI CTATHHOB IOKa3aHO, YTO JO-
OaBreHne OeMIIe0eBOM KHUCIOTHI 00ecleunBaeT
JononHutenbHoe cHuxkenue yposHs XC JIITHIT na
15-20 % [40, 41]. B nacrosduiee BpeMs NpoJoKa-
ercs ucciegosanue CLEAR Outcomes, B kKoTopoM
OLICHUBAIOTCSl CEPIIEUHO-COCYAUCThIE MCXOAbI MPH

IMPUMEHEHHH OCMIICIOCBOM KHCIOTHI 1O CpaBHE-
HUIO C TUIAe00 y MAMeHTOB C CEPACYHO-COCYIUC-
THIMH 3a00JIeBaHUSIMU WK (hakTopamu prcka [42].
Korma 310 BO3MOXKHO, MOXET OBITH IIETIECO00pa3HO
JM00aBUTh €r0 K CTaTHHY W 33€TUMHOY 10 Hadaia
npuema uaruoutopa PCSK9.

Takum 00pa3om, IpHEM JaHHOTO TIperapara
MIPEJCTABISAET MEPCIEKTUBHBIE BO3MOXKHOCTU HE
TOJBKO IIPU HEOCTATOUHOH 3 PEKTUBHOCTH CTATH-
HOB, HO U IPH HENEePeHOCUMOCTU cTaTHuHOB. Oco-
OCHHO CYIIECCTBEHHYIO POJIb 3TOT MpErapaTr MOXKET
CBIFPaTh NPHU JICYEHUH TeX NAlMEHTOB, Y KOTOPBIX
MPUIIIOCH OTMEHSTH CTaTHHBI, HECMOTPS Ha UX 3(¢-
(heKTHBHOCTH HM3-32 Pa3BUBIICHCS] MUOTIATHH

Huxaucupan npeacTapisieT co00i XUMUYECKH
CHUHTE3UPOBAHHYI0 MAalyl0 HHTepHEpPUPYIOLIYIO
PHK, xotopasi OJOKHpYeT TeHBI, PEryIHpYIOLINe
aktuBHOCTh PCSKY9 B neuenu. Jlanublid npenapar
BBOJIUTCS NapeHTepaibHOo 1 pa3 B 6 Mec. OH umeer
JIBa CYLIECTBEHHBIX MIPEUMYILIECTBA Iiepel MHIMOu-
topamu PCSK9. Bo-nepsbix, nocienHue, sBisio-
nMecs MOHOKJIOHAJIbHBIMM aHTUTEJIaMH, HMEIOT
BBICOKYIO CTOMMOCTB, a TIpearonaraeMas CTOH-
MOCTb MHKJIMCHpaHa OKUAAETCS CYIIECTBEHHO HU-
xe. Bo-Bropsix, marnouropsr PCSK9 nmMeror MeHb-
LIYIO TIPOJOJKUTENLHOCTD JACUCTBUS, B pe3yJbraTe
gero ux Tpedyercst BBOIUTH 1-2 pasa B Mecsil. Yac-
TOTa NMPUMEHEHUS MHKIUCHpaHa 2 pa3a B roj Io-
3BOJIUT PEIIUTH MPOOIEMy HEIOCTATOYHOM MpHUBEp-
JKEHHOCTH JIMITHUCHIKAIOIIEH Teparuu.

Bo Bcex wuccnenoBaHMAX OBIIO OTMEUCHO
3HaunuTeNbHOe cHwxkeHue ypoBHs JIITHIIL, coxpa-
HABLIEECs Ha NpoTshkeHuu 6 mec. Uucio Hexelna-
TEJbHBIX ABJICHUN, B TOM YHCIIE CEPbe3HbIX, ObUIO
cormocTaBuMo ¢ mianedo. EquacTBeHHOE pasnuane
Ha0JII0JAJIOCh B OTHOILEHUH MECTHBIX MOCTHHBEK-
IIHOHHBIX PEaKIHi, KOTOphIe BCTPEUAIMCH Yalle
TP BBEJICHUH WHKIMCUpana [43, 44].

3akiarouenue. CemeliHas TUIIEPXOIECTEPUHE-
MHUS — OIIaCHOE, HO TIoAIatoIIeecs JISUeHHUIo 3aboJie-
BaHME. Bpaun nmepBUYHOTO 3BeHA 3paBOOXPAHCHUS
JIOJDKHBI TIOMHHUTH O HEOOXOAMMOCTH PaHHEro BbI-
SIBJICHUS, JUATHOCTUKHY U JeueHus 00apHBIX ¢ CI'X.
Momuduxkanus daxropos pucka MBC, pocrtmxe-
HUe LeneBoro yposHs koHueHTpauuu XC JITHII,
COOJIIOZICHHE ONTUMATIBHOM CXEMBI IHTEIBHOIO
JICYCHUS, BKIIIOYAIOIICH M3MEHCHHE 00pasa KHM3HU
U (papMaKoTepaIuio, 3HAYUTEIBHO CHIDKAIOT PUCK
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BO3HUKHOBeHUs npexaespemenHoil ACC3 u cep-
JIEYHO-COCYAMCTBIX OCIIONKHEHUHN, COXPaHSIOIIUICS
B TEUEHHE BCEH JKU3HU OOJILHOTO.

O¢ddexktuBHoe neyenue mnanueHtoB ¢ CI'X
OCTaeTcs aKTyaJbHOH NpoOiIeMod Al MEAWIINH-
CKOTO COOOLIECTBa, HO HOBBIE JOINOJHEHHUS K JO-
CTYIIHBIM TEpareBTUYECKUM MOIX0/aM Jlal0T OC-
HOBaHHUS JUJIsl MIPOBEAEHUS ONTHMAJIbHON THMIIONU-
nuaemMudeckon tepanuu. CTaTUHBI B COYETAHHUH
C 93eTUMHOOM OCTAlOTCs TperapaTaMu IIepBOi
JIUHUM B 3TOW MOMYJISALNHU, ¥ KX HEOOXOAUMO HAYH-
HaThb HEMEJUIEHHO I0CJe YCTAaHOBJICHMS JMarHosa,
B TOM 4YHCIIe B paHHEM jeTcTBe. [loCKONbKy OHOM
9TOH KOMOMHAUMU OOBIYHO HEAOCTATOYHO IS J0-
CTH)KEHHS aJIeKBaTHOTO CHMXeHHst ypoBHA XC
JIITHII, neobOxomumMo m00aBUTH JOIOJIHUTEIBHBIE
BAapUAHTHI JICUECHUS JIJISl JOCTHKEHUS LIEJIEBBIX I10-
kazaresieit ypoBHs XC JIHIHIL Ilockonbky ObuIO
mokaszano, uto HHruoutTopel PCSK9 sddexTuBHbI
y MHorux mnanuentoB reCl'’X u umeror xopouuit
npoduias Oe30MIaCHOCTH, pa3yMHBIM SIBISICTCS Ha-
3HAYE€HUE JaHHOW Tepalnuu NpU €€ JOCTYIHOCTH
Ha cienytoweM srane. Ilpu coxpaneHuu ypoBHE
XC JHIHIT Bpime neneBbIX Ha (pOHE KOMOHHHUPO-
BaHHOH Tepamun uHrHONTOpamMu PCSK9 Heobxo-
JUMO PacCMOTPETh OpyTrue BapuUaHThl TPETheH Ju-
HUU TEparuu.

K coxanenuto, B Hameil ctpane U3 mnepeduc-
JIGHHBIX THUIIOJUIIUAEMHUYECKUX TMIPernapaToB 3a-
PETUCTPUPOBAHBI JIMIIh CTATHHEL, (eHOPHOpaT
U OMAaKop, YTO OTPaHUYMBAET HIMPOKOE MpPUMEHE-
HUE HOBBIX XOJECTEPUH-CHIIKAIOUINX IIpPeraparoB
B peajbHON KJIMHUYECKON MPAKTHUKE, YTO, B KOHEY-
HOM HTOT€, OKa3blBaeT BJIMSHUE HA HEAOCTH)KEHHUE
LIEJIEBBIX YPOBHEW JIMMUIHBIX MOKa3aTesel, a Tak-
JKe Ha BBICOKYI0 cMepTHOCTh oT ACC3.

[Mocrynuna: 23.05.22; peuensuponana: 06.06.22;
npunsara: 09.06.22.
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