D
%

PaumoransHas ®apmakotepanus B Kapavonorumn 2024;20(5):566-573 6‘@ a
DOI:10.20996/1819-6446-2024-3098 POCCUNCKOE

ISSN 1819-6446 (Print) ‘\' KAPIMONOMMYECKOE
ISSN 2225-3653 (Online) g © OBLLECTBO

AKTYAJIbHbIE BOMNPOCbI
KIIMHW4YECKOU ®APMAKOJTIOI'

Poccnnckum perncrp akcTpemMmanbHoun
runeptpurnuuepungemun (P3IrN): npnsbiB K AeNCTBUIO

YybbikmHa Y.B.*, ExxoB M. B.!, Cokonos A.A.', Bacunbes N.A.2, iBaHoBa O.H.?,
3axaposa E. 0.2

"HaumoHanbHbIN MeaNUUHCKMIA UcCeqoBaTeNbCKUIM LLEHTP Kapamonorum um. akag,. E. W. Yasoea, MockBa,
Poccuns
2MeanKo-reHeTMYeCKMN HayYHbIN LeHTP UM. akag. H. M. boukoBsa, MockBa, Poccus

WA,
&
)

Pintrom W

%,

Tneptpurnnuepuaemms (M) accoummMpoBaHa ¢ yBenMYeHeM pucka pasBuTiis aTepoCKIePOTUYECKMX CEpAEYHO-COCYAMCTLIX 3a060NeBaHMIA, NaHKpeaTuTa 1 cMepT-
HOCTV OT BCEX MPWYUH. MpK 3TOM PUCK BO3PACTAET NO Mepe YBENMYEHNE YPOBHS TPUIMULEPUAOB 1 Hambonee 3HaumM npw 3KkcTpeManbHol [T (KOHLEeHTpaLus
TpurMLepnnos 6onee 10 MMob/N). Mo AaHHBIM 3NMUAEMUONONYECKUX MCCnefoBaHNi B Poccuickoin Defepauuu, pacnpoctpaHeHHOCTb IkcTpeManbHoi T Ba-
pbupyet B npefenax 0,1-0,2% (o1 146 [0 292 Thica4 poccusiH). IKCTpemanbHas T MOXET MMETb MOHOTEHHbIN 1 MOAMreHHbIA (MHOrOhaKTopHbIN) XapakTep, YTo
onpesensieT KNMHAYECKoe TedeHe 3a00neBaHus. PerncTphbl ABNSIOTCS OAHOM 13 Hanbomnee ONTUManbHBIX MOAENEN NPU U3YHEHW TeHeH s 3a00NeBaHwsl, MOCKOMbKY
MOTYT BKJIO4aTb MH(OPMALMIO O KIVMHUYECKMX, NabOPaTOPHO-MHCTPYMEHTASbHBIX, MOMEKYAAPHBIX [aHHbIX NaLMEHTOB C ONPeAeNeHHOM NaTonoruen, v AatoT BO3-
MOXHOCTb MPOBOAMTb aHanM3 3Tor MHPOPMaLMK C NocieayioLiern pa3paboTKom v MHTerpaLyen B KTMHUYECKYIO NPaKTUKY YayyLleH-
HO MOZENM INArHOCTVKM 1 NedeHmns. Co3aaHwe pervcrpa akctpeMansHow [T cnocobCTByeT yriyOneHwio 3HaHKs 0 NpUPOLE rvnep-
JMNUAEMNN, TEPPUTOPUANBHBIX OCODEHHOCTAX PACMPOCTPAHEHNS 1 (DEHOTUNYECKOTO NPOsBNeHYs 3aDoneBaHNs B HalLen cTpaHe,
NO3BONNT OPraHM30BaTh Ka4ECTBEHHBIV 11 YHUMULMPOBAHHBIN COOp MHPOPMaLMM O NauyeHTax. Mony4eHHbIe B pamMkax perncrpoBo- E E
ro HabnIoAEeHNS laHHble CMOCODCTBYIOT COBEPLUEHCTBOBAHMIO NMOAXOAOB K AMArHOCTVKE U MOHUTOPMHIY GOMbHBIX C IKCTPEMANbHON |

[Tl B NpaKTV4YeCcKoM 3BeHe 3apaBooxpaHeHis. Lienb 0630pa — oceellieHme akTyanbHon MHhOoPMaLmn No AvarHocT1ke, HabniopeHwio
1 NleYeHMIo NaLyeHToB € 3kcTpemansHou [T 1 yBefomeHe 0 Co3AaHnM poccumnckoro Perncrpa SkcrpemansHon Muneptpulmiiue-
pugemun (P3ITN).
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Russian extreme hypertriglyceridemia registy (REGGI): a call to action
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Hypertriglyceridemia (HTG) is associated with an increased risk of atherosclerotic cardiovascular disease, pancreatitis developing, and all-cause mortality. The
risk escalates with rising triglyceride levels and is most significant in extreme HTG (triglycerides above 10 mmol/L). According to epidemiological studies in the
Russian Federation, the extreme HTG prevalence varies between 0.1-0.2% (affecting 146,000 to 292,000 Russians). Extreme HTG can be monogenic or polygenic
(multifactorial), this determines the clinical course of the disease. Registries are among the most effective models for studying disease development, as they can
compile information on clinical, laboratory, instrumental, and molecular data from patients with specific pathologies, and enable analysis of this data and the
subsequent development and integration of improved diagnostic and treatment models into clinical practice. The establishment of a registry for extreme HTG will
deepen our understanding of the hyperlipidemia nature, regional characteristics of its prevalence, and the phenotypic manifestation of the disease in our country. It
will also facilitate the organized and standardized collection of patient information. Data obtained through registry monitoring will enhance diagnostic and monitoring
approaches for patients with extreme HTG in practical healthcare settings. The purpose is to present current information on the diagnosis, monitoring, and treatment
of patients with extreme HTG, and to announce the creation of the Russian Extreme hypertriGlyceridemia reGlstry (REGGI).
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BBegeHue

Bo3poxxaeHue nHTepeca K TpUrnmLepmaam, Kak npu-
YUHHOMY (DaKTOpy aTepoCKNepoTUHeCKNX CepAeYHO-
cocyancTbix 3aboneeaHnn (ACC3) 1, cnemoBaTtefbHO,
TOYKE BO3[ENCTBUS NEKAPCTBEHHbIX NpenapaToB, oby-
C/IOBMIEHO MOABAEHVEM AaHHbIX FeHeTUYeCckux, 3Mu-
O0EeMUNONOrnMYecknx U MccnegoBaHnmM ¢ MeHOeneBckowm
paHgomunsaunen [1-3]. Tuneptpurnuuepungemms (I'Tr)
accoUMMpPOBaHa C yBennyeHmem pucka passutng ACC3
N CMePTHOCTW OT BCeX NMpu4dnH [1-3]. B obcepBauoH-
Hom uccnenoBaHuM Copenhagen General Population
Study and the Copenhagen City Heart Study nokasa-
HO, YTO YpOBeHb TpUrnuuepuaos Gonee 5 MMOnb/N
aCCoUMMPOBaH C MOBbILIEHNEM PUCKA Pa3BUTUS aop-
TallbHOTO CTeHo3a B 1,5 pasa, NwemMmn4eckoro NHCyb-
Ta B 3 pa3a v nHdapkta Mrmokapaa B 5 pa3 [4-6]. B me-
TaaHanmse, Bko4mBLLeM 6onee 370000 nawumeHToB,
y MPUHUMAIOWMX CTaTUHbI MALMEHTOB AN KOHTPONS
YPOBHSA XonectepuMHa NMMNONPOTEMAOB HW3KOWM MoT-
HocTu (XC JIHIT) OOnoNHUTENbHOE CHUXEHWE YPOBHS
TPUMULEPUAOB ObINO CBA3aHO C YMEHbLUEHWEM pUCKa
pa3sutusa ACC3 [7]. CHUXeHWe KOHUEHTPaLMKW TPUK-
LepuaoB Ha 1 MMOSb/N acCOUMMPOBAHO C YMeHbLLe-
HMEeM pUCKa PasBUTUS CepAEHHO-COCYANCTbIX OCIOX-
HeHMn Ha 16% nocne nonpaBkK Ha ypoBeHb XC JTHM
[7]. NaumeHTbl ¢ TTI nogBepXeHbl He TONMbKO MOBbI-
LWEeHHOMY pucky pa3sutms ACC3, HO 1 pPUCKY pa3BU-
TV NaHkpeatuTa [2, 8-10]. [Tl aBngeTca TpeTben Hau-
Oornee pacnpocTpaHeHHOW MPUYNHOW OCTPOro MaHK-
peatnTta, Mocne ankorofb-UHAYLUMPOBAHHOIO OCTPOro
BOCMNaNUTENbHOro NOBPEXAEeHWSs NOOXKeNyA04YHOM Xe-
ne3bl U ero pasBUTUA BCIEACTBME XeNYHOKAMEHHOW
oonesHu [10]. OCTpbIM NaHKpPeaTUT MOXET BO3HMKATb
npv NoOOM MOBbILLEHWU KOHLEHTPALUU TPUMNLEPU-
OB B KPOBW U PUCK YBENUYNBAETCSH TEM CUTBHEE, YEM
Bbllle MX ypoBeHb [11]. Y nauneHToB C TpUrnLepu-
aCCoOUMMPOBAHHBIM  OCTPbIM  MaHKPeaTUTOM  YacTo-
Ta pPa3BUTUA MaHKPeOHeKpo3a, WHMOULMPOBAHHO-
ro HeKpo3a, OpraHHOW HefoCTaTOYHOCTW, B TOM YuMcCie
1N CTOWKOW, Bbille, MO CpaBHEHUIO C NalyeHTaMu be3s
[Tr [12, 13]. Puck peumamBa OCTPOro naHKpeatuta
Tak>XXe KoppenupyeT C ypOBHEM TPUMMLEPUAOB U yBe-
IMYNBAETCS TEM CUMbHEE, YeM BbILLEe X KOHLeHTpaLms
[14, 15].

CornacHo obHOBMIEHHOMY KOHCeHcycy EBponenckoro
obuiectBa atepocknepo3a (European Atherosclerosis
Society)  KOHUEHTpauWs  TPUMMULEPUOOB  MeHee
1,2 MMONb/N COOTBETCTBYET OMNTHMANIbHOMY YPOBHIO,
a npu 1x nosbllleHUn Gonee 10 MMoOnb/N crepyet ro-
BOPWUTL 00 3KkcTpeMansHow T [2]. Mo AaHHbIM anunae-
Muonorndeckoro uccneaoBatmna B JaHum (Copenhagen
General Population Study) pacnpocTpaHeHHOCTb SKCTpe-
MasbHoW T (6onee 10 MMonb /1) coctaBnset 0-1% [3,
11]. Mo OaHHbIM 3NUAEMUONOTMYECKMX NCCNEnOBaHNM
B Poccumnckon Pepepaunun, pacnpoCcTpaHeHHOCTb 3KC-
TpemansbHom Tl BapbupyeT B npegenax 0,1-0,2% (ot
146 0o 292 Tbicay poccusaH) [16, 17].

PaHHee BbisiBneHme naumeHTos ¢ ['T1, nHuumayms ne-
YeHWs, NOBbILLEHWE MPUBEPXXEHHOCTY TePanmmn N MOLM-
duKaumm obpasa XM3HWU ABASIOTCSA KIIOYEBbIMUK (haKTo-
pamMu 414 NpefoTBPaLLEHNI U /UK MUHUMU3aLMN OC-
NOXHEHWNI CO CTOPOHbI CEPAEYHO-COCYAMUCTON CUCTEMDI,
MOpaXXeHWs NOAXKeNYA0OYHOM Xenesbl 1 ynydlleHns Ka-
4eCTBa XM3HU.

KnnHunko-nabopatopHble NposiBNeHus
rMnepTpuUrnmuepnaeMmnm

[T obycnoBneHa noBbileHMeM anoB-48-cogepa-
LUMX XUIOMUKPOHOB M anoB-100-cogepxalimx nmno-
NPOTENOOB O4eHb HM3KOW NoTHoCTM (JTIOHTT) B KpoBM
[3, 18]. Oba TMna TpurnMuepua-OoraTbix YacTL, Nof-
BEPraloTcs PEMOLENMPOBAHMIO BO BPEMS BHYTPUCOCYAMNC-
TOro NIUNONKM3a, YTO NPUBOAMNT K 0OPa30BaHMIO PEMHAH-
TOB XUNOMUKPOHOB 1 pemMHaHToB JIOHTT, nunonpoTtennos
npomMexyTo4Hown nnotHoctk, JTHIM [18]. Mpu paccmotpe-
HUW 3TWX MeTabonM4eckmx NaTTepHOB CTAHOBUTCS OYe-
BMAOHbIM, 4TO [Tl He ABNAeTCA OOAHOPOLHLIM HapyLUeHW-
eM nunuaHoro obmeHa (B OTIMYME OT rUnepxonectepu-
HEeMMY, KOTOpPas BO3HWMKAET M3-33 MOBbILUEHWUA YPOBHSA
JIHIT), a ckopee COMPOBOXAAETCS CMEKTPOM MeTabonu-
YeCKMX U3MeHeHUM, heHoTUNMYecKas KapTuHa e 3aBu-
CUT OT aKTMBHOCTM PSAAa KIIOYEBbIX PEryNATOPHbIX (haKTo-
poB. Jlerkas unn ymepeHHas I'T B nepyto ovepenb 06-
ycnoBneHa HakonneHvem JIOHTT 1 nx pemMHaHToB, B TO
BpeMs Kak Taxenas (akcTpemasnbHasn) I ykasblBaeT Ha
Hann4Me XMNoMMKPOHOB B AoMomnHeHMe K 130biTky JTOHT
N nx pemHaHtoB [19]. CemenHas rMNepXMNOMUKPOHe-
MUS — eOVHCTBEHHAs WUCTMHHO MOHOreHHas cdopma T
C pacnpocTpaHeHHocTbio 1 ciydam Ha 100000-1000000
Yenosek, OOYCNIOBMIEHHOW, B OCHOBHOM, HapylUeHWeM
BHYTPUCOCYAUCTOTrO  NUMonv3a  TpUrmunuepua-ooratbix
4acTnL,. 3a BHYTPUCOCYAUCTBIA NMMONN3 OTBeYaeT dep-
MEHT NMONPOTENHNMNA3a, Koaupyemas reHom LPL, na-
TOrEeHHbIE BapWaHTbl B KOTOPOM OTBEYalOT 3a OOJbLUyio
4acTb BCEX HaCNeOCTBEHHbIX CJy4aeB XUIIOMUKPOHEMUN.
Kpome Toro, ectb elle Kak MUHUMYM 4 KodakTopa -
nonpoTenHNMnasbl, Kogupyembsle reHamu APOC2, LMFT,
GPHIHBPT n APOA5 [20, 21]. CeMenHas runepxuno-
MUKPOHEMUS MMEET ayTOCOMHO-PELLeCCMBHBIA TUM Ha-
C1elOBaHMSA, COOTBETCTBEHHO TOMBbKO MOMO3UTOTHbIE UM
KOMMayHA,-reTepO3nroTHble MaToreHHble BapuaHTbl B ne-
PEYUCNEHHBIX TeHax MPWBOAAT K 3TOMY 3aboneBaHMio.
Cama HO30M0rf acCoLMMPOBaHa C yxyaLeHneM KvipeH-
Ca XWNOMWKPOHOB, HTO MPOSBASETCA Taxenon (akcTpe-
ManbHoM) [Tl 3pyNTMBHBIM KCAHTOMATO30M, NMNeMUen
ceTyaTKM, renatocnneHoMeranmen, 04aroBbiMy HEBPOJIO-
MMYeCKUMU CUMMITOMaMU 1 PELIVAVBUPYIOLLUM TeYEHMEM
naHkpeatnta y 60-80% naumeHToB [22]. XMNOMUKPOHbI
He BHOCAT MPsSMOro BKM1ada B Pa3BUTME aTepockieposa,
ofHaKo conyTcTBytoLLme dakTopbl pucka ACC3 1 130bITOK
pemHaHToB JIOHI MoryT cnocobcTBOBaThL pPa3BUTUIO aTe-
pOCK1Iepo3a y NaLMEHTOB C CUHAPOMOM CEMEMHOW XMO-
MUKpOHeMMM B Bonee no3aHem Bo3pacte [2].
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B KIMHMYeCKom NpaKT1Ke YacTo MOXHO BCTPETUTL Tak
Ha3blBaeMylo AOMVHAHTHYO (OpMy HacledCTBEHHON
[T 270 nonureHHas Ny MHorodaktopHas [Tl ¢ 4a-
ctoton BCTpedaemoctu 1:1000 yenosek [20]. 3ayactyio
y NaumeHToB C 3To hopMor 3aboneBaHUs BCTPeYatoT-
CS NaTOreHHble BapVaHTbl B OLHOM W13 reHOB, BCTPeYa-
IOLLMXCA MPY CEMENHOM TUMEPXUIOMUKPOHEMUN, HO
B reTepo3UroTHOM COCTosiHUKW. Camun no cebe retepo-
3UrOTHbIE BapWaHTbl B 3TUIX reHax He NpuBOAST K 3abo-
JIEBAHVIO, HO YBENMYMBAET PUCK €r0 Pa3BUTUA MPU Ha-
VYN LONONHUTENBHBIX (PaKTOPOB PUCKa, KOTOPbIMW
MOTYT CIYXXWTb MeTabonmyeckme paccTponcTBa, U30bi-
TOYHOE NOTPebNeHe ankoroNs, roPMOHalbHas Tepanus,
OXMPEHME VNN Hann4me OPYrix reHeTUYeCckmx BapmaH-
TOB, YBENUYMBAIOWMX KIMPEHC TPUMMLEepPUA-OoraTbix
vactuu B kposu [20, 23]. Kpome Toro, nonureHHas T
MOXET Pa3BMBATbCA M3-3@ HANMYMA MHOTOYUCIEHHbIX
nonMMOp@U3MOB B reHax, Npeapacnonaralolmx K pas-
BuTMiO [Tl Yalle BCTpe4aloTcA BapuaHTbl B OCHOBHbIX
reHax (LPL, APOC2, LMF1, GPHIHBP1 n APOA5), Ba-
pYaHTbl B OPYrMx reHax OKa3blBalOT MeHbluee BIUA-
Hue (APOAT-C3-A4, APOE, GALNT2, TRIB1, MLXIPL,
GCKR, FADS1-2-3, NCAN, APOB, PLTR ANGPTL3) [20,
24]. NHdbopmauma o nonurenHon T nonyyeHa B pe-
3ynerate ryboKoro rnoucka MosIHOreHOMHBIX accolma-
it (GWAS), ogHako OOCTOBEPHOCTb 1 BOCMPOW3BOAM-
MOCTb Y COBPEMEHHbIX METOLOB PacHeTa pr1cKa npw no-
nurenHown T ocTaeTcs Ha AOCTaTOYHO HU3KOM YPOBHE.
KnuHunyeckme npmsHakm nonmreHHowm T cxofHbl C Ta-
KOBbIMW MPU CEMEVHOW TUMNEPXUIOMUKPOHEMUM, HO
C TeHAeHUMen K bonee MArkomy TedeHuio. Tak, Hanpu-
Mep, NaHKpeaTuT BCTPeYaeTCs y TakmxX NauyeHToB C 4a-
ctoton 10—-20% ot obuiero Yncna 6onbHbIX [25]. B oT-
MYMe OT CEMENHOM MMMNePXMNOMUKPOHEMIM, NNMONN3
YaCTUYHO COXPAHSAETCs Yy MalMeHToB C noaureHHow [T,
4TO MO3BONSET TPUMMMLEPUA-OOraTbiM YacTMLAM MeTa-
OonM3npoBaThCs B pPeMHaHTbl XMnoMmnkpoHos, JTOHTT,
aMnonpoTenabl NPOMEXYTOYHOM nnoTHocTK 1 JTHI [2].
PeMHaHTbI [OCTaTOMHO Malibl M MOTYT MPOHMKAaTbL B ap-
TepUasbHYIO CTEHKY M NPOBOLMPOBAaTb Pa3BUTNE aTepo-
ckneposa [2].

Tepanust Tl Ha CerogHsAWHUA [OeHb 3akK/o4vaeT-
Cs B CTPOroM CODOMOAeHNN AMETUYECKMX PeKoMeHAa-
UM 1 MO NOKa3aHWAM NMPUMEHEHNI CTaTUHOB, dhrbpa-
TOB 1 OMera-3 NMONMMHEHAChILLEHHBIX XMPHbIX KACIOT [9,
26]. B HacTosillee BpeMs B PaHOOMU3NPOBAHHbBIX KIN-
HUYEeCKMX UCCTIeLOBaHNAX M3y4atoTca 3PdheKTUBHO BO3-
OeNCTBYIOLME Ha YPOBEHb TPUMMMLEPWUOOB TapreTHble
npenapaTtbl, Takme Kak aHTUCMbICIIOBbIE OJIUTOHYKIIEO-
Tmabl K APOC3 BonaHecopceH [27] n onecapceH [28],
Manas uHtepdepupyowas PHK k APOC3 nnosacupaH
[28], cneumdmyeckn nHrubmpyollee redH ANGPTL3 mo-
HOKMOHanbHOe aHTUTeno 3BMHakyMab [29]. OmHako,
HeobXoAMMbI [aHHble O [OONroCpoYHON 3dhdeKTMBHO-
CTn, 0e30MacHOCTM U PeHTabeNbHOCTL 3TUX CenekT1B-
HbIX METOAOB neveHuns. HemocraTouHbI KoHTponb [T,
00YCNOBNEHHbIN HU3KOW BbISBAEMOCTbIO, HU3KOW OCBe-
JOMIEHHOCTbIO Bpayer 1 NaLMeHTOB O TAXEeCTN TedeHns

3aboneBaHus, Donee CNOXHbIM CMEKTPOM MPUHUHHbBIX
reHeTn4eckmMx hakTopoB U pa3zHoobpasneM BTOPUYHBIX,
ycyryonsiowmx TedeHne 3aboneBaHuUs MNpUYMH, nof-
YyepkMBaeT HeobXooMMOCTb BHefdpeHus Gonee addek-
TUBHOW MOAENN MEAMUMHCKOM MOMOLLM C SKCMEPTHON
OLLEHKOW prCKa Pa3BUTUA OCNOXHEHWI TedeHns 3abone-
BaHWS 1 pa3paboTKom nnaHa nedyeHmns DonbHbIX.

Me>XayHapOoAHbIM OnbIT BeAeHUS
PEerncTpoB rmnepanMnuaeMmm

Perncrpbl SBMSIOTCS OAHOW U3 Hanbonee onTUMalrb-
HbIX MoAenew mpu MU3y4eHUU MPUBEPXEHHOCTU neye-
HUIO Ha pa3HblX 3Tanax HabnwogeHus. OHWM copepkaTt
LeHHYI0 MHMOPMaUMIo O PacnpoCTPaHEHHOCTM U reo-
rpacudeckoM pacnpegeneHun 3abone.aHus C Teye-
HMeM BpemMeHV 1 MO3BONSIOT MPOBOAUTb ANUTENbHOE
HabniofeHe 3a AOCTATOMHbIM KOMMYECTBOM MaljneH-
ToB [30, 31]. Perncrpbl MOryT BKtOHaTb MHMOPMAaLMIO
0 KIIMHUYeCKUX, NabopaTopHO-NHCTPYMEHTamNbHbIX, MO-
nNekynapHbIX OAHHbIX NALWEHTOB C OnpeAeneHHbIM 3a-
boneBaHMeM, M [alOT BO3MOXHOCTb MPOBOAUTL aHa-
n13 3ToM MHbopMaLMK C nocnenytoLer pa3padoTkon
N MHTerpaumen B KIMHNYECKyo NPakTuKy yiy4LleHHON
MoAenu AMarHoCTUKN U neyeHns. Perncrpbl maumeHToB
C ceMenHon rmnepxonectepuHemmen (CMXC) aBnsioT-
€S KNacCU4eckMUM yCneLHbIMU NpruMepamMu Habnioaa-
TeNbHbIX MPOrpamMM 3a MNaumeHTaMu C reHeTU4eckUMM
HapyLeHnsIMK nunuaHoro obmeHa [32]. EBponencknm
obulectBoMm aTepocknepo3sa B 2015 r. co3maHa Bce-
MUpHas UWHMUMaTMBa Familial Hypercholesterolaemia
Studies  Collaboration ~ (FHSC;  clinicalTrials.gov:
NCT04272697"), kotopas cobupaeT gaHHble o CIMXC
13 NoKasnbHbIX pernctpor bonee yem 70 cTpaH, B TOM
yucne m3 Poccnmnckon ®epepaumm [32]. Takaa wupo-
KO pacnpocTpaHeHHas 1 ycnelHas paboTa perncrpos
CIrXC no BceMy MUpY CMocoOCTBYET yBeNMYEHMIO OCBe-
LLOMIIEHHOCTM O 3aboneBaHWM, NOAAEPXMBAET pa3pa-
BOTKYy NporpamMm 1 MHULMATLB B 0ONacTu AMarHoCTuKu
n nevenms CrXC, obbeouHsaeT ycunusa dapmakonorm-
YeCcKMX KOMMaHUW, MednUMHCKUX OpraHm3auumn, na-
LMEHTOB W HanpasisieT NIaHWMPOBAaHME HALMOHAMNbHbIX
cncTeM 3apaBooxpaHeHuns. C TOYKM 3peHus aBTOPOB,
B 3py BHEAPEHWS FeHeTUYecKoro TeCTMPOBaHWUS, PaH-
LOMU3MPOBAHHbBIX  KIIMHUYECKNX WUCCNe[0BaHNN TeH-
HOW Tepanuu, HaKoMJeHUs onbiTa HabMOAEHNS Naun-
EHTOB C runepaunuaemMmsamm B acnekte CIXC, cosgaHue
pernctpa Tl B 4aCTHOCTM TsXKenbIX (3KCTpeManbHbIX)
dopM, ABnNseTcs 0DOCHOBAHHLIM W MEPCNEKTUBHbBIM.
Ham ynanocb BbIIBUTb 2 NOKaNbHbIX Perncrpa nauneH-
ToB € [T B WcnaHuu [33] n AscTpanuu [34], perucrp
[Tr National Lipid Association? v rnobanbHbii perncrp
naumeHToB ¢ aeduumtom LPL GENIALL [35]. Takxe He-

1 https://clinicaltrials.gov/study/NCT04272697

2 National Lipid Association. New patient registry available for patients with
high triglycerides. Available at: https://www.lipid.org/nla/new-patient-
registryavailable-patients-high-triglycerides. 2013 [Accessed 21 November
2021]
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N
® dopMuMpoBaHMe NPOTOKONa UCCrefoBaHMUs
J
® CKpUHUHT (cbop nHpopmaLmm n3 6a3 gaHHbIX) )
® BknitoyeHWe NauneHToB B UCCNefOBaHNE
® Habop KnnHMYeckoro Matepuana, AaHHbIX 1abopaToOpPHbIX U MHCTPYMEHTaNIbHbIX
nccneaoBaHum
J
® MOHUTOPUHT 3¢ heKTUBHOCTU paboThbI h
® MpepBapuTenbHas cTaTUcTMYeckas obpaboTka nonyyeHHoro Matepmana
® ExxerofHbIi KOHTPOb CEPAEYHO-COCYANCTBIX COOLITUN, PeLMAMBOB NaHKpeaTuTa,
pe3ynbTaToB N1abopaTOPHO-UHCTPYMEHTaNbHOrO 00CNeloBaHMsA, USMEHEHUS Tepanun )

c 2024 e 2025 9 2026 e 2027

.BHE,D,pEHVIE noaxoaoB K CKPUHUHTY, AMarHOCTUKE U nNe4YeHuto BOsbHbIX C 3KCTpeMaﬂbHOPI FVII'IEprVIFﬂVILI,epVIﬂeMVIeﬁ B Poccun
.HPOEKT Aana FOCyﬂapCTBeHHOVI nporpammesbil, HaﬂpaBﬂeHHOl)'l Ha NoBbllWeHKE BbIABNAEMOCTU BaGOHEBaHMﬂ, onTMMunsaunm
ne4vyeHMa B TOM 4Yucie C UCNoJsib30BaHMEM HOBbIX KNacCoB IMNUACHUXAOWWMX areHToB 1 aq)epesa nnnonpoTtenaos

PucyHok 1. lNpoekT peanusaumu nporpamMmmbl

0aBHO ObINo OMNyONMKOBAaHO KOHCEHCYCHoe 3asiBleHue
CNeLnanmncToB B NeYeHNM OCTPOro naHkpeaTtuta 13 CLLUA
1 EBpOMbI B OTHOLLEHWU MHWLIMATVIBbBI CO30aHUA MEXY -
HapOLHOro perncrpa nauneHTos ¢ I [36]. YrnybneHne
3HaHWKM o npupone I, TeppuUTopManbHbIX 0COBEHHO-
CTAX PacnpoCTpaHeHns 1 PEeHOTUNNHECKOTo NposBe-
HUs 3ab0neBaHUs, Ka4eCTBeHHbIV U YHUPULMPOBAHHbIN
cbop MHMOopMaLMM O NaumMeHTax 1 nocnenyoLlee yco-
BEPLUEHCTBOBAHME NOAXOLOB K ANArHOCTUKE M MOHWUTO-
PUHTY NO3BOJIUT YAYYLINTb KOHTPOSb YPOBHA TPUMIMLLE-
PUAOB U YYHLIWTD Ka4eCTBO XXM3HM NaLMeHTOB.

OnbIT Poccnn B BegeHue
pPerncTpoB rmnepamnuaeMmmm

B 2017 r. Poccnmckmm HaumoHanbHbiM ODLLLECTBOM
no u3ydeHuio Artepockneposza (HOA) UHMUMKMPOBA-
Ha paboTa poccumckoro perucrtpa naumeHToB ¢ CMXC
PEHECCAHC (clinicalTrials.gov: NCT022088693), «ko-
TopbIv BktodeH B Familial Hypercholesterolemia Studies
Collaboration  (clinicalTrials.gov: ~ NCT042726974)
n  Homozygous  Familial  Hypercholesterolaemia
International Clinical Collaboration (HICC) registry
(clinicalTrials.gov: NCT04815005°). ExerogHble oTye-

3 https:/clinicaltrials.gov/study/NCT02208869?tab=history&a=7
4 https/clinicaltrials.gov/study/NCT04272697
5 https:/clinicaltrials.gov/study/NCT04815005?tab=history&a=1

Tbl MO paboTe POCCUIMCKOro perncTpa naumeHToB ¢ CIXC
Mokasanm He TOMbKO MPOrpPeccMBHO YBeNMYMBAIOLLEeeCs
KONMYeCTBO MaLMeHTOB B MPOrpamMmMe, HO 1 BO3pacTalo-
LLlee KONMYeCTBO NUNMAHbLIX LeHTpoB B Poccun [37-40].
B HacTosilee Bpems Ha Tepputopun PO nHMLMMpOBa-
Ha pabota 40 NUNUAHbLIX LEHTPOB B Pa3/IMYHbIX Pervo-
Hax. OnbIT BeAeHNS POCCUMCKOrO perucrtpa naumeHToB
¢ CI'XC no3Bonun co3natb CKOOPOMHMPOBAHHYO pabo-
Ty MeXZy CETbIO NUMUAHbIX LleHTPoB Poccun 1 Meamko-
reHeTnyeckMMm nabopatopusMu. bnarojaps npumeHe-
HUIO BpadYamy perncrpa nepcoHany3npoBaHHOIO Nof-
Xof4a K nedyeHuto naumeHTtoB ¢ CIXC yBenuyeH oxsat
NONyYaloLLMX MMNONUNUAEMUYECKYIO Tepanuio BONbHbIX,
B TOM 4YuCIe TapreTHbIMKU npenapatamu [37-40]. Ctout
OTMETUTb, 4YTO C MOMEHTa co3faHusa pernctpa CIXC
B 2017 romy, Gnaropaps yBenu4eHUIo OCBEOOMIEH-
HOCTW Bpaden 1 BO3MOXHOCTM HampaBWUTb MaLMEHTOB
B NMUMNMUAOHbIE LLeHTPbl U MeAVKO-reHeTUYecKe KOHCYb-
TauMW, yaanoch BbIBUTb 15 HOBbIX MaLMEHTOB C pef-
KOW U KpanHe Taxenon dopmon romosunrotHom CIHXC.
A, B CBOIO o4epefpb, He0OXOAMMOCTb B Donee arpeccuB-
HOM fevyeHne naumeHToB C romosurotHon CIXC npuBe-
11a K co3faHuio B Poccnm LeHTpoB adepesa nmnonporeu-
[10B, B TOM 41CI1e Ans geten.

HecmoTps Ha oTcyTcTBMe B Poccum eamHon ©asbl AaH-
HbIX yyeTa 6onbHbIX C [TI, B HacTosllee Bpems, bnaro-
Jlaps CKOOPAMHUPOBAHHOW paboTe POCCUNCKUX NNMAUL-
HbIX LIEHTPOB WM MeOMKO-reHETUYECKMX KOHCYNbTaLum,

Rational Pharmacotherapy in Cardiology 2024;20(5) / PayuoHansHaa @apmakomepanus 8 Kapouonoauu 2024;20(5) 569



Pezucmp akcmpemansHoU 2unepmpuziuyepudemuu
Extreme hypertriglyceridemia registry

® MoanncaHe MHHOPMUPOBAHHOIO COrNacus Ans y4acTus B nporpaMmme

® AHKeTUpoBaHue BonbHbIX (AeMorpacduryeckme jaHHble, KOHTaKTHas MHbopMaLus,
onpegeneHne Knaccmyeckux hakTopoB purcka cepeyHo-CoCyANCTbIX 3aboneBaHmin)

® du3urKanbHbI OCMOTP

W SpYyrov 3Ha4MMom naTonornm

MN3yyeHre aHaMHe3a Ha NpeaMeT Hann4yus aTepoCKIepoTUHeCKNX CepaeYHO-COCYANCTBIX
3aboneBaHui, apTepmanbHON TMNepPTOHMM, NaHKpeaTmUTa, 3aboneBaHNn SHAOKPUHHOM CUCTEMBI

ncanenoBaHna, aHanusbl KPOBU U npyrme)

® I3y4yeHue JaHHbIX UHCTPYMEHTaNbHbIX M NabopaToOpHbIX UCCIeA0BaHNIA (yNbTPa3ByKOBbIE

L4 MOJ'IeKyI'IﬂpHO-FeHeTVI‘-IeCKI/IIZ aHanu3

y4aCTHUKaMU perncrpa

® 3anosfiHeHWe 31eKTPOHHOWN MHDOPMAaLIMOHHOW PerncTpauLyoHHOM KapTbl BpadyamMu-

L $ € € € { { ¢

CC3 — cepaeyHo-cocyancTble 3aboneBaHus, ACC3 — aTepockiiepoTuyeckme cepaevyHo-cocyancTblie 3aboneBaHus

Pl/lcyHOK 2. DTanbl O6CJ19)J,OBaHMFI Ha NCXOQHOM BU3UTE B LEHTPAX — y4aCTHUKaX NporpamMmmbl

y>xe nMeeTcs MHdopMaums o bonee yem 100 naumeHTax
C akcTpemManbHow T 1 Gonbluen 4acT U3 HX NpoBeae-
HO reHeTMYeckoe TeCTUPOBaHME.

PoccnMnckmnm permctp akCcTpemanbHoOu
rMnepTpurnmuepnaeMmnm

HavimeHoBaHwMe: POCCUINCKMIA Perucrp
SKcTpemanbHou  TunepTtpulnuepyaemun — (P3ITK)
[Russian Extreme hypertriGlyceridemia reGlsty (REGGI)].
POITWN  npoBogutca nopd  3rvaon  HaumoHanbHOro
ObuecTtBa no m3ydeHuio Atepockneposa (HOA) B pas-
NINYHbIX pernoHax PO.

STn4eckni KOMUTET. UCCNefOoBaHMe PacCMOTPEHO
1 0flobPEHO HE3ABUCUMBIM 3TUHECKMM KOMUTETOM KITM-
HUYeckMx mccnegosaHmin (npotokon Ne294 3acemaHus
kKomuTeTa o1 30.10.2023 1).

Llenb: CO34aHnmn POCCUINCKOrO Perncrpa
SKcTpemanbHon uneptpumhuepuaemmn (PIITA) ang
perncrpaumMm 1 HabnofeHus 3a nauyeHTamu C ypoB-
Hem Tpurmuuepnnos 210 MMOSb /N, aHan1sa KIMHUKO-
nemMorpacuyecknx  ocobeHHoCTen  AaHHOW  rpynnbl
OOMbHbIX, CYLLECTBYIOWMX MNOAXOAOB K [AMArHOCTUKE,
a[eKBaTHOCTM NPOBOAMMOM Tepannn 1 ee 3chheKTUBHO-
.

3anayv peructpa PIITU

* OnpepneneHve  KIMHUKO-OEMOrpauyeckmnx  Xxa-
PaKTEPUCTMK MaLUMEHTOB C 3KCTpemManbHou [Tl mn3yye-
HWe NOAXOLOB K UX AMArHOCTUKE, HEMEeLMKAMEHTO3HO-
MY 1 MeLVKaMEHTO3HOMY NeYeHMIO;

* OueHka BO3MOXHbBIX MPUYUH  pedpakTepHOCTH
K MPOBOAMMOW NUNMACHMXKatoWwen Tepanmn [T,

» JlonosHeHMe 1 KOHKpeTM3aumsa CTaHLapToB Befe-
HWS NALMEHTOB C 3KCTpeManbHou T Ha OCHOBe AaHHbIX
perncTpa;

* AHanm3 3pPeKTBHOCTU BHeApeHUd HOBbIX AMa-
FHOCTUYECKMX U NevebHbIX METOL0B KOPPEeKUMM Hapy-
LeHU NUNUAHOTO OOMeHa;

* OueHka noTpebHOCTN B NIeKapCTBEHHbIX Mpenapa-
Tax, CneuManmM3MpoBaHHOW W  BbICOKOTEXHOMOMMYHOWM
MeAMLMHCKOW MOMOLLUM Y M3y4aeMOW rpynnbl NaumeH-
TOB.

Lun3aviH: npocnekTBHOE NONYySALUMOHHOE MHOMOLLEH-
TPOBOE NCCNefoBaHNe.

MpoeKT peanu3aumm NporpaMmMbl MpencraBieH Ha
puc. 1.

Poccnnckmin perncTp NauMeHTOB C 3KCTPEMasbHOW
rmnepTpurnuuepuaemMmen OyoeT BKMoYaTb  OOMbHbIX
C MNOBbILIEHNEM YPOBHS Tpurnnuepunos 210 MMonb/n
B TPEX MOBTOPHbIX M3MepeHUaX. [MaumeHTbl ¢ AeKOMMNeH-
CUPOBAHHBLIMW TUMOTUPEO30M W CaxapHbIM AnabeTom,
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3n0ynoTpebnsioLme ankoronem, bepemeHHble He OyayT
NOAexaTb BKIIOYeHWIO B MCCeoBaHMe. bonbHbIM, CO-
OTBETCTBYIOLLMM KPUTEPUAM BKITIOHEHNS, OyaeT npeaso-
>KeHO MoAnMcaTh MHPOPMMPOBAHHOE COrNacme Ha y4a-
CTve B nporpamMMe, nuua Monoxe 18 net GyayT BKO-
YeHbl B PEMMUCTP NO COMNAcuMio POAUTENS MW 3aKOHHOMO
onekyHa. AnntensHoCTb HabnoaeHs NauneHTa B peru-
CTpe He orpaHuyeHa. HeT orpaHmnyeHuin No Bo3pacty Ans
BKJIOH4aEMbIX B PErUCTP.

Ha puvc. 2 npencraBneHsbl 3Tanbl 0bCnefoBaHus Ha
MCXOLHOM BM3MTE B LLEHTPax — y4aCTHMKaxX NporpaMmel.

Ha mncxogHoM BM3UTe nocsie noanvcaHmng nHpop-
MWUPOBAHHOIO Cornacus naumeHTbl OyayT onpotle-
Hbl Y OCMOTPEHbl BpavyaMmy — y4acTHUKaMU Perucrpa.
Du3KmKanbHbIN OCMOTP BYAET BKMIOYaTb OLEHKY MHOEK-
Ca Macchl Tena, pocT, BeC, Hanmyme heHOTUIUYeCKmx
npu3HaKkoB rmnepnnnuaemmmn (kcaHtomsl). Coop aHa-
MHe3a byaeT BKtoYaTb MHMOPMaUMIo O Hann4MK dak-
TOPOB pUCKa aTepockneposa 1 nmetowmxcs CC3, conyT-
CTBYIOLLLEN NATONOMMK, OAHHBIX MHCTPYMEHTabHbIX Me-
ToLOB 00CnenoBaHusa, cobnoaeHUn AMeTbl U npreme
MT. Nua, BKOYEHHble B UCCnenoBaHue, GyayT npo-
XOOWTb MCXOAHOE U KOHTPOSIbHOE 00CeloBaHMe B Me-
ONUMHCKNX  LeHTpax-y4acTHMKax nporpamMmel. B ka-
XOOM LeHTpe OydeT BbIMONMHATLCA OnpefeneHne na-
PaMeTPOB NUMUAHOrO NPOoGUN: 00K XOnecTepuH
(OXC), Tpurnnuepunabl, xonecrepuHa NMNonpoTenaos
Bblcokon nnotHoctn, XC JIOHTMT, npsiMoe mM3mepeHmne
XC JIHIM B cbiBOpOTKE KPOBW. [0 BO3MOXHOCTU ByaeT
N3MepeH ypoBeHb Nunonpotenaala), npoeedeH snek-
Tpodope3s NMNULAOB U reHeTUYecKU aHanus runepnm-
nmaoemMmm.

Ha MOHUWTOPUHIOBbIX BM3WTax 3amnnaHMpoBaH cOop
MHMOPMAaLLMM O HANMYUI CepAEeYHO-COCYAUCTbIX OCIOX-
HeHNI (MHbaPKT MYOKapAa, MHCYILT, YPeCKoXHOoe KOpo-
HapHOe BMeLLaTeIbCTBO, a0PTOKOPOHAPHOE LUYHTUPO-
BaHVe, 3HO0BACKyNapHas UM XMpyprudeckas pesacky-
NAPU3aLNSA COHHBIX apTepUn MU HUXKHUX KOHEYHOCTEN,
3aMeHa aopTanbHOro KnanaHa, cepae4Ho-cocyamcras
CMepTb, CMEPTb OT APYrUX MPUYMH), peLMaMBaAX NaHKpe-
aTuTa, pesyneratax NabopaTopHO-MHCTPYMEHTaNbHOMO
obcnefoBaHNs, U3MEHeHUM Tepanuu C nocneaytoLLen
oleHKoW ee 3hekTMBHOCT. HanomyHaHme o npoBefe-
HUW MOHWUTOPWHIOBOIO BM3MTa OyAyT OTNPaBAATLCS BCEM
naumveHTaM Mo 3AeKTPOHHOW MoYTe UM Npu TenedoH-

HOM KoHTakTe. [Mpn obpaboTtke pe3ynbratoB OyOyT MC-
MOMb30BaHbl CTaHAAPTHblE CTaTUCTUYECKMe METOAb! VH-
Tepnpetaumm AaHHbIX.

[ns BKMOYEHNS NaUMEHTOB B UCCnefoBaHue OyayT
3ae1CTBOBaHbl NUMVAHbIE LEHTPbl M3 pasHbIX pervo-
HoB Poccnmckom @epepaumn. KypupyioLme COTPYAHNKN
n3 ®reY "HMWUK mm. akag. E. . Yazoa" MuH3gpasa
Poccun 1 ®TBHY "MIHL" 6yayt cneamtb 3a addek-
TUBHOCTbIO 1 [OCTOBEPHOCTBIO MPOBOAMMON paboThl.
ExxeronHo GyayT NpoBOAMTLCS TeleKOHMepeHLMM MeX-
Oy LeHTpaMu-yd4acTHMKaMn perncrpa. o mepe dop-
MWPOBaHMS HOBbIX NMUMMOHBIX LLEHTPOB Ha TeppUTOPUN
Poccumckon @epepaumm K peructpy dyayT noakiioyaTts-
€S BPAUM-y4aCTHUKM ONS yBENNYEHNS KONMYeCTBa NaLm-
€HTOB B Nporpamme.

Ipapmk nccnenoBaHus:

2023 ropg — popMUpoBaHMe NpOoTOKONa NUCCefoBa-
HMS.

2024 rog — dpopmrpoBaHue Ga3bl SNEeKTPOHHbIX AaH-
HbIX B CUCTEME pPerncrTpa.

2025 wn nocnenytolime roapl — npenBapUTenbHas
cTaTmcTMyeckas obpaboTka Mofy4YeHHOro MaTepurana,
npoBefeHe MOHUTOPUHIOBbIX BU3UTOB.

OueHka Ka4yectBa paboThb: BHeOpPEeHWe MNOAXOLOB
K CKPUHWHTY, MArHOCTVKE 1 NeveHmnto DOMbHbIX SKCTpe-
ManbHou ['TT B Poccum; hopMmpoBaHKe npoekTa Ans ro-
CyOapCTBEHHOW MPOrpaMMbl, HaMpPaBAEHHOW Ha MOBbI-
LeHMe BbISBNSEMOCT 3aboneBaHns, ONTUMMU3aLML fe-
YeHus B TOM YuCe C MCMOMb30BaHMEM HOBbIX K1acCoB
AUNNA-CHUXKAIOWMX areHToB M adepesa NMnonpoTeun-
[L0B.

3akJioyeHune

Co3faHre pOCCUMCKOrO Perncrpa nauneHToB C 3KC-
TpemManbHou [T No3BONNT YHUMUUMPOBATL AaHHbIE NO-
KanbHbIX NMAUAHbIX LEHTPOB, ChOPMMPOBaTb eAyHbIN
anropuTtM yyeTa M aHanmsa UHMopMauun, naoeHtnpn-
LMpoBaThb OOJbLIee KONMYECTBO NaLMEHTOB, ONTUMMU3N-
POBaTb CKPUHWHT, AVArHOCTUKY W NleHeHe 3TOW TAXKenom
NaTonornK B HallEen CTpaHe.

OTHoLWeHusa n [leaTeNlbHOCTb. HeT.
Relationships and Activities. None.
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