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A6cTpakT

[Tenbro MccnemoBaHMA ABMUIACDH Oll€HKA 3 (PEKTUBHOCTU M MPUBEPKEHHOCTU THIIOMUITNIEM MIECKOI
TEpPAIN, YaCTOThI Pa3sBUTH A CEPEYHO-COCYAMUCTDHIX OCTOKHEHNUH Y MAlJMEHTOB C TOMO- I T€TEPO3U-
roTHoll cemeliHoit runepxonectepuremuenn (CI'’XC) B TeueHMe NATUIETHErO Mepuosia HabMOfeHNA
B peructpe PEHECCAHC (Peructp nmanuentos ¢ CI'XC u maunEHTOB ouenb Bpicokoro cEppeu-
Ho-Cocyaucrtoro pucka ¢ HejoCtATtouHoM 3¢ dekTHBHOCTbIO, MpOBOAMMOI TMIIONTUIINAE MITYECKOIT
Tepanun).

Matepuan u meronbl. PEHECCAHC saBnsieTca OTKpbhITHIM HallMOHA/IbHBIM HabMrofjaTeIbHbIM MCCIe-
noBaHueM M BKmo4daeT 6onbHbIX ¢ CI'XC. YumurTbiBanu Hanmume ¢akTOpOB pPUCKa aTepOCKIeposa,
aHaMHe3 CepJeYyHO-COCYAMCTRY 4 f % 7 n
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Abstract

Summary. The aim of the study was to evaluate the effectiveness and adherence to lipid-lowering therapy
(LLT), the frequency of cardiovascular outcomes (CVO) in homo- and heterozygous familial hypercho-
lesterolemia (FH) patients during a five-year follow-up period of the RENAISSANCE registry (Registry
of patients with familial hypercholesterolemia and very high cardiovascular risk with insufficient effect of
hypolipidemic therapy).

Methods. The RENAISSANCE registry is an open, national, observational study and includes FH patients.
We took into consideration atherosclerosis risk factors and history of cardiovascular diseases (CVD), ad-
herence to LLT. Concentrations of total cholesterol, triglycerides, high density lipoprotein cholesterol were
measured in blood serum in all centers. Low density lipoprotein cholesterol (LDL-C) level was defined
according to Friedewald formula. The concentration of 5 lipoprotein(a) was measured by enzyme-linked
immunosorbent assay in serum in some centers. Kaplan-Meier analysis was performed to assess the fre-
quency of fatal and nonfatal CVO.

Results. The registry consisted of 17 homozygous FH patients (mean age 22+13 years, 65% female, 29%
children) and heterozygous FH 2288 patients (48+16 years, 57% female, 6% children). In the homozygous
FH group during the follow-up duration of 74+13 months, endpoint was registered in 5 (29%) patients,
94% received combination LLT, none of the patients reached the target LDL-C level. Data of 1067 (47%)
patients who had follow-up visits were obtained in heterozygous FH group, follow-up duration 32+27
months, 108 (10%) patients experienced endpoint. Male sex (hazard ratio 1.7; 95% confidence interval 1.2-
2.6 p&lt;0.01), hypertension (3.8; 2.3-6.2; p&lt;0.001), ischemic heart disease (9.3; 5.6-15.3; p&lt;0.001),
family history of CVD (2.6; 1.5-4.5; p&lt;0.001) and lipoprotein(a) level 230 mg/dl (2.2; 1.0-4.7; p&lt;0.05)
were predictors of CVE. The frequency of prescribing three-component LLT with PCSK9 inhibitors in-
creased from 2 to 9%, and the achievement of the LDL-C target level increased from 2 to 14% (p&lt;0.001
for both).

Conclusion. A five-year follow-up of participants in the RENAISSANCE registry shows an increase in
the use of combination LLT. Male sex, hypertension, ischemic heart disease, family history of CVD and
lipoprotein(a) concentration =30 mg/dl remain the leading factors associated with new CVO increased.
Key words: heterozygous familial hypercholesterolemia; homozygous familial hypercholesterolemia;
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BeepeHune

JNTunnaHas Teopmra aTepockeposa ABNAETCA OAHUM
13 BenuYanwmnx otkpbimin XX Beka [1, 2]. B 1913
rofly POCCUMCKAM y4eHbIM Hukonaem HukonaeBu4em
AHWYKOBbIM Oblnla MokasaHa MepBOCTeNneHHasa pPorb
XonecrepmHa B atepomMarto3HOM M3MEHeHWW CoCyau-
CTOW CTeHkU [3, 4]. 3To OTKpbLITUE CTano HOBOW 3pOW
B WU3Y4EHMW aTepoCcKnepo3a, U Ha CEerodHALLIHUNA OeHb
aHanus sNMaeMmnonorM4eckiMx daHHbIX, MCcneqoBaHni
C MEeHOEeneBcKoW paHaoMuM3aumen, paHooMK3nMpo-
BaHHbIX KITMHWYECKUX NCAenoBaHnn JeMOHCTPUPYET
MPUHWNHHO-CNEACTBEHHYIO CBA3b MeXOy Xonecrepu-
HOM NUMONPOTEMAOB HU3KOW nnoTtHocTk (XC JIHM)
N aTepoCKNepoTUHecKUMIK  Ccepae4HO-CcoCyanCTbiMm
3aboneBaHuamn (CC3) [5].

CemelHasn rMnepxonecrepuHeMums (Crxa)
ABNASTCA CaMbiM pPacnpoCTpaHeHHbIM MOHOTeHHbIM
3aboneBaHMemM, KoTopoe XapakKTepu3yeTcd [MOBbl-
LeHHbIM ypoBHeM XC JIHIT 1 pa3sBrtMemM atepocke-
potudecknx CC3 B monogom Bo3pacte [6, /]. CITXC
MMEeT ayTOCOMHO-OO0OMWHAHTHbIA TUM HacneqoBaHWUA
M oByCnoBneHa HanM4YMem MaToreHHbIX MyTaunm
B reHe peuentopa JIHM (LDLR), anonunonpoTenHa
B (APOB) u nponpoTenH KOHBepTasbl CyOTUNU3NH-
KekcH 9 Tmna (PCSK9) [8]. Kaxabi 13 3TKMX reHoB

registry; atherosclerotic cardiovascular diseases; lipid-lowering therapy.

KoOMpyeT cneundury4eckuin benok, KOTopbIK y4acTByeT
B knupeHce XC JIHIT n3 KpoBoToKa. [eTepo3nroTHas
CIXC BCTpeYyaeTca 3Ha4UTEeNbHO Yallle 1 obycnoeneHa
HadleqoBaHWEM OLHOW MYTaHTHOW anneny B OfHOM
13 Tpex reHoB, Torga kak bonee pegkun BapuaHT —
romo3urotHaa CIXC onocpenoBaHa HadledoBaHWEM
OBYX MYTaHTHbIX annenen B O4HOM W13 reHoB. [Tpome-
XKYTO4HOE MOMOXEHWEe MeX Y roMO- U FreTepo3UroTHON
CIMXC 3aHMMaeT Tak Ha3blBaemMas KOMOUMHWPOBaHHasA
retepo3nrotHas CIMXC, kotopas obycnoBneHa Hacne-
[OBaHKeM pa3HbiX MyTalWn B Npefenax ofHoro 1 1oro
e reHa (compound heterozygosity genotype — komna-
VHOHbIE FeTePO3UroThl) MK MyTaHTHbIX annenewn OByx
13 Tpex reHoB (double heterozygosity phenotype —
OBOWHble reTepo3urotbl) [7]. CormacHo nocneaHnm
MEXAYHapoOHbIM OUeHKamM, Mo KpanHer mepe OfWH
13 313 4denoBek UMeeT retepo3urotHyo CIXC [9],
B8 PO — oguH 13 173 [10]. Hamnbonee taxenaa dopma
CI'XC = roMO3MUIoTHbIM BapuaHT BCTPeYaeTcsa Yy OOHOro
13 300000 4yenosek [9, 11]. BonbHble C TOMO3UIOTHOM
CI'XC nmetoT 3Ha4mTenbHO bonee BbicokUe YpPoBHKM XC
JTHTT n 6onee paHHIO© MaHWdecTauuio ULEMMYECKON
6oneznn cepaua (MBC), Yyem ¢ reteposnroTHoN op-
Mo [6]. MNMpw retepozunrotHomn CIXC koHueHTpauma XC
JIHI1 BapbupyeT 0T 5 4o 13 MMmonb/n, NP rOMO3MroT-
HOW NpeBbiwaet 13 mmonb /n [6].
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B 2017 romy HaumoHanoHoe obuiectBo no
M3YHEeHWIO  aTepockriiepo3a WHWUWWPOBaNo Npo-
BefeHe B PO permcpa PEHECCAHC (Perwctp
naunkEHToe ¢ CIXC »m nauweHToB 04eHb BbICOKOTO
cEpoeyHo-Cocyauctoro pucka < HegoCTATO4HOW
s3thhektmBHoCTblO, NpoBoAMMON TUNOAMNMAEMUHE-
ckon Tepanun, NCT02208869) [12]. PEHECCAHC
OXBaTblBaeT NWL, C retepo- M romosurotHon CIXC.
Pernctp ABMAETCA 4acCTbio CO3[aHHbIX EBPOMEncKumM
obuiectBoM aTepockneposa (European Atherosclerotic
society [EAS]) BcemupHOW wHMUMaTKBLI Familial
Hypercholesterolemia Studies Collaboration (FHSC,
NCT04272697), Bknwodawowen 6©Gonee 70 Tbicad
nauneHToB u3 /0 crpaH-ydactHUY [13], 1 mexay-
HapoOHOMo perMctpa MayyueHToB € TOMO3MIMOTHOM
CI'XC (Homozygous Familial Hypercholesterolaemia
International Clinical Collaboration (HICC) registry,
NCT04815005), Bknwo4datoulero bonee 750 nauymeH-
TOB M3 38 cTpaH-y4YacTHuL [14].

HecmoTpsa Ha HakomnneHHble 3HaHWA 1 OO0CTVXKEeHWA
B OMarHOCTUKe 1 nevyeHn, UCTMHHaA pacnpocTpaHeH-
HocTb CI'XC HeusBectHa B 90% cTtpaH [9]. CornacHo
HefaBHo onybnukoBaHHoMy ot4ety FHSC, meHee 40%
nauneHToB ¢ CI XC BbiABNeHbl B Bo3pacte go 40 net
U TONbko 2,7 % nauneHToB OOCTUIMIA YPORT XC JTHI

meHee 1,8 mmonb/n [13]. lNpeacraBneHHas pabora
NocBALLEHa MATUNETHEMY Mepuody HabmogeHus
3a nauwveHtamn B peructpe PEHECCAHC, oueHke
4aCTOTbl CepAeYHO-COCYANCTbIX ocnoxHeHun (CCO),
3P HeKTMBHOCTN 1 NPUBEPXKEHHOCTW TUNMONMNUOEMM -
Yeckow Tepanun ([1T).

METEPH dallbl U MeTo bl

AHanwvs npoBefeH Ha OCHOBaHWW [aHHbIX OTKpPbI-
TOMo HaUMOHaNbHOro HabnogartenbHOro KMccnenoBa-
HMA — perncrpa PEHECCAHC [12], koTopbiv BKITKOYaeT
OOMbHbIX C reTepo3nroTHoM 1 romosunrotHon CIHXC.

B wucoieqoBaHMe Obi BKIIOYEHbI  MaLMEHTD
C onpeneneHHon 1 BepoAaTHOW reteposurotHon CIXC,
OMNarHoCTMPOBaHHOW C MCMOMNb30BaHUEM KPUTEPUEB
ronnasackux. nunuaHblx kKnnHnk (Dutch Lipid Clinic
Network (DLCN)) v kputepures CanmoHa bpyma (Simon
Broome Registry), v romosurotHon CIXC, guarHocti-
POBaHHOW C MOMOLLbBIO KpUTEpUeB, NPemIoXeHHbIX
EBponencknm obuiectsom kapauonoros [15].

bonbHble BKNO4YanMcb B 36 UeHTpax-y4acTHUKax
13 21 pernoHa PO 3a nepuop ¢ 2017 no BTopow KBap-
Tan 2022 roga (puc. 1).

PHC}FHQI{ 1. dvHamKka BKIIOYEHMA NALMEHTOB B PETMCTR W PpacluMperie CTRYKTYRPbBI NMMNKWMAORHBIX LEHTOB
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B OnpeaeneHHsi

[pmmedarme. Cnncok pervoHos-ydacTHukos: Mocksa, CaHkT-lletepbypr, Camapckas obnacte, KpacHogapckui kpaw,
Pecnybnmka Kapenwus, Pecnvbnika TatapcraH, Hosocmbupckas obnacts, CTaspornoneckii kpam, YensbuHckas obnacte,
XaHTbI-MaHcmiackima aBToHoMHBIM okpyr, [Tpumopcking kpar, BopoHexckad obnace, Mepmckii kpar, Omckasa obnacTs,
Bonrorpanckas obnacrs, ActpaxaHckas obnacrs, TlomeHckad obnacts, CBepaioackad obnacre, Kemeposckas obnacis, Maa-

HOBCKas 0b1acTe v 3abalikanbCkii Kpaim.

[locne nognncaH1a MHPOPMMPOBAHHOIO COrmacis
NaLuKeHTbl ObINM ONpPOLEeHbl M OCMOTPEHbI Bpadami-
yHaCTHUKaMK perncrpa. Bpaqm 3anonHanmn dopmbl
B BymMaxkHoM M 3nekTpoHHOM Buae. Cbop aHamHe3a
BKJItOYan MHpopmauno o Hanu4mii akTopoB prcKa
arepockneposa KM umewwmnxca CC3, cobnogeHnn
ometsl 1 npueme [J1T. Jlnua, BKNOYeHHblE B MCCe-

OOBaHWe, TMpoXoguni WCXOOHOe W KOHTPONbHOe
obcnenoBaHMe B MEOWUWMHCKMX — LEeHTpax-y4acT-
HKaxX nporpammbl. B kKaxOoom UeHTpe BbINOMHANN
onpefeneHmne KoHLeHTpauuy obLero XonecrepuHa
(OXC), Tpurnuuepwpgos (TI), xonecrepuHa nUMo-
npoTenaos Bbicokon nnotHoct (XC J1BM) B cbiBO-
poTke kpoBK. CogepxaHue XC JIHIT paccymTbiBanm
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Tabnuua 1. O6ulan xapakTepucTika NauneHToB C FrOMO3UroTHOM CEMEeNHOM rnepxonectepnHeMmen

MokazaTtenmb fomo3zurotHasa CIrXcC
(n=17)

My>Kckow non 6 (35%)
Bo3pacr, rogbl 2213
Bo3pacr noctaHoBKKM AnarHo3a CIXC, roabi 1028
Bo3pacr BKINO4eHWA B peructp, rogbl i s n] 5
Bo3pact maHndectaunum CC3*, rogpl 2011
OTAroLUleHHbIN HacneACcTBeHHbIM aHamHes no CC3 (<55 net — ana My>X4mH, 6 (35%)
<60 net — 4N XeHLWmH) =
M36bmo4Han macca Tena (MMT>25 wm?) 6 (35%)
[MNepToHUS 3(18%)
deHornnnyeckme sHakm CMXC
KcaHToMbl 16 (94%)
NunomaHas ayra poroBMLbl 10 (59%)
Ceppe4Ho-cocyamucTble 3aboneBaHus
Miwemnyeckan bonesHb cepaua 9 (53%)
MHbapkT MMokapaa 2 (12%)
YpeckoXHoe KOpoHapHOe BMeLLaTenbCcTBo 2(12%)
KopoHapHoe WyHTMPOBaHKMe 3(18%)
CTeHO3 aopTanbHOro KnanaHa 6 (35%)
HafnknanaHHbIM CTeHO3 aopTanbHOMo KnanaHa 2(12%)
PeBackynsapu3ayua COHHbIX apTepui 1(6%)
NvnngHbIn Nnpodunb (MakcMManbHble YPOBHU)
ObwKMm xonectepmH, MMOTb /1 i B e i B
XCJIHI, mmonb/n ] e P
XCJIBIT, mmonb /n 1. 306
Tpurnuuepmabl, MMonb/n -2 == §
Nunonpotena(a), mr/on 71[46; 134]

Mpumevarma: CITXC — cemeviHaa runepxonecrepuHemma, CC3 — cepaeyHo-cocyamcTele 3abonesaqnd, MMT — uHaekc maccel
rena, XCJIHI 1 — xonecrepiiH niunonpotennos Hiiskou nnotHocri, XC JIBI 1 — xonecrepH nMnonpoTergos B bICOKOW MAOTHOCTH.
*Mwemmyeckasa bonezHb cepala, aTepockiepo3 COHHbIX W beqpeHHbIx apTepi bonee 50%, knanaHHeIA UM HagKnanaH-

Hbl CTEHO3 dOPTaNNEHONO KflallaHd.

no dopmyne Opuasanbga: XC  JIHMN=0XC-XC
NBM-Tr/2,2 (Mmonb/n). B HekoTOpbIX LEeHTpax onpe-
0ensnu yposeHb nunonpotenaala) [Jin(a)] u nposo-
OV TeHeTUHeckU aHanu3 auamnugemmn. Coop
M aHann3 OaHHbIX OCYLecTBNAeT KomnaHuAa ACToH
pynn (r. Mockea, Poccus).

[TOBTOPHBIWM BU3WT MPOBOAMIICA MPW NINHHOM KOH-
TakTe Bpad-naureHT UnM UHTEPaKTMBHOM WHTEPBbLIO
(TeneoHHbIM 3BOHOK WNK 3NEKTPOHHaA MnoyTta) Ans
OUEHKIW 3 deKTMBHOCTU NpuHKMMaemon [T 1 dakra
CCO. KoHe4yHas To4ka Bk/IOHana ciy4aun datanbHbiX
N HedaTanbHbix CCO, B TOM 4YK1Cne onepaunn pesa-
cKynapusaumm 1 rocnutanMsaunv no  yxydlweHuio
TedeHusa MbC.

Cratmcrnyeckan obpabotka npoBoaunach € Nomo-
Lblo NporpamMmHoro obecneveHua IBM SPSS Staistics,
Bepcna 24, IBM USA.

Pesynbrathl

OO6LLan XxapaKTepucTuKa

B npencraBneHHbl aHanu3 Oblnm BKITIOHYEHbI [aH-
Hble 2305 nauwmentoB ¢ CI XC, AMHaMKMKa BKOYEeHWSA
KOTOpbIX Noka3zaHa Ha puc. 1. Cpean 2305 nayneHToB
cCMXC86% (n=1981) aBnatoTca MHOEKCHBIMW NaLW-
eHTaMu, 13 HUX y 40% (n=799) nmeeTcs HpopmMa-
uma o 2261 poacreeHHuke. Cped poOCTBEHHMKOB
obcnenoBaHbl M UMEIOT YCTaHOBNEHHbIW AnarHo3 CIMXC
9% (n=211) nauweHtoB: 1-8 CTeneHb poacCTBa —
89%, 2-a creneHb pofcma — 10% mn 1% — TpeTbA
CTeneHb poAcCTBa. ExXerofHaa AWMHaMKKa BKIOYeHWUd
nalwreHToB B perncTp coctaBkna 2 /4 + 81 nayueHr.

lomo3urorHaa CIFXC
B permnctp BrtoHeHbl 17 B0MbHbIX € TOMO3MIOTHOM

CIXC: 71% (n=12) B3pocnble n 29% (n=5) petu.
INHK-cekBeHMpoBaHue npoBegeHo y 82% (n=14)
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Tabnuua 2. vnonunuaeMmmnyeckan Tepanna y NauMeHToB C TOMO3UIOTHOM CEMENHOW rMnepxonectepuHeMmen

(n=17)

Mnonunngemunyeckasn Tepany

be3 Tepanuu
CTaThHbl + 33eTUMUD
CratuHbl + 33eTMUb + nHrmbmtopsl PCSK9

CtatiHbl + 33eTMMUD + adepes
CratuHbl + 33eTMUB + nHrMbmtopsl PCSK9 + adepes

MepBbin BU3UT mﬂﬁ:"ﬁ
1(6%)* 1 (6% )* 1,0
16 (94%) 2(12%) <0,001
0(0%) 7 (40%) <0,01
0(0%) 4(24%) 0,1
0(0%) 3(18%) 0.2

lpumedanmns: PCSK9 — nponporenHkoHBepTasa cybmnmsmnH,/kekciH 9 tuna. *Bo3pact naymeHta bes runommnaeMmye ckov

TepanmMi — Asa roga.

PHC?’HIJI{ 2. [nnonunuoemmn4yeckan Tepanna 'y NnallMeHToB C FOMO3UIOTHOW CeMENHOW

rmnepxonecrepyHemuen (n=17)

16.4
-
: 14,1 13.3
2 1.4
=
.
=
—
(41}
(=
=
-
@
-
T
'_"E"
OoXC XC NHN

1 Bu3uT E[locnegHun BU3UT

15 1,5 12 15

.
XC nBen L

Mpumedarng: OXC — obupw xonecrepmH, XC JIHIT — xonecrepuH nvnonpoTtemngos Hukow rnnotHoctid, XC S1BI1 - xonecrepmH

JTANoNpoTergos BbIC OKOUW MiaoTHocTu, Tl — TRHOTHMLERMOb!.

nauwneHTos, y 11 BonbHbIX reHeTUYeck Bepuduumpo-
BaHa KoMnayHOHasa retepo3nrotHaa CI XCu y Tpoux —
WNCTWUHHaA ToMo3UroTHaa opma.

KnnHu4eckune xapaktepucTMK NauyeHToB C roMo-
3nrotHown CI'XC npencrasneHbl B Tabnuue 1.

OeHotnnuyecke npusHakn CIXC BbIABNANUCH
y NpeBanupytowen gonr bonbHblX, 4actoTa KcaHToMa -
To3a pocturana 94%. He oTme4eHOo Cny4aeB caxapHoro
nmabeta, KypeHns 1 3NM30040B HapyLeHWd MO3roBOro
kpoBoobpaleHus. MbC BbisBneHa y 53% naumeHToB
M CTeHO3 aopTanbHOro knamaHa — Yy 35%. Cpeow
OOMbHbIX C M3MEpPEHHbIM YPOBHEM nnonpoTtenaala)
4aCToTa MOBbILWEHMA ero KoHUeHTpauMm bonee 30 mr/
an gocturana 89% (y 8 u3 9 naymeHToB).

3a nepuvop HabnogeHma 74+ 13 mecaueB 3aperu-
ctpupoBaHo 5 CCO y YeTblpex NauyeHToB: OfdHa ore-
pauua KOpoHapHOro LWYHTUPOBaHWA, oHa KapoTuaHasn
3HOAPTEP3KTOMMA, OOHO NPOTE3MPOBaHWE aopTasibHOMo
KnanaHa 1 y OBOUX MauUMeHTOB BHe3arnHasa cepae4qHas
cMepTb. 1o NpUYUMHE OCNOXHEHWA Te4YeHUs HOBOW

KOPOHaBUPYCHOW MHMeKUMX YMepP OANH NaLUMeHT.

[Mpu BKMo4eHMM B pernctp 94% (n=16) naumeHToB
MPUHUMaNU CTaThHbl B PEXMME BbICOKOWM WMHTEHCUB-
HOCTW 1 33eTMKG. B xonoe HabmogeHna 82% (n=14)
GonbHbIX NpoBefeHa WMHTeHcudKKauma [T (tabn. 2).
Tpoum naupWeHTam opgobpeHa MuHUCTEpPCTBOM 3[pa-
BooxpaHeHus PO Tepanua npenapatom W3 Kacca
WHIMBUTOPOB MUKPOCOManbHOTO Benka-nepeHocHnKa
TPUMULEPVAOB NOMUTANMAOM (He 3aperncrpupoBaH
Ha Tepputopun PO).

Ha pucyHke 2 npepncraBneHa OMHaMKKa nokasaTe-
nen nNMUaHoro npodunsa y nNauyeHToB € roMO3UIoTHOM
CI'XC. 3a Bpemsa HabnogeHWa yoanoch JoBUTbCA CHK-
eHKa ypoBHA OXC Ha 14% n XCJIHITHa 15%. Lene-
Bbix ypoBHen XC JIHIT He mocTtur H1 oauH BonkHoW.

leTepo3uroTHasa CIXC

B wccnemoBaHwe BkModeHo 2288 nauneHToB
c reteposurotHon CMXC: 94% (n=2151) B3pocsbiX,
cpenm HuX 27% (n=581) B Bo3pacTe monoxe 40 ner,

OerMHanhthe CTaTbM I” ‘ ‘ ‘ ‘
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Tabnuua 3. O6ulan xapakTepucTika NauneHToB C reTepo3UroTHOW CeMEeMHOM rinepxonecrepuHemment

NMoka3zartenb

My>KcKoW non
Bo3pacr, rogbl
Bo3pacr noctaHoBKKM AnarHo3a CIXC, roabi

Bo3pacTt Bko4eHWA B pernctp, rodbl
Bo3pacT maHudectaunm MbC, roabi

OTAroueHHbIM HacneACTBeHHbIN aHamHes no CC3 (<55 net — MyX4nHbl, <60 net —

SKEHLMHbI)

OTHFDLLI,EHHI::IF’I HE:!CJ'IE',[I,CTBEHHI:IE‘I dHdMHEI MO TkNnepxonectTeplReMiiaiA

OxupeHue (MMT230 m?)
KypeHue

[MNepTOHKA

CaxapHbin guabert

leTepo3urotHaa CIXC

(n=2288)

973 (43%)

48+ 16
46+ 16
49+ 16,2
SEEE T

1504 (70%)

1182 (55%)
566 (25%)
335(15%)
1228 (54%)
96 (4%)

®eHoTMnMyeckme npusHakm CFXC

KcaHTOMBbI
IlnnowngHana ayra poroBrubl

635(28%)
231 (10%)

Ceppae4Ho-cocyaucTble 3abonesaHus

Nwemmnyeckan bonesHb cepaua

VNHpapkT M1okapaa

YpeckoKHoe KOpOHapHOe BMeLLaTeNbCTBO
KopoHapHoe WyHTUpOBaHWe

CTeHO3 aopTanbHOro KanaHa

HagxknanaHHbIM CTEHO3 aopTafbHOro KnanaHa
TpaH3MTOpHanA MlleMmnyecKan ataka

OcTpoe HapyleHWe MO3roBoro KpoBoobpaLleHns
PeBackynapur3auma COHHbIX apTepum
PeBackynapur3sauma apTepruii HYKHUX KOHeYHOCTEN

908 (40%)
387 (17%)
376 (17%)
155 (7%)
116 (5%)
22 (1%)
28 (1%)
61(3%)
25(1%)
7(0,3%)

Obumn xonectepmH, MMOnb /1
XCJIHI, mmonb/n

XCJIBIT, mmonb /n
Tpurnuuepumabl, MMonb/n

Nunonpotena(a), Mr/on

9.1 =23
b 52, 1
15 = 6
T:&E5

20 [8; 70],
45,5+55,5

Mpumevarma: CITXC — cemeviHaa rmnepxonecrepuHemms, CC3 — cepaeyHo-cocyqucTeie 3abonesaqHnd, MMT — uHOekc mMaccsi
rena, XCJIHI 1 — xonecrepun nunonpotennos Hiskou nnotHocr, XC JIBI 1 — xonecrepmH nunonpoteros B bICOKOW MAOTHOCTH.

n 6% (n=137) peten. CornacHo kputepuam DLCN,
pacnpefeneHse no BepoATHoOCTM AuarHosza CIXC
Obino cnegyowmm: y 35% (n=809) 4enosek — onpe-
neneHHbln, y 55% (n=1255) — BeposatHbIK, ¥y 10%
(n=224) — BO3MOXHbIN. [eHeTn4eckoe TeCTUpPOBaHne
BbinonHeHo y 13% (n=288) OonbHbIX, NaToreHHble
M BepoATHO-NaToreHHble reHeTu4eckue BapUaHTbl
BbliBneHbl Y 74% (n=213) naumeHTOB: BapWaHTbI
B reHe LDLR wnpeHtudmnumposaHbl y 86% (n=183)
naunentoB, APOB — y 12% (n=26), PCSK9 — y2%
(n=4).

Obuwas xapakrepucrka nauMeHToB C reTepo3nroT-
How CIXC npencraeneHa B Tabnuue 3.

PacnpoctpaHeHHbiMK hakTopamMmm prUcka Obinm oTaA-
rolleHHbIM HacnencTBeHHbIM aHamHes no CC3 (70%)
1 rnepxonecreputHemnin (55%), runeptoHuns (54%).
MBC BbigBneHa y 40% 6onbHbix. Cpean nayyeHToB
C M3MepeHHbIM YPOBHEM nunonpoTenpala) 4acrota
MOBbILLIEHMA Mo KOHLeHTpauUmn bonee 30 Mr/on goctu-
rana42% (216 13519 6onbHbIX).

3a Bpema HabniopgeHws B peructpe ¢ 2017
no 2022 rog datanbHble CCO npouvsownuy 14 naumeH-
TOB C retepo3urotHon CIXC: y NATU B oNbHbIX — MHpapKT
MWOKapaa, y TPOUX — BHe3anHaa cMepTb, Yy oQHOro —
NWEeMMNHECKN UHCYNET, Y OOHOMO — remMopparm4eckuim
WHCYNBT, Y OOHOMO — pPa3pblB aHeBpPU3Mbl DprolwHOM

- ATEPOCKIJIEPO3 N AnNcJiMniiaemMmmmiin



Tabnuua 4. XapakTepncmki 6ONbHbIX C reTePO3NIOTHOW CEMENHON r1nepxonecTepuHeMmuen B 3aBUCUMOCTM
OT Pa3BUTUA CEpOEYHO-COCYANCTbIX OCNTOXKHEHM

MNMokasartenb bes CCO
(n=973)

Bo3pacT, roabl
My>Kckowm non

OTAroweHHbIM HacneacrBeHHbIWM adamHes no CC3
(<55 net — MyX4uHbl, <60 — XeHUMHbI)

[MNepTOHMA

CaxapHblv ounabert
Oxupenne (MMT>30 m?)
KypeHue

BepoaTHoCTb AnarHo3a CIXC
OnpepneneHHana CI XC
BepoatHaa CI XC
Bo3moxkHan CITXC

JiunnaHeIn npocdunsb

OB LM XONecTeprH, MMOIb /1
XC JIHIT, mmonb /N

XC JIBI1, mmonb/n
Tpymuuepwabl, MMONb/ N
Nunonpotena(a), mr/on

47+15 54411 <0,001
389 (40%) 51(54%) <0,001
639 (68%) 79 (84%) <0,001
474 (49%) 74 (79%) <0,001
41 (4%) 8(9%) 0,06
189 (20%) 37 (39%) <0,001
108 (11%) 16 (17%) 0,09
406 (42%) 31(33%) 0,1
501 (52%) 51(54%) 0,6
66 (7%) 12 (13%) <0,05
9,5+2,4 9,6+2,4 0,6
7,0+2,1 6,5+2,5 0,07
1,4+0,4 1,3+0,4 <0,001
1,7+1,2 2,2+0,9 <0,001
46 [9: 68] 71[11: 120] 0,08

lpumevanma: CCO — cepnevyHo-cocyaucTbie oaioxHerms, CC3 — cepaedyHo-cocyauctele 3abonesarns, CIXC — cemeriHas
rmnepxonecreprHemis, UMT — nHaoexkc maccel tena, XC fIHIT — xonecrepiur nunonporennoB H13kom rnaotHocr, XCJIBI —

XOMNeCTe PHH THNonpoTergos BbIC OKOM MIOTHOCTH.

a0pTbl, OAMH MaLMeHT ymep oT ocnoXxHeHnn COVID-19
1 OBOE — MO HEYTOYHEHHOW MPUYMHE.

IdnHamun4eckoe HabmogeHwe nposegeHo y 47%
(n=1067) 6onbHbIx. 3a Nepuog HabnogeHus 32 27
MecaleB 3aperucrpupoBaHo 118 HedatanbHblx CCO
y 94 naymeHToB: MHDaPKT MUOKapda nepeHean 15%
(n=14) naumeHTOB, TPAH3UTOPHYIO WLLIEMWUYECKYIO
ataky — 11% (n=10), HapyLIeH1e MO3roBOro KPOBOO-
OpaleHus — 1% (n=1), 1% (n=1) — npoteaupoBaHue
aopTanbHoro knanaHa, 96% (n=90) 6onbHbIX BbINOM-
HeHbl onepaunn peBackynapvaumm: 51% (n=48) -
YpeckKoXHble KOpOHapHble BMmellatenscBa, 32%
(n=30) onepaunn KOpoHapHOro WyHTUpoBaHua, 10%
(n=9) — KapoTnaHble 3HAapTEPIKTOMUN 1 3% (N=3) —
peBackynApu3auMa apTepum HUXKHUX KOHEYHOCTeMW.
B tabnuue 4 npencrasneHa xapakrepucrmka BonbHbIX
¢ rerepo3vrotHon CIXC B 3aBUCKMMOCT OT Hannyu1A
CE.

[TauneHTb! c pazsutiem CCO BbiNK cTaplue, B 3TOW
rpynne 4Yaule oTMeYeHbl MYXCKOW MOof, TMNepToHUA,
oXMpeHue 1 otaroweHHbi no CC3 HacneCTBEHHbLIV
aHamHes. lcxogHo oHW UMenu bornee HU3KMe YPOBHW
XC JIBI'1 1 noBblWeHHble nokasatenu TpUrn1uepuaos.
Ha pucyHke 3 npencraBneHbl KpUBbIE BbIXKMBAEMOCTH,
OeMOHCTpUpYoLLKe 3Ha4KMMYIO CBA3b MY>KCKOTO Mnona,
Hanu4uda rmnepToHuKn, MbC, oTAroLEHHONo CEMENHOTO
aHamHeza no CC3, koHueHTpauuwn Jin(a)>30mr/gn

C pa3BuTem HoBbix CCO.

Y naumeHToB C retepo3nrotHol CIXC oTmeveHa
nonoXurenbHaa OMHamMuka B uHWWMaumm [T (Ha
19%, p<0,001), B TOM 4K1Cne CTaTUHAMU B pexXmnme
BbICOKOW MHTeHCMBHOCTW (Ha 11%, p<0,001) 1 B KOM-
OuHaumu ¢ 33eTummnbom (Ha 13%, p<0,001) (puc. 4).
MHTeHcndukauma [T1T oo TpexKOMMNOHEHTHOW, BKJTO-
Yatollen Takxke WMHrnbutopsbl PCSK9, Bospocna ¢ 2
0o 9% (p<0,001). Yactota AOCTMXEHMS LIENeBoro
ypoBHA XC JIHIT y 3TMX nauueHToB YyBenu4unach
c 2% 0o 14% (meHee 1,8 MMonb/N ANa — BbICOKOroO
pyucka U MeHee 1,4 mmonb/n — ONg 04eHb BbICOKOMO
cephe4Ho-cocyancroro pucka)((cm. puc. 4).

MHTeHcpmkauma [JIT npuBena K CHMXKEHWUIO
ypoBHA OXC — Ha 23%, XC JIHIM Ha 32% (p<0,001
ans oboux) (puc. 5).

ObcyxpeHune

[1pencraBneHHoe NccnefoBaHe ABNASTCA TPETbMM
ot4eToM pabotbl pernctpa PEHECCAHC n Bknodaet
NATUNETHMA Nepwop HabniogeHna 3a naumeHTamu
c CIXC. MccnepoBaHue MMeeT pad YHUKalbHbIX OCO-
beHHOCTEM, MOCKOMbKY BrepsBble B PoccrM onucaHbl
nonynauma geten ¢ CMXC 1 caman KpynHasa BblIOopKa
naymeHToB c romo3sunrotHowm CIXC.

HEDBDCTEI'IE'HHD HED6KD,D,MMD OTMETUTE
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PucyHok 3. KpuBbie KannaHa-Mawnepa ana CCO B 3aBucmocTotnona (A), Hanndumsa MBC (B), otaroweHHoro
HacneacTBeHHoro aHamHesa no CC3 (B), rmneptorun (') U KoHueHTpauwnu nunonpotengala) (1)

A Mon
= - - AeHugiHa
ﬁ o 0 My»oanHa
=
g L
g .
¢ . OP=17
R 95% M 1,2-2,6
R

== - =

Nepuwon HabnwogeHua, mecAubl

L

OTCyTCTEME KOHEYHON TOYKM

MBC
] FaseeTcn
v OTcyTCTBYeT
oP=9,3
95% AMn 5,6-15,3
p< 0,001
Mepwog HabniogeHua, MecAUbl

HacneacreeHHbIM aHamHes no CC3
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Mepuon HabnwgeHua, mMecaubl
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MNepwoa HabnwogeHuna, mecaus

noctmkeHun permcrpa PEHECCAHC, koTopbix yaa-
Nnocb A0CTUYb CMNYCTA [OBa rofa, nocnie nybnukaumm
TpexneTHero HabmogeHMa 3a y4acTHMKaMK pPerncrpa
[16]. BbiABneHa nporpeccrBHasa MONoOXKTENbHaA
OVHaMMKa B Ha3Ha4eHM TpexkomMnoHeHTHow [T ¢ 2
00 9% v B goctvxeHnn uenesbix ypoBHen XC JTHI ¢ 2
0o 14%. [laHHble M3MeHeHUA MOXHO CBA3aTb C yBe-
NUY4EHUEM [OOCTYMHOCTU NOony4eHus TapretHou [T1T,
B TOM 4udle NocpedCTBOM BHeOpeHWsA NporpamMmbi
DUHAHCMPOBaHKA NO NeYeHUIO reHHO - HXEeHePHbIMM
buonornyeckMi npenapataMm B pamkax KIMHUKO-
CTaTUCTUYECKMX Tpynn, Kyda BKJlo4eHa Tepaniia UHIMA-
butopamm PCSK9. [laHHOe HanpaBneHWe Mo3BOMWUIIO
obecne4ymBatb MaUWEHTOB 3TUM BWOOM NeYeHUs Kak
B MEPBMYHOW, Tak M BO BTOPWYHOW MpodunakTuke
CC3 B pamkax obulero MeguUMHCKOIo CTpaxoBaHKA.

OtgenbHO  HeobXoAUMMO  BbiOENUTL  YBeNUHeHue
B perncTpe Lonv naureHToB C onpefeneHHbiM U Bepo-
ATHbIM OuarHozom reteposurotHon CIXC ¢ 65%
0o 90%, 410 HapsaQy C OBYKPaTHbIM YyBenu4eHuem
Konu4yecrBa Cneuuanm1croB-nnuaonoroB v NUNUOHbIX
LEeHTPOB CBUAETENbCTBYET 00 YBENNYEeHUN 3auHTepe-
COBaHHOCTK Bpa4en B 3TOM HanpaBiieHU MedULNHbI.

3a nocnefHwe OBa roga, nocne npencraBneHUs
HaMU pe3ynLraTtoB TpexneTHero nepuvopa Habnwoge-
HMA B peructpe PEHECCAHC, ©binu onybnukoBaHbl
OBa K/4YeBbIX UCCNefoBaHWA W3 MeXOyHapoOHblX
permctpoB HICC 1 FHSC[13, 17]. [laHHble 0 DONbHbIX
C romo- 1 reteposurotHon CIMXC 13 peructpa PEHEC-
CAHC Bkno4eHbl B 3TW MeX[yHapoOHble perncrpbl,
nogaepxuveaemble EAS.

PeTPOCNEeKTUBHbLIN OTHET 3KCMEPTHOW MPYMMbI MeX-
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PucyHok 4. [unonvnuaemMu4eckas Tepania 1M YactoTa gocTuxkeHua uenesoro ypoBHa XC JIHIT y naumeHToB
C reTEPO3MUIOTHOM CEMEUNHOW MMNepPXonecTepuHeMmen
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PucyHok 5. [luHammka nokasaTtenen mnunuaHoro npoduna naumMeHToB C  FeTepO3UroTHOW  CEMEMHOM
rmnepxonecrtepuHeMeN NP BKITKOYEHWUW B PEMVCTP W Ha NOCIeAHEM BUA3UTE
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[pumevanma: OXC — obumm xonecrepmH, XCJIHI - xonecrepumH nmnonpotergos Huskou rnnotHocti, XC J1Bl1 — xonecrepuH

JINoNpoTergos BeIC OKOM rAoTHocTH, T — TRHTITHALEPHOBL.

OyHapoOHOro perncrpa naumeHToB C roMO3UIOTHOW
CI'XC HICC sknoymn 751 naymeHTa € roMO3MIOTHOW
CIXC mn3 38 crpaH-y4actHiy [17]. TNpeBanupytlowas
nonsa BonbHbIX ObINK KOMAayHOHLIMW FreTepo3nroTamm
(n=565 (75%)), 3Ha4YUMbIX pa3nn4{Mii No Mony He
BbiABneHo. MeOraHa Bo3pacTta NOCTaHOBKW OMarHo3a
romo3unrorHon CIXC cocrasuna 12,0 [5,5-27,0] nert.

Ha MoMeHT noctaHoBKM AmMarHo3a 65 (9% ) 6onbHbIX
yKe umenu atepocknepotmndeckme CC3 wunu aop-
TanbHbIX CTeHo3. [1o MHMUMaUMM NNNUACHWXKaoLEN
Tepanuun ypoBeHb XCJIHIT poctvran 14,7 [11,6,18,4]
mmMonbs/n. Cpeon 534 naumeHToB ¢  NoApobHO
onuncaHHow [NIT 92% npuHumManu cratiHbl, 64% —
33eTUMMO 1 39% npoeogunu adepes NMNONPOTEUIOB
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[17]. Habnoganncb 3Hadnmble pasnmyma B YPOBHE
XC NIHIM, wWcnonb3oBaHUMKM MHOTMOKOMMOHeHTHoW [T1T
A OOCTUXKeHWM LeneBbix ypoBHe XC JIHI B ctpaHax
C BbICOKUM WU HU3KKM YPOBHEM AoXOo[a: KOHUeHTpa-
uma XC JIHI - 3,9 [2,6-5,8] mmonb/n npotre 9,3
16,712, 7] mmonb/n, npuem [J1T — 66% npotre 24%
1 OOCTMXeHWe ueneBbix ypoBHen XC JIHI - B 21%
cny4aeB npotuB 3%. B ctpaHax C HU3KUM YypPOBHEeM
noxoga CCO maHudectpoBanii Ha 10 net paHblue:
24,5 [17,0,34,5 roga], no cpaBHeHWIO CO CTpaHaM
C BbICOKMM ypoBHem poxoga 37,0 [29,0;49,0] ner,
CKOPPEKTUPOBaHHbIM KoahduumeHT pucka 1,64 (95%
aON:1,13-2,38) [17]. MNpw aHanun3e AaHHbIX perucrpa
HICC cTOMT OTMETUTb, YTO Cpedn POCCUMCKMAX Maum-
eHTOB 4YactoTa NPUMEHEHUA MHOTOKOMMOHEHTHOW
MeaukameHTtosHon [JIT conmoctaBMMa co cCTpaHami
C BbICOKMM YPOBHeM A0Xx0[a, HO cpedHuUe YypoBHU XC
JTHIT ocTatoTca KpanHe BbICOKMMMN, Kak 1 YacTota CCO.
STO CBMOETENLCTBYET O HEODXOAMMOCTU YyBENM4eHUs
LOOCTYNMHOCTM B HalleW cTpaHe 3KcTpakopnopanbHbIX
METO[0B NleYeHnA YU HOBbIX TepaneBTU4YeCckMX areHTOB
(nommTanua, 3BMHakymab, MUNoMepceH ).

B KpoccC-CcekKUMOHHOE WCCNefoBaHWe pPericTpa
naumeHtoB ¢ rereposurotHon CIXC FHSC Bko4eHbl
42167 BonbHbIX 13 56 cTpaH-ydacTHML [ 13]. 3Ha4MbIX
pasnnuyMA No nony He BbiABNeHo. MednaHa Bo3pacTa
Y4aCTHMKOB MNpW BKIIIOYEHWMKM B PErkcTp CocTaBnana
46,2 [34,3;58,0] roga, cpeqHMK BO3pacT Ha MOMEHT
MOCTaHOBKK OuarHo3a reteposurotHomn CIXC - 44,4
32,5;56,5] roga, npn stom 40% y4acTHUKOB ObInn
monoxe 40 ner Ha MOMEHT MNOCTaHOBKW OWarHosa.
PacnpoctpaHeHHocts WBC  pocturana 17,4%,
HapylUleHKMA Mo3roBoro kposoobpalleHna — 2,1%
aTepockiiepotiyeckmx  3aboneBaHM  Nepudepu-
Yyeckmx aptepun — 5,2%. Cpegu nayueHToOB, Mony-
YaBWuxX runonunugemMm4eckue npenapatol, 81%
(n=16803) — nony4anu ctatnHbl 1 21% (N=3691) -
KOMBWUHUPOBaHHYIO Tepanuio, NPy 3TOM BbICOKOMH-
TeHCUBHaA TepankA Ha3Hadanacb My>X4MHaM dalle,
4yem xeHwuHam. MeguaHa yposHa XC JIHI coctaBuna
5,414, 3,6, /] Mmonb/n ona naymeHToB, He NPUHUMa-
JOLWX NUNUACHWKatoWYyto Tepanunio, u 4,2 [3, 2, 5,7]
MMOJb /N — ANA TeX, KTo Obin NpuBEpPXKEH NeYeHuto.
KoHueHTpaumm XCJTHITmeHee 1,8 mmonb /n JOCTUAMNIA
3% OOnNbHbIX, M NCNONMb30BaHWE TPEXKOMMOHEHTHOW
[T1T, BkMo4atoLLen Takxke UHrMbutopbl PCSK9, Bbino
CBA3aHO C yBenM4eHnem 4acToTbl JOCTUXEHWA Lene-
BbIX 3Ha4veHun [13]. HecmoTps Ha conoctaBMMbIN
BO3pacT MoCTaHOBKW AmarHo3a CIXC B perncrpax
FHSC n PEHECCAHC, konn4ectBo NaumMeHToB MOMoXKe
40 net B HaweM pernctpe Huxe (40% npotuns 27 %)
1 vactota MBC Bbiwe (17% npotve 40% ). Ho cront
OTMETUTb, YTO Yy NMauneHToB M3 perkctpa PEHECCAHC
Yalle WHTeHcudpuumposanacs [JIT go MHOMoKowm-
noHeHTHOU (33% npotmB 21% B peructpe FHSC)
N DonblUee KoNWYecTBO OONbHbIX OOCTUMMA LUeneBblX
yposHer XC JTHI (14 % npotne 3% B peructpe FHSC).
Takmx 3Ha4YMMbIX pasnuHMin B MHTeHcnduMkaumm [T
N OOCTVXeHUW LeneBblx ypoBHen XC JIHIT yoanoch

OOCTWYb 3a NpeflwecTsylolle OBa rofda, MOCKONbKY
OaHHble TPexXneTHero nepuofda HabnogeHWA B peru-
ctpe  PEHECCAHC [16] conoctaBUMbl MO 3TUM
nokazatenam ¢ FHSC [13]. 210T BbiBOA, OOKa3biBaeT
3pPekTMBHOCTE METOLOB MPMBNeYeHWA BHUMaHWA
Bpaden k npobneme CI'XC, NHPOPMUPOBaHNA O HOBbIX
BO3MOXHOCTAX [T1T 1 paboTbl HOBbLIX KaHanoB obecne-
YeHWA MednKaMeHTO3HOW Tepanuen B pamMkax obuero
MedWUWMHCKOro cTpaxoBaHKa. Hapaay ¢ nprMeHeHnem
CTaTUHOB, 33eTMMWOa M MOHOKIIOHaNbHbIX aHTUTen,
MHrMoumpytowwmx PCSK9 (anmpokymab 1 3Bonokymab),
c 2022 roga B CNUCOK KWM3HEHHO BaXHbIX nekap-
CTBEHHbIX CpefCTB BK/IOYEH npenapar WHKIUCUPaH,
KOTOPbIM NpefcTaBnAeT cobon Manyto MHTepdepurpy-
lowyto PHK, HaueneHHyo Ha matpuyHyto PHK PCSK9.
PaHOOMW3MPOBaHHbIE KINUHUYECKMe WUCd1efOoBaHUA
MokKasanu conoctaBUumMytlo 3@eKTMBHOCTb anmpoky-
Maba 1 3BonokymMaba ¢ MHKIMCMPaHOM B CHIXKEHNU
ypoBHA XC JTHI npw bonee peakom pexvme BBeAeHWA
0N NHKNUCUpaHa (aBa pa3a B rog) [18].

C MomeHTa co3gaHuma periuctpa PEHECCAHC konu-
4eCcTBO JIMMWOHbLIX UEeHTPOB, CneymanmcroB-nunuao-
NOTOB W y4acTBYOWMX B MCCeqoBaHnm periMoHoB PO
yBenu4mnochb apykpatHo. [Mockonbky CIXC aBnaeTcs
reHeTU4yeckn OeTepMUHMPOBaHHbIM  3aboneBaHMem
C ayTOCOMHO-AOMWHAHTHbIM TUMOM HacnedoBaHW4,
KpawvHe Ba>XHblM ABMAOTCA PaHHAA WOeHTUdUKaUMA
OONbHbLIX, MNPOBEAEHWE  KackafHOMo  CKPUHWHIa
POLACTBEHHWKOB WMHOEKCHOro nauuMeHTa WM Ha3Hade-
HMe afeKkBaTHOW TUMNONUNUAEMMHECKON Tepanuu.
HabnogeHwe B pernctpe 1 nonyyeHre pekoMeHgaumm
CreunanucToB-NUNUOONOIOB  ABMAETCA  K/HOYEBbIM
MOMEHTOM B BedeHWK nauneHtos ¢ CIXC. 310 nofm-
TBep>KOaloT AaHHble npoeegeHHoro B CLUA mncaneno-
BaHWA, rae bbino nokasaHo, 4To Tonbko 54% Bpaden
obuwen npakTtMKmn 1 Kapouonoroe pekoMeHOoBanm
Obl KackaAHbI CKPUHMHE B3POCMbIX POACTBEHHMKOB
MHOeKcHoro NnauneHTa c CI XCunTtonbko /% — CKPUHKHP
netTam B Bo3pacte 2—8 neT [19]. Hapany ¢ kackagHbIm
CKPUHWHIOM, NO3BONAIOLMM BbIABUTbL POACTBEHHUKOB
c CIXC, BblcOKO3I(DEKTUBHBIMIA METOOaMIA ABMAKTCH
YHUBEPCalbHbIN, TapreTHbIM KU ONMOPTYHUCTUHECKN
CKPUHWHI ONA BbIABNEHWUA WHOEKCHbIX NalleHTOoB
¢ CIXC [20]. B 2021 rogoy onybnnkoBaH MpoOekT
HauwnoHanbHoro obulectea rno M3y4eHWio atepocke-
po3a, B KOTOpPOM nMpefAcraBfieHa HeobXoOMMOCTb
paclpeHns ceTV NMNUOHbIX LLEHTPOB Ha TeppuTopUriA
PO aona peweHud npobnembl paHHEro BbiABNEHWA
1 neYyeHns NnauyveHToB C HadleqCTBeHHbIMW OUCIUNKA-
nemuamun [21]. ToBcemectHaa opraHmvsaumMsa NUNKa-
HbIX LUEHTPOB, BHedpeHWe BCeXx BWOOB CKPWUHWHIA
HacNeCTBEHHbIX OUUIUMUOEMUM Ha HalWOoHaNbHOM
YPOBHe 11 CBOeBpeMeHHOe Ha3Ha4eHue [JIT npw-
BeIeT K CHUXEHWMIO KYMYNATUBHOIO Bo3oemcrBusg XC
JIHT1, cHWM>Xaa noporoBbIM BO3pacT MaHudecTaumu
aTepocknepotnyeckmx CC3 [22], 4To 0COBEHHO BaXHO
y naymentoB ¢ CIXC.
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3aKnwovyeHne

[laTnnetHee HabniogeHWe 3a y4acTHMKaMU peric-
Tpa PEHECCAHC pemoHCTpupyeT nporpeccuMBHoe
yBenmyeHne npuBepxeHHoctkn [JIT w1 4acToTbl
MCMONMb30BaHNUA MHOTOKOMMOHEHTHbIX CXemM NedeHus.
Konn4ectBo naymeHToB, AOCTUMUMX LLeNeBOro YyPOBHSA
aTePOreHHbIX NMNONPOTEeMO0B, OCTaeTCA  HK3KUM,
4To 0bOCHOBbLIBaeT HeoOXOAWMMOCTb B YBeNU4eHWA
OOCTYMHOCTM K HOBbIM TepaneBTUYeCcKUM areHTam
1 3KCTPakopnopanbHbiM MeTogam fie4eHna, B 0CODeH-
HOCTW AnA BonbHbIX € romo3urotHon CIXC. My>ckown
non, rmneptoHna, MbC, otarouteHHbIn aHamHes no CC3
1 KOHLEeHTpauwna nunonpotempala) >30mMr/on ocra-
loTCA  BedyWwMmMK  daktopamMmii, acCcouMmpoBaHHbIMA
C yBenu4yeHnem pucka passutna CCO. [laymeHTbl
c CI'XC aBnAaTCa KpauHe YyA3BUMOK rpynnom DonbHbIX
BBMOY O4eHb BbICOKOMO pPWCKa Pa3BUTMA KakK HOBbIX
aTepocknepotndeckux CC3, Tak M noBTopHbIX CCO.
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