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cemelHoOU 2unepxosiecmepuHemMueu:
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AGcTpaKkT

Cemeiirtas eunepxonecmepuremusn (C1' XC) ae.agemes Hacaedcmeenvi;M 3a60.1e6arueM, Passusanmumes 6 pes)as-
mane PasaudHsLX 2eHemUYecKUX Mymayutl, umo npusooun? K cyujecniseromy noseiuenulo Yposrs xoaecmepuna
saunonpomendos rusxod naommocmu (XC AHILI). Y bonvrvixe CI' XC nabarwdaemen 20-kpamoe yseauerie no-
IHUSHEHHO20 PUCKA NPEHOLBPEMENIH020 Pa3Bunmiusa cepoero-cocyoucmerx cobvimui. Vemumrasn pacnpocmparerocns
sabonesanus 6 Poccudickoii Pedepayuu (PD) neussecmna, umo a6aaenmea npuuunod 1edocmanounozo obveMa npo-
600uMbLX NpoDuAaKmuneckux u Aedebnvix meponpusmud. Lleav uccnedosarnus — oyerume pacnpocmparernocms
CI'’XC 6 PO, paspatomans duazocnmuveckue ancopummer . onmuManssHsle 1e4ebHvie crpanect 014 CHUNCEHUA
cepoetHo-coc)0ucIoz0 pucka, accoyuuposarniozo ¢ amepockaeposom. Ha nepsom smane danroti npozparvimsr obuyuil
xonecmepur (OXC) u XC AHIT 6ydym onpedenervr 6 cayuatinod svioope us nonyaayuu 2. Mockser (n=18 000).
Oumcudaemes, umo yposens OXC 2 7,5 mmons/ s Gydem seineaen y 10 % auy. B meenne 2014 2. na base DI'bY
«PKHIIK» Munsopasa Poccuu naanupyemes nposecimu Heunsasustoe xauruyeckoe obeaedosarue 500 uenosex
¢ yposrem OXC 27,5 mmons/ 1 01a onpedenerus cepoeuro-cocyoucmerx: 3aboesaruti u conymcngyomet nanono-
2l OMALOUYCIHO20 HACACOCIIEEHI020 AHAMHE3d, OYEHKU PaKmopos pucka cepoedro-cocyoucmvlx ocaoxcterutl. B naan
o0bcnedosarius 6y0ym 6x00uns PusUKassistii 0CMONp, coop a0, anamesa, 6KAWYAL datiivie 0 NPOEOOUEHLENCH
partee MeOUKaMeH03Hol mepaniiil i nPUEEPHCCHHOCIIU K Hell, aHAAU3bI KPOSH, EKAIYAA CHEeMUYecK Il nposederie
axoxapouozpagut, JynaeKcHo20 cKaHuposarua Gpaxuoyeparvisrx apmeputl, a maxme cyurmuzpaguy Muokapoa
10 NPOMIOKONY NOKOU-HAZPY3Ka Npu 1e00X00UMOCHIU 6epUPUKay U HueMutecKotl boe3n cepoya y paoda nayuennos.
C 2015 . 6 uccnedosaruu npumym yvacmue demeipe Kpynmwix gedepanvivex meouyurckux yenmpa 6 Carnkm-
Iemepbypee, Hosocubupexe, Camape u Ueaaburncxe, umo nososunm cosdams HayuoHatbHsll MHOZOYeHNPOBOH
npoexm no ckpurunzy oasrsrx CLXC, Konmpoaw xauecmea Ouazrocmuxu u Jedernusn 3aboqe6arusn, a marie
usyuenuro donzogpoutiozo npozrosa. Cosdarue eOurnozo 6cepoccutlckozo pecucmpa Oarozo 3ab0/1e6anus no360NUN
BKAI0UUNIL 20MO3U0/HYI0 U 1mAxcea)to eemeposucommste Gopmer CLXC 6 cnucox opgarix saboaesarud, 6yoem
ABAANIGCA PYHOAMENIIOM 07 NPOBEICHUA OaNbHENMUN UHHOBAYUOHHBLX UCCAC008aIENbCKUX Pabom 6 OaHHOM
Hanpasaenun. Bredperue 6 utupoxyno Kaunuteckynw npaxmury o6pazosanessHulx Mamepuaios, 6KA04an Hayuo-
Haaviivie pexoerdayun no ckpununzy, ouacrocmuxe u aeverur CLXC, Gydem cnocobemsosantv ceoespemeriiomy
BbLABNEHUI0 3A000€6ANUA U HASHAUCHUI) A0EKEAINIHOZ0 ACHEHIUA. 7
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Russian research program for early diagnosis

hypercholesterolaemia: Rationale and Design of the Russian FH Registry (RuFH)
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and treatment of familial
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Familial hypercholesterolaemia (FH) is an autosomal dominant genetic disorder, associated with significantly
elevated levels of low-density lipoprotein cholesterol (LD1-C), and resulting in a 20-fold increased lifetime risk
for premature cardiovascular disease. True prevalence of FH in the Russian Federation is unknown which leads
to low percentage of diagnosed and treated cases. Research is needed to determine the prevalence of FH, specific
diagnostic algorithms and optimal treatment strategies. The main aim of the present study is to evaluate the extent
to which FH is underdiagnosed and undertreated in the Russian Federation for reduction of cardiovascular risk
related to atherosclerosis in the country. As a first step, total cholesterol (1'C) and LLDL-C levels will be determined
in a random sample from Moscow population (n=18 000). It is expected that TC 2 7.5 mmol/ L will be detected
in 10% of cobort. During 2014, approximately 500 patients will pass through non-invasive clinical examination
at the Russian Cardiology Research and Production Center, including patient demographics, past medical history,
Sfamily history of hypercholesterolenia, physical findings, current lipid-lowering therapies, blood tests, genetic analysis,
echocardiography, carotid duplex ultrasonnd and exercise SPECT imaging in selected cases. On the basis of the
Moscow Program four magor Federal Medical Centers will be involved, and FH Registry will be created as a national,
multi-center initiative to screen FH patients, control their diagnosis and management, and track clinical-reported
outcomes over time. Establishment of National Guidelines for the diagnosis and treatment of FH on the basis of
these data and implementation those into clinical practice in different regions of Russia will allow improving patient
care. As an expected outcome, this program will raise awareness and increase appropriate assessment and treatment
of FH patients in Russia, leading to a timely detection of the disease and therapy initiation.

Keywords: familial hypercholesterolemia, cholesterol, prevention, registry, atherosclerosis, treatment, prevalence.

AkTyanbHoOCTb

Bknap cepaeyHo-cocyamctbix 3abonesaHuin (CC3)
B 00LLyt0 CMepTHOCTb HaceneHuns Poccninckon PDepe-
paumMm coctasnfetr 57 %, OHW 3aHKMaIOT BefyLUylo
nosnunto cpegn npumHnH rocn|/|Tan|/|3a|_u/||?| N notepb
TpypocnocobHoct. B 2012 1. KoachdUUMEHT CMEPTHO-
cm (4mcno ymepwmx Ha 100 000 Hacenenus) ot CC3
B Poccnum coctasmn 729,3 [1], TOraa Kak B pa3BUTbIX eB-
POMNeNCKMX CTpaHax oH B 3—4 pa3a Huxe [2, 3]. Cpeau
NPYHNH CepAeYHO-COCYANCTON CMEPTHOCTU Ha MEPBOM
mecte ctout NBC (397 cnyyaes Ha 100 000 Yenosek,
nnn 53 %), Ha BTOpoM — LepebpoBackynspHas 0o-
ne3Hb (233 cnydas Ha 100000 Yenosek unv 31 %) [4].
Moka3zaTenu OXmnaaeMon NPOAOMKNTENBHOCTU XU3HW
B Poccum Huxe Yem B cTpaHax EBpOMenckoro coto3a

Ha 8—11 neT. SkoHOMMYeckmn yuepd ot CC3 B Poccun
CoCTaBnsieT okono 1 TpunnvoHa pybnen exerofHo.
Hanbonblunii BKNag, B NpexaeBpeMeHHyI0 CMEPTHOCTb
HaceneHus PoccMM BHOCAT CeMb (haKTOpPOB pucka:
apTepmansHas runeptoHns (35,5 %), runepxonecre-
puHemus (23 %), kyperune (17,1%), HemocTaTodHOe
noTtpebneHue osoller 1 dpykToB (12,9 %), N30bITOH-
Has mMacca Tena (12,5 %), n3bbitodHoe notpebneHue
ankorons (11,9 %) v runognHamns (9%).
BcnencrBMe CTOMKO MOBBILLIEHHOMO YPOBHS Xore-
CTePVHa NMUNONPOTENAOB HN3KOW NOTHOCTM (XCJTHTT)
OonbHble cemenHom runepxonecteprHemmenn (CMXC)
normbatoT MnpexAeBpeMeHHO OT ulleMuyeckon 6o-
nesnHu cepaua (MBC) [5]. CTXC — 3To HacneACTBeHHoe
ayTOCOMHO-AOMWHAHTHOE HapylleHne MeTabonmnama
NMNONpPOTENAOB, ODYCNOBNEHHOE MYTaLMSIMU FEHOB,

I ATEPOCKIIEPO3 U AMCAIMIAVAEMUAN



koouvpytowwmx: peuentop JIHM — LDLR, anonvnonpo-
TenH B100 — APOB w1 nponpoTenH koHBepTasa cyo-
TUNN3UH /KeKenH Tin 9 — PCSK9. 3MeHeHus B 3TUX
reHax MMetoT AOMUHAHTHbIV TN Hace0BaHMS 1 NPo-
ABNAIOTCA KIIMHNYECKM KaK reTepo- U FOMO3UIOTHbIE
opmbl CMXC. Mpw pacyeTHoM YacToTe 1/500-1/200
B MMpe HacuuTbiBaeTca oT 14 0o 34 MUNIMOHOB Nu,
¢ CIXC [6]. Tomo3nrotHasa dopma CIXC asnsetca He
TONbKO Oonee TAXeNon, HO W 3Ha4uTenbHO Gonee
pegkon — 1 cnydam Ha 1 MunnmoH Hacenenus. CIXC
NpeacTaBnseT BaxHyl npobneMy Ans 30paBoOXpa-
HEeHWsi, MOCKONMbKy ©e3 CBOEBPEMEHHOMO reveHus
OONbWMHCTBO MaLMEHTOB CTAaHOBATCS WHBaNMOaMm
VN YyMUPAIOT B pPaHHeM Bo3pacte. CYMTAETCA, 4TO
eXerofHo B Mupe normnbaet okono 200000 bonbHbIX
¢ CI'XC Bcnencrsve noteHUMansHO NpesoTBPaTUMbIX
cephedHblX npuctynos [6]. PacyeTHas 4YMUCIIEHHOCTb
CrXC B Poccnun coctasnser okono 300 Tbicay nmy,
C reTepo3nroTHon opmon 1 npnbdnmsntensHo 140-
150 nuuy, C roMo3nrotHon opmon. Heobxoammo
noayepkHyTb, 4T0 B Poccnm CIXC npenmyLeCTBEHHO
He AMarHOCTUPYeTCs, U B pesysbrate MCTUHHOE KO-
4yectBO OonbHbIX CMTXC, He nony4YalolmMx afekBaTHoe
JleYeHne, HeusBeCTHO. B HacTosllee Bpems OLEHKa
PaCNpOCTpaHeHHOCTWM HdaHHoro 3aboneBaHus B PO
Da3umpyeTcs Ha pe3ynbratax AnMaeMUoNorn4eckinx Uc-
CNefoBaHMM, NPOBEAEHHbIX B APYIMX CTpaHax. Takmm
0bpa3oM, MeIoLLMeCs CTaTUCTUYeCKe [aHHble ABMs-
IOTCSA NNLLb PEe3yNbTaTOM 3KCTPANONALMM 3apyOexKHbIX
nccnenoBaHNN.

3a nocnegHWe HeckoNbKO AeCATUNETUM B MHAY-
CTpUanbHO Pa3BUTbIX CTpaHax brnarofaps akTMBHOCTA
nCcCnenoBaTeNlbCkUX  OpraHM3aumm AOCTUMHYTbI MO-
JIOXKUTENBHbBIE Pe3yNbTaThl MO PaHHEMY BbISBIEHUIO
n neveHnto CMXC. Co3aaloTcst HauMOHasbHble OO
pervoHarbHble pernctpbl 6obHbIX CTXC. Pe3ynsraTom
paboTbl TaKMX PErMcTpoB CTana pa3paboTtka AuarHo-
CTUHECKMX KPUTEPUEB NUNNIHBIX KNHKK (Dutch Lipid
Clinic Network) B Huaepnaraax [7], CanmoHa Bpyma
(Simon Broome Register) B AHrmuu [8], MEDPED
(Make Early Diagnosis to Prevent Early Deaths) B Co-
ennHeHHbIx LLtatax Amepuku [9].

BaxHO otMeTuTh, 4to CIXC — 3aboneBaHune C n3-
BECTHbIMW U 3PPEKTUBHLIMY METOAAMMU  NIEHEHWS.
Mocne yCTaHOBMEHUs [OAHHOMO [AuarHo3a OoJbHble
C reTepo3unrotTHeiMu dpopmamm CIXC JomkHbl nosy-
4aTb FMMNONUNMAEMNYECKYIO TEPANMIO C LeSbio 3amMes -
NEHNSI Pa3BUTUA aTepPOCK/IepO3a M ero OCNOXHEHWNN
[10]. And roMO3NTOTHBIX (POPM TaK>Ke CYLLLECTBYIOT 13-
BECTHble paHee MeToAbl, Takme KaK adepes nMnonpo-
TeUoB, U HOBble npenapaTbl 4a cHUXeHns XCJTH
n nunonpotenpa(a) (Jin(a)) [11, 12]. dokazaHo, 4To
ncnosib3oBaHue pernctpos CMXC no3songeT yny4nTb
NHPOPMUPOBAHHOCTL DOMbHBIX O CBoeM 3abonesa-
HWW, NOBBLICUTE 3DDEKTUBHOCTL NIEYEHUS N 3HAYMMO
CHM3UTb PUCK CePAEYHO-COCYAMCTbIX OCIOXHEHNUN.
NccnepoBaHve NO  BO3MOXHOCTW  MCMONb30BAHNS
nokasatefnel NMAMAHOro npoduna Ana crpatudu-
Kaumm pucka CCO B oueHKe pacnpoCTpaHeHHOCTH
aTePOCKNEPOTNYECKOTO MOPAKEHNS Y NNLL C BbICOKOW

rMnepxonectepuHemMmen MO3BONUT  YCTAHOBUTb
3HA4YMMOCTb AaHHOro hakTopa pucka 1 dyoet cnocob-
CTBOBaTb CO3HaHUIO 3PDEKTUBHBLIX aANrOPUTMOB MO
CBOEBPEMEHHOW AMarHoctnke 1 npodunaktnke CC3,
aCCOLMUPOBAHHDBIX C aTEPOCKIIEPO30OM.

npep,BapMTen bHble AaHHbIe

Pe3ynsraTbl KPyNHOrO MOCKOBCKOMO CKPUHMHIOBOTO
npoekTa ¢ yd4actmem 52 075 nuu nokasanu, 4To Megu-
aHa ana obulero xonecrepuHa (OXC) cpeam MyXduH
crapLue 30 fIeT U XXeHLWMH ctaplle 35 neT cyuwectBeHHO
npeBbillaeT ypoBeHb 5,0MMONb/N, onpenensembii
KaK onTrMasbHbIN Ans obLler nonynaummn 300POBbIX
nmy, [13]. B nccnegoBaHuu, CnnaHMpPOBaHHOM B 3a-
nagHoM AgMuHucTpatBHoM Okpyre . MoOCKBbI, 13
2400 nuu, Kotopble 0OpaTUANCL B MONUKIMHUNKY
no nobbIM BONPOCaM, CBA3aHHbIM C UX 300POBbEM,
ypoBeHb OXC bGonee 7,5Mmonb/n Gbin onpepeneH
y 12,2%, a yposeHb XC JIHI 6onee 4,9mmonb/n
y 10 % nuu. Cpeamn y4acTHMKOB UCCNEeA0BaHNS Obinin
OonbHble NBC, a Takxke NMLA C Pa3fnNYHbIM CepaeYHO-
COCYAMNCTBIM PUCKOM cormacHo wkane SCORE [14]. Ectb
[OaHHbIE O BbICOKOW PAaCNpOCTPaHeHHOCTM NL, C rnnep-
XONecTepuHeMmen 1 B Opyrmx perroHax P®. Tak, 13
9272 nauneHToB, 06PATUBLLIMXCA B OOHY W3 MNOMUKIN-
HWK T. Camapebl, ypoBeHb OXC Bbiwe 7,5 Mmonb/n Obin
BbisiBNeH 9,4 % obcnenoBaHHbIX [15].

Takum 06pa3oM, Mbl Mpenonaraem, 4ro:

1) nokasatenn nuMNuAHOro npocduns MoryT ObiTb
NCNONb30BaHbl A1 BbIABAEHUA ML C BbICOKUM
M O4eHb BbICOKMM puckoM CCO, Ha OCHOBaHWU
4yero BO3MOXHO pa3paboTaTb anropuTM obcneno-
BaHWA TakMX OOMbHbIX C LIENblo NEPBUYHON 1 BTO-
PUYHOM  MPOMUNAKTUKN  CEPAEYHO-COCYOQNCTbIX
OCNTIOXXHEHWN;

BCTpeYaeMoCTb reteposunrotHon CIXC B PO BhlLLe,
4em 1 Ha 500;

MMeeTCs B3aMMOCBA3b MoKaszaTesnien UMNUOHOIo
npoduna ¢ CcyOKNMHUYECKUM  aTepoCKiepo3oM,
[LaHHbIE MOTYT Pa3fnyaTbCs B Pa3HblX BO3PACTHbIX
rpynnax;

4) cTeHO3 aopTanbHOro KnarnaHa BCTpedvaeTca B 2—3
pasa 4alle y N1 C NnosblleHHbIM yposHeM JTn(a)
v npu Hanu4um CIXC,

0N POCCUMCKOM MOMynsumm HeobxoduMma pas-
paboTKa HOBbIX KpUTEpWeB amarHocTukn CMXC,
co3faHve Bcepoccnmckoro  peructpa  AaHHOro
3aboneBaHVs NO3BOSIUT BKJIOYNTb FOMO3UIOTHYIO
N TAXeSble reTepo3nrotTHble popmbl CIXC B cnmcok
opdaHHbIX 3aboneBaHU, AacT BO3IMOXHOCTb s
NpoBefeHUs AanbHEeNNX WHHOBALMOHHBIX WNC-
CrefoBaTenbCkmMx paboT B JaHHOM HarnpaBieHuu;
BHELPEHME B LUMPOKYID KIIMHUYECKYIO MPaKTUKy
obpa3oBaTenbHbIX MaTepuanos, BKJlOYas Ha-
LMOHaIbHble PEKOMEHAALMN MO CKPUHUHTY, OMa-
rHocTuKe 1 neveHnio CMXC, byneT cnocobcTBOBaATh
CBOEBPEMEHHOMY  BbisiBlleHMIO  3aboneBaHus
1N Ha3HaYeHWIO afeKBATHOMO NleYeHns cpeamn nuL
BbICOKOIO W O4€Hb BbICOKOTO pPUCKa.
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3a4aum U CTPYKTYpa uccnenoBaHus

Llenblo  HacTosillero  1CCnefoBaHUs  SBASETCS
OLLeHKa pacnpoctpaHeHHocTn CIXC B page perMoHos
Poccuu, paspaboTka AMarHOCTUHeCkUX anropuUTMOB
N ONTMManbHoOW nevebHONM CTpaTernmn Ans CHUXEHUs
CcepaevHo-cocyamcToro  pucka, accoLMMPOBAHHOIO
C aTepoCK/1epo3oM. Ha OCHOBaHWW HaLMOHANbHON
MporpaMMbl, BbIMNOHEHHOW B NATU denepanbHbIX
LeHTpax, NiaHMpyeTcs NpPoBeCTU 3MMAEMUONOrnye-
CKOe MOJEeNMpoBaHMe PacnpoCTPaHEHHOCTM BbICOKOM
rmnepxonectepuHeMmmM C UCNOSb30BaHMEM Oa3bl AaH-
HbIX HE3aBUCMMOW NCCIeloBaTeNIbCKOM Nabopatopun
«NHBWTPO». byner nposefeH aHanu3 CBA3WN YPOBHSA
XC JIHIM ¢ koHueHTpaumen PCSK9. Cpeam nuy, ¢ BO3-
MO>HbIM 1 IOCTOBEPHBbIM AnarHo3oM CIXC Gyaet 13-
y4eHo pacnpenenexHve yposHa Jln(a). B uccnegyemon
BbIOOPKE M3 POCCUMINCKOM Monynsaumn Oyoet onpene-
NEeHO KOMMYECTBO TETEPO3UMOTHBIX 1 FTOMO3UIOTHbIX
dopm CI'XC, a Takxe BbIFBNEH MPOLEHT NUL, paHee
He OCBEOMIIEHHbBIX O HANMMYUN Y HUX MOBbILIEHHOIO
YPOBHS XOfecTepyHa U puUcka CepaeyYHO-COCYANCTbIX
CcobbITMr. C NOMOLLBIO TakMX METOAMK, Kak dXOoKap-
avorpadus  (3xoKr), aoynnekcHoe ckaHMpoOBaHMe,
CUMHTUIpachms MUOKapha Mo MpOTOKOMY MOKOW-Ha-
rpy3ka, OyayT conocTaBneHbl AaHHble 00 ypoBHe
nokasatefnen MMNMAHOro NPoMUAN C BCTPEYaeMOCTbiO
N BbIPaXXEHHOCTbIO aTEPOCK/IEPO3a COHHbIX U KO-

PucyHoK 1. [TpoekT peanusaumm nporpaMmme

POHAPHbIX apTepuin, a Takxke CTeHO3a aopTasibHOro
knanaHa. CpaBHeHMe  KIMHWUKO-AMArHOCTUYECKOM
3HAYUMOCTN HUIEPNAHACKUX 1N OpPUTAHCKMX KpuTe-
pveB B AMarHoctuke reteposnrotHon CMXC nossonut
BbIOPaTb ONTUMArbHbLIA ANrOPUTM A1 BHeOpeHWs
B POCCUMINCKYIO KIIMHWNYECKYIo MpakTuky. Y OOonbHbIX
C BO3MOXHbIM U npeanonaraeMsiM gnarHosom CIHXC,
YCTAHOBMEHHBIM € MUCMONb30BAHNEM  KITMHUNYECKMX
KpuUTepUeB, OMarHo3 OyaeT BepudUUMPOBAH C MO-
MOLLbIO TeHETUKM, YTO, B CBOK O4epedb, BEPOATHO,
MO3BONNT ONPefeNUTb XapaKTepHble AN POCCUCKOM
nonynsaumMn mytaumun. MnaHmpyeTca npoBecTn CpaB-
HUTENbHbIV FTEHETUYECKUA aHanu3 y nunL, C YPOBHEM
XCJTHM >7,5Mmonb/n ©e3 KNMHUYeCKoro AuarHo3a
CIXC. Y 6onbHbIx CMXC v N, € BbICOKOW rmnepxorne-
ctepuHemumen 6e3 CMXC OymeT NpoBOAUTLCS OLEHKa
NPOrHO3a Pa3BUTUSA MHMaPKTa MNOKapaa, MHCYIETOB,
rocnuTanM3aumn no MoBoAy HecTabUbHOW CTEeHO-
Kapouu, peBackynsprsaummM Muokapgoa v nepude-
pUYeCKNX apTepun, CepAeYHO-COCYANCTON CMepTu
B 3aBMCMMOCTW OT YPOBHS MoKasaTefel NUNMOHOro
cnekTpa.

MonyyeHHble B pe3ynbrate MNaHMPYEMOM Ha-
LUMOHANbHOW MacLITabHOM MporpamMmbl AaHHble Mo-
3BOAIAT CO3AaTb BCEPOCCUNCKMI pernctp vy, ¢ CMXC
1 obpa3zoBaTenbHbI CaT OMs MALUEHTOB U Bpaden,
Kypupytowmx 6onbHbix CMXC 11X POACTBEHHMKOB,
a Tak>ke NOoBNMATb Ha puck pa3sutia CCO B PO.

Hosocrbupcke, Camape

® MOHUTOPUHT 3PPEKTUBHOCT PaboThI

® DopmMM1poBaHVe NPOTOKOMa UCCNe0BaHNS

Habop knmHM4eckoro Matepuana, AaHHbIX 1abopaTopHbIX 1 MHCTPYMEHTPasbHbIX METOZIOB

[31an
(2014)
® CKpUHWHT (cOop MHbopMaumn 13 633 AaHHbIX)
@ BrloueHME NALMEHTOB B MCCIEN0BaHME
@ ApxXuBMPOBaHIME 06Pa3LIOB KPOBK
Il 3Tan
(2014~ * ncanenoBaHUn Ha Base PKHIMK
2016)
' ([ J

BkriiodeHe denepanbHbIX MeaULIMHCKMX LieHTpoB B CaHKT-NeTepbypre, YensbuHcke,

listan @ MpenpapuTenbHas craTcTVHecKas 06paboTka NOMYHeHHOro MaTepyana

(2016...)
@ KOHTPOIb CcepAgHHO-COCYANCTbIX CODbITUIM Yepe3 1, 3,51 10 neT
o 2014 e 2015 e 2017 e 2019 e 2024
@ BHepeHwe NoAXOA0B K CKPUHWUHIY, AMarHOCTUKeE 1 nedenmtio 6onbHbix CMXC B Poccin
@ [1poeKT 15 rocydapCTBEHHOM MPOrpaMMbl, HanpaBneHHOM Ha NOBbILLEHME BbISBNISIEMOCTU 3abone-
[V a1an BaHUS, ONTUMM3aLMK NIeHeHUs C BKITIOYEHMEM CTAaTMHOB B CMIMCKM XXM3HEHHOBaXKHbIX MPenapaTos
( 22811 ;)‘ LIS 3TOV Mpynnbl GOMbHBIX, a TakKe Co3aHNs LEHTPOB 15 NPoBeAeHs achepesa NMnonpoTenios

B d1y4adX, Pe3NCTEHTHbIX K MEONKAMEHTO3HOMY JIe4EHNIO
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Ln3aviH: NpoCneKTMBHOE MONYASLMOHHOE MHOMO-
LleHTPOBOE MCCNefoBaHMe.

Ha nepBoM 3Tane nporpamMmbl M3  Cly4arHOWM
BbIOOpPKM B3pocnoro HaceneHus Mocksbl  byget
chopMupoBaHa 0aza JaHHbIX ML, C  YPOBHEM
OXC>7,5mmonb/n n/man XCJTHIT 24,9 Mmonb /1.
B ceHTabpe 20131 B He3aBucMMOW Nabopatopum
«HBWTPO» cny4arHbiM 0Opa3oM Obina chopMm-
poBaHa 0a3a 13 18 000 YenoBek C onpeaeneHHbIMN
YPOBHAMMW MoKa3zaTenen nunuaHoro cnektpa (OXC,
XCIHM, XC BN n TT). YpoBeHb OXC > 7,5 MMonb /1
onpegensancsa y 1505 Yenosek (8 %), B CBA3N C YeMm
oxuaaetcs, 4to okono 1000 yenoBek GyayT COOTBET-
CTBOBaTb KPUTEPWUAM BKIIIOYEHWA B MCCnefoBaHue /
NCKITIOYEHNs U3 UCCNefoBaHWs. B TedeHne OByx neT
(2014-2016rT.) "3 chopMMpoBaHHON ©asbl Mo-
CnefoBaTenbHO NOCPEACTBOM TeNlethOHHbIX KOHTakTOB
WM NEKTPOHHOW MOYThl OydyT MpUrmallaThcs Mo-
TeHUMaNbHble YY4aCTHUKN UCCNefoBaHUA. [TprymHbl,
MO KOTOPbIM MaLMEHTbI OTKaXyTCs OT y4acTns B UC-
cnepoBaHumK, OynyT Takxke uKCMpoBaTbcs. MnaHuM-
pyeTcs, 4To B TedeHue roga (2014-2015rr.) Gyger
obcnenoBaHo 500 uenosek Ha Gase PKHIMK. Jnua,
JaBlUVe NnpefBapuTeNibHOe Cornacune Ha HabnoaeHve
n obcnenoBaHve, OyoyT npurnalleHbl B LEHTp. Ha
BM3WTE BCE YHACTHUKWM LOMXKHbI JOOPOBOSILHO MOM-
nMcatb MHPOPMMPOBAHHOE COrflacKe, Mocse Yero
OymeT Npon3BefieHO B3ATUE KPOBW C JOPMUPOBAHNEM
apPXMBHbIX 0OpPa3LIOB CbIBOPOTKA KPOBU U LIENBHON
KPOBW, OynneKCHOe CKaHMPOBaHWE COHHbIX apTepui
C onpefeneHmemM KOMYeCTBEHHOIO M KayeCTBEHHOIO
CcoCTaBa  atepocknepoTudeckmux  bnswek,  IxoKl
C OLIEHKOW COCTOSIHMA aopTbl U a0PTaNIbHOMO KflanaHa.
B noabiccnefoBaHMe CO CTpecc-CUMHTUrpadmen M1o-
Kapma OyoyT BKIlOYEHbI 1A C nogo3peHneM Ha UBC.
Harpy3ouHbii Tect GyaeT npoBOAWTLCA C MOMOLLBIO
BEIO3PrOMeTpUM MO CTaHZAPTHOMY MpoToKony. Bce
DonbHble DyAYT 3aMoNHATL CrelmanbHoO paspaboTaH-
Hble OMPOCHMKM, BKITIOYaoLWe MHPOPMaLMIO O KOH-
TaKTHbIX JaHHbIX, ()akTopax pucka aTepockyeposa,
nepeHeceHHbIX CepaeyYHO-COCYANCTbIX 3a00neBaHMsX,
NPOBOAMMOW Tepanun, B YaCTHOCTW AeTaflbHOe Onu-
CaHWe xapakTepa W CPOKOB MPOBEAEHMUS TUMOAMUMMU-
IeMUYecKor Tepanun, MHPopMaumio o0 UCXOAHOM
ypoBHe obuiero xonectepyHa. C MCNOMb30BaHNEM
HUOEPNAaHACKUX 1 BpUTaHCKMX Kputepures OyaeT ycTa-
HOBJEH KNMHNYeckmin anarHo3 CMXC. Pe3ynbraTbl AaH-
HbIX OLIEHOYHbIX CUCTEM DyAyT COMoCTaBMeHbl MexXay
cobown. Ha 0CHOBaHWM NX ANArHOCTUHECKOW LIEHHOCTA
B BbisiBNeHMn CIXC B pOCCUMICKOM Nonynsumm OyaoyTt
ChopMMpPOBaHbl PEKOMEHALMM MO MCMOMb30BaHMIO
Hanbonee OMTUMANILHOIO aNropuTMa AMArHOCTUKM
3aboneBaHus.

B nmpenBapuTenbHOe reHeTu4eckoe NoAblccneno-
BaHve OyayT BkJlodeHbl nuua (n=100), umetolime
ycTaHoBNEeHHbIN (8 Gannos v 6bonee, n=35) 1 Bepo-
ATHbIV (6—8 Bannos, n=35) anarHo3 CMXC cornacHo
Hunepnanckm kputepusm. B stom rpynne nuy, Oyoet
BbINoNHeH aHanus reHoB LDLR, APOB, PCSK9, a Takxe
reHa Jin(a) (LPA). Ha oCHOBaHWW MOMyYeHHbIX OaH-

HbIX OyOeT NpoBefeHa OLEeHKa 3HAaYMMOCT N3BECTHbIX
KIMHUYECKMX KPUTEPUEB B YCTAHOBMEHUM AMArHO3a
CIrXC c nocnenytomM GOpMUPOBaHMEM POCCUMCKMX
KpuTtepures amarHoctukm CIXC.

Ha odurumanbHOM cante HauMoHasbHOro oble-
cTBa no atepockneposy (HOA, www.noatero.ru) nna-
HUPYETCA OPraHM30BaTb MEKTPOHHYIO MEAMLMHCKYIO
canctemy — permnctp no CMXC (PoCrXC) — ans Bpaden,
Kypupytowmx 6onbHbix CIXC. Ha cante Oyoyt pa3me-
LWeHbl obpa3oBaTenbHble MaTepuasbl AN NaLMEHTOB
¢ CI'XC u gna Bpadven, 3aHMMAIOLLIMXCA AaHHbIM
3aboneBaHMeM. Ha camte OymeT ycTaHOBIEH BXxon,
B poccumickmnii permnctp CIXC («Russian FH Registry»),
C MOMOLLBIO KOTOPOTrO BPAYM-YHaCTHUKM MPOrpam-
Mbl CMOTYT BHOCWUTb HeODXoAMMYlo MHMOpPMaLMio
B cucTeMy. B panbHerem npepfiaraetcs elle oamH
cnocob Habopa GonbHbIX ANA y4acTus B 1CCneno-
BaHWW — NMLA, Y KOTOPbIX eCTb yKa3aHWe Ha MOoBbl-
WEHHbIA ypoBeHb xonectepuHa (>7,5 mMmonb/n),
CMOIyT  CaMOCTOSITEJIbHO  BHOCUTb  HEOOXOAMMYIO
NHMOPMALMIO O COCTOAHMM CBOEro 340POBbA. [1pun
COOTBETCTBUM KIINHMYeCKUM KpuTepunam CIXC mnnn
npwv n3BectTHoM AuarHose CIXC, NoaTBep>XOEeHHOM
C MOMOLLbIO FeHETUKN, BomnbHbIM OyAeT NpennoXeHo
y4acTme B Mporpamme.

PerynspHo Oymer npoBoaMTbCs COOp  WMHGOpP-
MaUMM O CepaeYHO-COCYANCTbIX CODLITUAX Y ML,
BKJIIOYEHHbIX B PEFUCTP, C NOMOLLbIO aBTOMAaTLNYeCKOM
PACCHINKL MNCEM C HANMOMUHAHNEM O HEODXOAMMOCTH
TeneOHHOIo KOHTaKTa C KypupyloLwyM BpadoM. Ha
puc. 1 npencraBneH NPOoeKT peanm3auny NPorpaMmb.

Ha BTopom 3tane lNMporpammel B neprog ¢ 2015 no
2017 rT. B UccnenoBaHme ByoyT BKOYeHbl hefepanb-
Hble MeOnuuHCKMe UeHTpbl B CaHkT-MeTepbypre,
YenabuHcke, HoBocnbupcke, Camape. T[opoga
BbIOPaHbl Ha OCHOBAHMM HANUUMA B HUX 1) MEANLNH-
CKUX y4pexaeHut C NOAroToBNEHHbIM MeAULIMHCKMM
NepcoHasnoM, HeobxoAMMbIM 0DOPYLOBaAHNEM U Me-
TOOMKOW NPOBENEHNS UCCNeAoBaHUA, 1 2) TeXHOSOo-
rMyeckux KommnekcoB nabopatopum «MHBUTPO».
Mo cTaHmapTHOMY MPOTOKOSY B LEHTPaX-yd4acTHMKaX
Oymoet npoBoAnTLCS Habop, obcnegoBaHMe U Habmio-
OeHue 3a y4acTHrKamu Mporpammel. OXmnoaeTcs, 4to
B KaXXIOM M3 YeTblpex LeHTPoB DyayT obcnenoBaHbl
He MeHee 200 4enioBeK B Te4eHWe roga.

KoHTponb 3¢ppeKTMBHOCTU paboThbl

byner cchopMMpoBaH KOMUTET MO MOHUTOPUHTY
33 2 HEKTUBHOCTBIO PAabOThI B LIEHTPAX — y4aCTHUKAX
nporpamMmbl. ExerogHo OyayT NpoBOAUTLCS Tene-
KOHMepeHUMM C NpeacTaBUTENIMM LLEHTPOB C LIEMbIO
onpegeneHns crpaterMy  AanbHenLlero pasBuTUS
nccnegoBaHMS.

B 2014r. (ncxomoHo) Byaet nposedeHO MUMNOTHOE
nccnefoBaHWe cpeamn Bpaden KNMHUK U NOAUKIMHUK
(n=5), a Takxe naumeHtoB (n=200) ¢ nomoLbio
OMPOCHNKOB 06 MX OCBEOOMIIEHHOCTM O TakOM 3a-
boneBaHun kak CIXC 1 BO3MOXHOCTAX €ro fiedeHuns.
Cpenun 3TUX Xe PecnoHOeHTOB Yepe3 ABa M YeTbipe
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PucyHok 2. MNocnefoBateNlbHoCTb 06C1e0BaHNI HAa UCXOLHOM BU3UTE B LIEHTPAX — Y4aCTHUKAX MPOrpaMmbl

HIe OMPOCHMKA)

1 FonnaHacKon AMNAHOM KIHNKIA

@ TpaHcTopokanbHas axokapamorpadust

aptepui

® OueHka nporHo3a

® [loanucaHue I/IHq)OpMI/IpOBaHHOFO cormnacna g y4aciig B nporpaMmme

AHKeTUPOBaHWe BOMbHBIX C LIeNbIo OnpeaeneHms Knaccuyeckmnx aktopos prcka CC3 (3anonHe-

Du3vKanbHbIN OCMOTP C UCMONb30BaHKEM KpuTepme CaiMoHa bpyma

AHanmabl KpoBW Ha NuninaHbIn cnektp (OXC, XC JTHM, XCNBM, TT, In(a)) c ucnonb3oBaHmnem
OHWX KOMMEPHECKMX HADOPOB B Pa3NHHbIX LIEHTPaX

® Onpegenerue ypoHsi PCSK9 B CbIBOPOTKe KPOBU

® MonekynspHo-reHeTHeckm aHanm3 reHos LDLR, APOB, PCSK9, LPA

YnbTpa3ByKoBOE AyrnnekCHOe CKaHNPOBaHWe 3KCTpakpaHManbHOro otaena paxmovedansHbix

OOHOMOTOHHAA SMUCCMOHHAA KOMMbIOTEPHas TOMorpahusa Mrmokapaa ¢ Tc99m-MWBIN no
MPOTOKOSY MOKOW-Harpy3ka y nmu, ¢ nogospeHviem Ha MbC

@ 3anosHeHVe SNEKTPOHHOW MeULIMHCKOM CUCTEMBI Ha carTe HOA BpadaMm-yHacTHUKaMM

roga npoBefdeHus NporpaMmbl  OyayT MNOBTOPHO
OLLeHeHbl 3HaHWA B JAHHOM HamnpaBfieHUn, a Takxe
onpegeneHbl Hanbonee 3hdeKTBHbIE METOAbI MOBbI-
LIeHWs YPOBHSA 0Opa3oBaHus cpeam HaceneHus.

Mpw ycnewHow peanm3aummn nporpammbl ¢ 2017
nnaHupyeTcs bonee WMPOKOe BHELPEHNE NMOAXOAO0B K
CKPUHWHTY, AMArHoctke n nedeHmio 6onbHbIx CIXC
B Poccun ¢ nomowbio MwuH3lgpasa Poccun. byger
CPOPMUMPOBAHO NMpeLSIoXKeHNe-NPOoeKT rocynapCcTBeH-
HOM MpOrpamMmbl, HaMpaBfeHHOW Ha MOBbILIEHWE
BbISIB/ISEMOCTI 3a00NeBaHNs, ONTUMM3aLUU NeveHns
C BKJIIOHEHWEM CTaTUHOB B CMNCOK XMN3HEHHO BaXHbIX
npenapaToB AJfis 3TOM rpynnbl OOMbHbIX, @ TakXe Ha
CO3[0aHue LIeHTPOoB 414 npoBefeHus adepesa nmno-
NPOTEVIOB B CIy4asX, Pe3NCTEHTHbIX K MeLMKaMeH-
TO3HOMY JIeYEHMIO.

C nomoulblo CODCTBEHHbIX AaHHbIX W aHanusa
PoccTata mnaHMpyeTcs OLeHUTb BANSIHWE AaHHOW Npo-
rPamMMbl Ha YpPOBEHb CepAeYHO-COCYAMCTON CMEpT-
HOCTW B reorpaur4eckux perrvoHax, Y4acTBYIOLMX
B Nporpamme.

METOJlbI ncanenoBaHnga
B nccnepgoBaHme GyayT BKMOYEHbI MyXXUMHbBI U KeH-

LLMHbI B BO3pacTe 18—75neT ¢ ypoBHEM 0OLLEero xone-
crepuHa 2 7,5 mmonb /1 n/vnn XCITHM 2 4,9 mmonb /1.

Jnua c noyevHom (KnmnpeHc kpeatHuHa < 30 M1 /MUH)
1 nedeHodHon (AT 1 AJTT > 3 BEPXHWUX FPaHNLL HOPMBb
(BrH), 6ununpydbuH >2 BIH) HeOooCTaTouHOCTbIO, -
notnpeosom (TTT > 1,5 BIH), oeKoMneHCMpPOoBaHHbIM
caxapHbiM [1abeToM (MMUKUPOBAHHBIA reMOrnobuH
> 8% ), OHKONOTrN4eCcKMMM 3a00NeBaHNAMM C aKTUBHO-
CTbIO MPOLECca B TeHeHWe NoCNefHUX Natv net oyoyt
NCKITIOHEHbI U3 MCCIe0BaHMS.

Ha puc. 2 npencraBneHa nocnegoBaTesibHOCTb 00-
CNIeA0BaHUM Ha MCXOAHOM BM3UTE B LLEHTPAX —y4acT-
HuKax [porpammbl.

B PoCIXC He nnaHupyeTcs OueHKa KakoW-nmnbo
cneumdmyeckon Tepanum UM ApYron MHTEPBEHLUN,
B CBSI3W C 4YeM CTAaTUCTUHECKUM PacYeT MOLLHOCTU
nccnenoBaHns He nposoawmncs. MnaHvpyeTcs nepu-
ofmyeckas OLleHKa YPOBHEW rnokasaTenen IUnmnaHoro
npothuns U KIMHUYECKUX CODBLITUIA Y YHaCTHMKOB
nporpaMmbl C MocneayloWMM CTaHOAPTHOW CTaTu-
CTU4ecKor 0bpaboTKoM HOaHHbIX C UCMOMNb30BaHMEM
naketa nporpamm STATISTICA (StatSoft Inc., Poccua).
Mporpamma PoCIXC cnnaHvpoBaHa, MHULMMPOBAaHA
1N UHaAHCMpPYeTCs 0DLLIEPOCCUNCKON OBLLIECTBEHHOM
opraHm3aumen «HaumoHanbHoe obLIEeCTBO MO U3yye-
Huio aTepockneposa» (HOA). OIBY «PKHIMK» MuUH3-
IpaBa Poccun BbICTynaeT B Ka4ecTBe akafleMU4eCckoro
KOOpAMHMpYioWero LeHTpa. OnobpeHve NokanbHoro
3TNYECKOro KOMUTETA ABMINETCS HEOOXOOAMMBIM YCII0-
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BMEM 719 NpoBeAeHMA aHHOMO UccnefoBaHms. Hesa-
BMCUMbI KOMUTET, CO30aHHbIN Ha B6a3e PKHIK, bynet
KOHTponnpoBaTh paboty PoCIXC.

OXunpaemMmbin MeAULMHCKUN, COLlMANbHbIN
M SKOHOMUYecKumn 3 ekt

MpencraBnaeTcs BepOATHbIM, HTO MokKasaTenu
JIMMMOHOMO CNeKkTpa BO3MOXHO MCMNONb30BaTe ANA
BbISBIEHNS JUL, B3POC/ION0 BO3pacta C BbICOKMM
1 O4eHb BbICOKMM PUCKOM CepAEeYHO-COCYANCTbIX OC-
NOXHeHWn. Mbl npefdnonaraem, 4To BCTPEYAEMOCTb
(akTyanbHas 4actora) CIXC B Poccum cyLlecTBEHHO
BblLLe MO CPABHEHMIO CO CTPAHAMMW C YCTaHOBJIEHHOM
yactoton 1 Ha 500 yenosek. [laHHbIM akT MOXeT
OblTb OAHOWM M3 MPUYMH BbICOKOW CMEPTHOCTU OT
CepeyHo-CoCyamuCTbiX  3aboneBaHun B Poccun.
Mbl cyuTaem, 4TO pe3ynbraTbl WUCCNELOBATEIbCKOM
paboTbl, MO3BONAOLIME OLEHUTb CTerneHb Hepo-
oueHkn CIMXC B Poccumckon depepaumm, Bnepsble
npencTaBAT JokasaTenbHyto 0asy, Tpebyemyio cucTe-
MOW 30paBOOXPaHEHUs, AN U3MEHEHUS MOANTUKM
B OTHOLWEHUN nedeHns BonbHbix ¢ CMTXC ¢ uenbto
CHUXXEHUA CephevyHO-COoCyaAnCTOro pucka B CTpaHe.
Co3gaHne 3MeKTPOHHOW  MEeAWMLMHCKOM  CUCTEMBI
B paMKax MporpamMmbl 4acT Npennochiikyi 4ns pas-
BUTUS CKPUHWHIOBOW PaboThbl Ha ypOBHE MOMNynsaLmMm
N KOHTPOMNSA Tepanuu B KIMHWKAX U NONUKITUHMKAX,
B KOTOPbIX YCTaHOBJIEHbI KOMMbIOTEPbI. YCTaHOBNEHME
MOPOroBbIX 3HAYEHWIN XOnecTepuMHa B 3aBUCMMOCTU
OT Mora 1 Bo3pacta MOXET NPUBECTU K Dornee paHHe-
MY BbISIBIIEHUIO CYOKMMHUYECKOro atepockiepo3sa. Ha
OCHOBAHWM aHHbIX MPOrpPaMMbl MIaHUPyeTcs co3aa-
HWe HaLMOHaNbHbIX PEKOMEHAALUMM NO AMATHOCTUKE
n neveHmio CIXC, a Takxe BHefpeHWe NX B KIINHU-
Yeckylo MpakTMKy. PesynbraTbl MporpaMmbl LOMXKHbI
CNocobCTBOBATL YBENNYEHMIO CO3HATESIbHOCTM Hace-
JIEHNS B OTHOLLIEHWM CBOETO 300POBbA U YNyYLUEHMIO
KayecTBa oOka3blBaeMoW MomolumM OonbHbiM CIXC
B Poccun.

Ycunus Bpaden npakTM4eckoro 3BeHa AoMKHbI ObiTb
HanpaBsJieHbl Ha BbisiBNIeHWE OOMbHbIX C rMnepnmnuae-
MUeN Npu NepBUYHOM NpUeMe C MOMOLLbIO 0bsi3aTenb-
HOro aHanu3a Kposu. [Mpy HanMYMKM MNOBbILLEHHOTO
OXC ponxHo ObITb BbINOIHEHO 0bCefoBaHMe U neye-
HWe no pa3paboTaHHOMY B pe3ybrate AaHHOM paboThl
anroputMy (OTpe3sHble To4KM Mo yposHio XC Ans Ha-
NpaBneHns Ha MpoBefeHWe AYMIeKCHOro CKaHUpo-
BaHWS COHHbIX apTepuii, DxoKI OyoyT onpepeneHsbl
B pamMKax [aHHOW paboTbl Afif KaXAoM BO3pacTHOW
KaTeropum). Tlpu BbICOKOW rMMnepxonectepuHeMmm
[LONIXKHa ObITb HACTOPOXEHHOCTb B OTHOLEHWN CIXC.
Mpu Bepudnkaumm amarHosa CIXC GonbHOM AOMXKeH
ObITb MOCTaBMIEH Ha Y4YeT, eMy [OSXKHbl ObiTb HaHbl
COOTBETCTBYIOLLME PEKOMEHAALMN MO U3MEHEHUIo 06-
pa3a >XW3HW, MHPOPMaLMA O MEAUKAMEHTO3HbIX U He-
MeOMKAMEHTO3HbIX BO3MOXHOCTAX NIe4eHUs, a Takxke
O BO3MOXHOCTW MPOBEAEHNSA reHeTMYeCKoro aHanmsa
Kak 15 6onbHOro, Tak 1 418 pOACTBEHHMKOB B PaMKax
KaCKaZHOro CKPUHWHTA.

OGcyxaeHune

B TeyeHme nocnenHunx 20 net pernctpbl CMXC Obinu
co3faHbl B Hupepnangax, MicnaHum, Benvkobputanin,
HopBeruu, bpasununm, ABcTpanmu 1 HoBon 3enaHanm
[16, 17]. Mo AaHHbIM aHIIMIACKOTO PerncTpa, 6onbHbIe
CI'XC B Bo3pacte 20-39 ner umetor 100-kpaTHOe
yBEIMYEHME PUCKA CMEPTM OT KOPOHAPHBIX CODObITUI
1 npuMepHo 10-KkpaTHoe yBenuyeHne obLen cmepT-
HOCTWU MO CpaBHeHUIO C obuen nonynsunen. bes
nevyeHns nuua ¢ romo3surotHom dopmon CIXC, kak
npaBsmo, yMmUpatoT B Bo3pacte fo 20 fet. B nepuop
¢ 1980 no 2006 T. 6onee 3000 GonbHbIx CMXC ObINO
BKJIIO4EHO B 2 1 NMMNUAHOM KIVHKKE, B pe3ybraTe AaH-
HOW paboTbl ObINO MPOAEMOHCTPUPOBAHO CHUXEHME
Ha 25 % B cMepTHOCTM OT VBC y BOrMbHbIX C YCTaHOB-
JIEHHbIM KOPOHaPHbIM aTepockriepo3oM 1 Ha 48 % npu
NpoBeAeHN NepBUYHOM NpodunakTikm [18].

B 1994 r. B HupepnaHmax Obina 3anyLlieHa nporpam-
Ma LONf OLEHKM BO3MOXHOCTU NMPOBELAEHUA aKTVUBHOMO
CKPUHWHIA COBMECTHO C FreHETNHeCKMM 0DCeloBaHeM
POACTBEHHMKOB O0MbHbIX CMXC (KackagHbIN CKPUHWHI),
OLEHKM HaNn4ms CBA3M MEXAY aKTUBHbIM BbIsiIBIIEHVEM
g, ¢ CITXC 1 yBennYeHWeM Ymcna nuL, nosnyHatoLmx
TMNONUNIAEMNYECKYIO Tepanuio, U COMOCTaBNeHNS pe-
3yJILTAaTOB MOMNEKYNIAPHO-TEHETUYECKOro aHanm3a ¢ Aua-
FHO30M, BbICTaBNEHHbIM Ha OCHOBE M3MepeHUs YPOBHSA
XC [7]. 3a nepBble NATb JIET NPOBEOEHNSA MPOrPaMMbl
CKPUHWHI npolunn 5442 popacreeHHuKa 237 GonbHbIX
CI'XC, n3 kotopbix y 2039 Obina onpeaeneHa MyTaums
reHa LDLR, 1M Gbln BbICTaBNEH AMarHo3 retepo3nroTHom
dpopMbl CMXC. Ha MOMEHT reHeTU4eCKon BepudmKaLmn
AnarHosa CIMXC rmnonunuaeMmyeckyto Tepanmio nomy-
4aJ10 TOSIbKO 667 B3POC/bIX NL, C FeHETUHECK BepUhn-
LUMPOBaHHbIM AnarHo3oM CIXC B pamkax KackagHOro
CKPUHWHIA, YTo coctaBnano 39 %. B pesynsrate npo-
rPaMmMmbl yXe Yepes oOuH rof, X Y1CSIo BO3POdIo 40
93 %. Takxe ObINo ycTaHoOBMNEHO, 4To B 18 % cnyyaes
ypoBeHb XC He MO3BONAET NPaBUIIbHO MPEeANONoXnTb
OMarHo3 Kak y HocuTenen Mytaumm, Tak v npu oTpu-
LaTeNIbHOM  pe3ynsrate  MONeKYNIAPHO-TeHeTUHECKOro
aHanu3a, Koraa B Ka4ecrse OMarHoCTNHecKoro Kpurepms
NCronb3ytoTcs obLenpuHsaTbIe 3HadeHns 90 nepueH-
Tmna yposHa XC ong HaceneHua HuaepnanHZos C Mo-
NpaBKOW Ha Mo 1 Bo3pacT. JanbHenliee HabnoaeHne
B TedeHme 10 fieT NoKasasno CyLLeCTBEHHOEe yBeNnYeHme
NPOOONXKUTENBHOCTI XM3HW BonbHbIX CIXC, BbIBMNEH-
HbIX NPV MOMOLLM NPOrpaMMbl KaCKaHOIroO CKPUHWHIA,
MO CPaBHEHMIO C OXMAAEMbIM MPOrHO30M MPU JAHHOM
3abonesaHunn [19].

Mocne yctaHoBneHus auarHoza CIXC GornbHble
OOMXHbI  Mony4aTb MMNOAUNMOEMUYECKYIO Tepanuio
C LLefIbio 3aMeflfIeHNs Pa3BUTUA aTepockneposa 1 ero
VNHBaNMOM3MPYIOLLMX U PaTabHbIX OCIOXHEHUW. Ons
neveHunst 3aboneBaHWs Npenapatamm NepBovt IMHUK
ABMNAIOTCA CTAaTUHbI, CHUXKAIOLLME PUCK CEPAEYHO-COCY -
ONCTbIX OCNOXHeHWM B cpegHeM Ha 30 %. B nedyeHnm
roMo3unrotHom chopMbl CMXC abCconoTHO NOKa3aHo Ha-
3HaYeHKe achepesa NMNONPOTENAOB BBUAY Manon 3d-
PeKTMBHOCTM CTaTUHOB. [10 OUEHKaM aMeprKaHCKMX
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CNEeuVanmncToB, KONMYecTBO BOJbHbIX C TAXenon hop-
Mon reteposnrotHon CIXC, KOTopbIM HeobXxoamMmo
nposefeHme acepesa, coctasnser 1 Ha 20000 [20].
CornacHo  MMeloLLeMYC  eBPOMENCKOMY  OMbITY,
ONTVManbHasA MMNONUMNUAEMMNYECKan Tepanns NpuBo-
OUT K npepoTepaleHnio 1071 cepaeyHo-cocyamcTon
cmepTr Ha 1000 BonbHbix CMXC. Mpw akcTpanonaumm
Ha 500 MnH nonynaumm Esponemnckoro cotosa (1 miaH
BonbHbix CMXC), 370 4acT SKOHOMWIO B 86 MNH €BPO
B rof, (Mpu yCIoBUK, HTO BCE POLACTBEHHUKM HOSTBHOTO
BynyT BbIsBNEHbI M NposieydeHbl) [21].

BesycnosHo, CI'XC — coumansHO 3Ha4YMMas npo-
brnema, ogHako B Poccum B HacTosilLiee BpeMs AaHHOe
3aboneBaHume He oTHOCUTCA K opdarHbIM. CMTXC — ogHO
N3 HEMHOMMX reHeTnyeckmx 3aboneBaHWI, KoTopoe
COOTBETCTBYET BCEM KpUTEpusaM, ogobpeHHbiM BO3
IS NPOBeAEHNS KPYNMHOMACLITabHbIX CKPUHMHTOBBIX
NpOrpamMMm cpenu HaceneHms C Lefblo CBOEBPEMEHHO-
ro BbiiBNEHWs 3a0051eBaHVIs U Ha3HaYeHWs ONTVMarlb-
HOro neYyeHus, YTO MO3BONAET MPOBOAUTL YCMELLHYIO
nepBuYHyto npodunaktnky CC3 y 6ombHbIX ¢ CMXC
ONpPefeneHHOro PerMoHa 1 CTPaHbl B LLENOM.

CIIMCOK JITHTEPATYPHI

3akJ/iloyeHmne

Ectb ocHOBaHWA npegnonarartb, YTO BbICOKME MO-
Kazatenu  cepaeyHo-cocyamcton  3aborneBaemocTu
N CMepTHOCTK B Poccum oTt4acT obycnoBneHbl Hefo-
OLLEHKOM 3HA4YMMOCT/ TUNepXonecTepuHEMnN, B TOM
4yucne 3a CYeT BbICOKOW pacnpocTpaHeHHocTn CIXC
B PD. CBoeBpemeHHoe BbisBneHe CIXC nossoauTt
He TOMbKO Ha4YaTb JledeHue y OaHHOro naumeHTa, HO
N MPOBECTV CKPUHWUHI CPean €ero POACTBEHHWKOB,
YTO MPVIBELET K YBEMMYEHMIO KONNYECTBA L, CO CBO-
eBPEMEHHO YCTaHOBJMIEHHbIM [MarHo3oM. B Poccum
OTCYTCTBYET eAMHas 6a3a AaHHbIX yyeTa bonbHbix CMXC
(MHOPMALIMOHHO-aHaNUTMYeCckas  C1UCTeMa  pern-
cTpaumm 6onbHbix CMXC), 4To menaet daHHyo paboTy
yHUKanbHoW. MHHoBaLUMoHHas cTpykTypa PoCIXC no-
3BOJINT ONpefenuTb pacnpoctpaHeHHoCTs CMXC cpeam
HaceneHuss PO 1 apganTupoBaTb KpUTepun ANs Bbi-
SIBMEHNS Takux BonbHbIX. Ha OCHOBaHWM NMOMyYeHHbIX
JaHHbIX OyayT pa3paboTaHbl POCCUNCKME HALMOHASb-
Hble PeKOMEeHOALMU MO CKPUHWHIY, 00CnegoBaHMIo
1 neveHnio bonbHbIX ¢ CMXC.

1. Information on the socio-economic situation in Russia,2013. Federal State Statistics Service. URL: www.gksru. Rus-
sian (Hugopmayusa o coyuarsro-oKoHoMuneckom nooxenuu Poccuu - 2013. @edeparvnas CayK0a 20¢y0apcmeeno

cmamucmuxu www.gksru/bgd/ free/B13_00/Main.btm.

2. World bealth report 2008. World Health Organization website. URL: appswho.int/gho/data/node.main.A865.

3. Go A.S,Mozaf farian D.,Roger V.IL. et al. Heart disease and stroke statistics - 2014 update: a report from the
American Heart Association. Circulation. 2014, 129(3): e28 - e292.

4. Shalnova S.A,Konradi A. O,Karpov Y.A. et al. Cardiovascular mortality in 12 Russian Federation regions - par-
tici pants of the «Cardiovascular Disease epidemiology in Russian Regions» study. Russ ] Cardiol. 2012; 5 (97 ):
6-11. Russian (Wlanvnosa C.A,Koupaou A.0,Kapnos 10.A. ¢ coaem. Anaau3 cmepmuocmu om cepoeuno-cocyoucmsLy
sabonesanuti 6 12 pezuonax Poccuiickosi dedepayuu, yuacmeyiomux 6 uccae006anuu «INU0emuon0us cepoeuHo-
cocyoucmuLx 3a001e6anul 8 pasauuHbix pezuonax Poccuu» |/ Poccusickuti xapouonozuueckuti xypuan. 2012. Ne5

(97). C. 6-11).

5. Austin M.A,Hutter C.M.,Zimmern R.L,Humpbries S.E. Familial hypercholesterolemia and coronary heart disease:
a HuGE association review. Am ] Epidemiol. 2004, 160 (5): 421-9.

6. Nordestgaard B.G.,Chapman M.].,Humphries S. E. et al. Familial bypercholesterolaemia is underdiagnosed and
undertreated in the general population: guidance for clinicians to prevent coronary heart disease: consensus
statement of the European Atberosclerosis Society. Eur Heart ]. 2013 Dec; 34 (45): 3478-90a.

7. Umans-Eckenbausen M.A,De fesche ].C.Sijbrands E.]. et al. Review of first 5 years of screening for familial
hypercholesterolaemia in the Netherlands. Lancet. 2001; 357 (9251): 165-168.

8. Scientific Steering Committee on behalf of the Simon Broome Register Group. Mortality in treated beterozygous
familial hypercholesterolaemia: implications for clinical management. Atherosclerosis 1999, 142: 105-112.

9. Williams R.R,Hunt S.C.,Schumacher M.C. et al. Diagnosing beterozygous familial hypercholesterolemia using new
practical criteria validated by molecular genetics. Am J Cardiol. 1993, 72 (2):171-6.

10. Versmissen J.,Oosterveer D.M.,Yazdanpanah M. et al. Ef ficacy of statins in familial bypercholesterolaemia:

a long term cobort study. BMJ. 2008; 337: a2423.

11. Ziajka P.E. Management of patients with homozygous familial hypercholesterolemia. Am | Manag Care. 2013

Nov; 19(13 Suppl): s.

12. Meier P,Blanc E. Long-term ef ficacy of lipoprotein apheresis in homozygous familial hypercholesterolaemia.

Nephrol Dial Transplant. 2000 May, 15 (5): 738-40.

I ATEPOCKIIEPO3 U AMCAIMIAVAEMUAN



™ epeonan canen [[[1[1]

13. Igonina N.A,Zburavleva E.A,Kondrasheva E.A. et al. The cholesterol level in Russian adults aged 20-70 years.
Atherosclerosis and Dysli pidaemias. 2012; 4: 68-72. Russian (Hzonuna H.A,Xypaeneea E.A,Konopawesa E.A.
¢ coaem. Y poseny xosecmepuna 6 nNOnyaAuuu 63pocao20 uaceaewus PO 20-70 aem // Amepockaepos
u JTucaunuoemun. 2012. Ne 4. C. 68-72).

14. Boytsov S.A,Kukbarchuk V.V.,Karpov Y.A. et al. Subclinical atherosclerosis as a risk factor of cardiovascu-
lar events. Cardiovascular Therapy and Prevention. 2012; 11 (3): 82-6. Russian (boiiyos C.A,Kyxapuyx B.B.,
Kapnos 10.A. ¢ coasm. Cy0Kk.aununeckuii amepock.iepo3 kax Qaxmop pucka cepoeuro-cocyoucnvix 0caoxuenuti //
Kapouosacxyrapnaa mepanus u npoguraxmuxa. 2012. Ne 11 (3): 82-6.

15. Kachkovskiy M.A,Nazarkina I.M. Fedoseeva L.S.et al. The prevalence of hyperlipidemia in the industrial area
of Samara. Russian National Congress of Cardiology «Integration of knowledge in cardiology». Congress Pro-
ceedings. M. 2012:205-6. Russian (Kauxoscxkuii M.A, Hasapxuna H.M., dedoceeéa JI.C. ¢ coaém. Pacnpocmpanennocms
eunepaunudemuti 6 I pomviunennom patione 20poda Camapa | m-avi Poccutickozo0 HAYUOHANLHOZO KOHZpecca
Kapouonoz08 «Humezpayua 3uanuti é xapouoaozuu». M.,2012: 205-6).

16. Al-Sarraf A,Allard M., Martinka M. Froblich J. Regional and national familial hypercholesterolemia registries:
present international application,importance,and needs for Canada. Can ] Cardiol. 2013 Jan; 29 (1): 6-9.

17. Watts G. F.,Sullivan D. R,Poplawski N. et al. Familial hypercholesterolaemia: a model of care for Australasia.
Atheroscler Suppl. 2011, 12 (2): 221-63.

18. Neil A, Cooper ].Betteridge ]. et al. Reductions in all-cause cancer,and coronary mortality in statin-treated
patients with beterozygous familial bhypercholesterolaemia: a prospective registry study. Eur Heart J. 2008, 29
(21): 2625-33.

19. Wonderling D.,Umans-Eckenbausen M. A,Marks D. et al. Cost-ef fectiveness analysis of the genetic screening
program for familial hypercholesterolemia in The Netherlands. Semin Vasc Med. 2004 Feb; 4 (1): 97-104.

20. Vishwanath R.,Hemphill L. C. Familial hypercholesterolemia and estimation of US patients eligible for low-den-
sity lipoprotein apheresis afler maximally tolerated lipid-lowering therapy. | Clin Lipidol. 2014; 8 (1): 18-28.

21. Nbherera L. M. Saving lives,saving families: the health,social and economic advantages of detecting and treating
familial bypercholesterolaemia (FH). Economics Chapter: Estimating the benefits from treatment and increas-
ing the implementation of cascading screening. URL: heartukorguk/ files/uploads/documents/HUK _HealthEconom-
ics_FINAL2012_2702.pd f.

15

N3 2014 [




