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AOCTpaKT

Hapyutenus aunuonozo obmena srocam cympecmeennsiil 6x1a0 6 passumue ocaoncrenud amepockaeposa. Cemedlrasn
eunepxonecmepunemusn (CL'XC) asanemea naubonee vacmot npudunod npescdespemenol cMepmu om uemute-
ckotl bonesnu cepoya. B Poccuu pacuemnoe wucao bonrsnsrx cemeposuzommoti gopmon CI'XC (2eC1XC) moonem
cocmagaams okono 287 000, ecomosuzommoii popmoti C1' XC (20C1'XC) — 150—-300 bonvrvix. Odnarxo ucnurinas
pacnpocrparterocny sabosesarus ocmaenia teussecmion. Hesvicoxas ocsedomaenrocms 06 CIXC gpedu nace-
JeHUA U 6payel] conposocoaentca Kpailte HUSKUM NPOYEHINOM OUAZHOCIIUPOBAHBIX (AVUALE U, COOMIBENICIIBENID,
omcymemsuem 1eobxo0umozo u ceoespemeririozo aederus. Ecau eoCI XC coomeememeyem tpumepusm pedxozo
sabonesarus, mo :eC1 XC scmpevaenca 6 2 pasa wame opyeux Hacaedemsernvix boaesned. Aannsie bpumarickozo
pecucimpa noxasaau, 4mo boasteie C1 XC 6 sospacme 20—39 nem umerons 100-xpamnoe ysesuuenue pucka cymeprmiu
om Koporapreix cobvimuil u 10-kpamoe yseauuenue obuell cMepmocmu no cpasmeriuro ¢ obuel nonyasyue.
Boavrvie coCl XC bes neuernus yyuparom 0o 20 aem om ocnodncenud amepockaeposa. B doxymenme npedcmasaernst
Oanivie 0 pacnpocnparerocniy 3aboseéarusn 6 omoesvvix pectorax Poccun, npusedero mmenue sxcnepmos no on-
mumusayuy sviasaenus u aeverus oosviwex CI'XC, danve npomencymourivie pesyavmaner Poccutickozo pecucnpa
no CI'’XC. B doxymerme npusodumea obocriosariue 1eobxooumocnu cosdarnus cemu aunuonsix yenmpos 6 Poccuu,
a marce peanuayun pada Opyux ulazos, Komopwie 004icHsL Oblinb 6LINOAMENBL 045 YAYHULCHUS OUAHOCIHIUKY
u aeverug CI'XC.

KIIXo9€eBBI€ CIOBA: ceMelHan eunepxonecriepuHemus, amepockaepos, ckpuriue, Ouaztocmuxa, aederue, agepes
SUNONPOIIEU008, pectcip.
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Abstract

Lipid metabolism disorders play a pivotal role in increased mortality and morbidity from atherosclerotic cardiovascular
disease thronghout the world with familial hypercholesterolemia (FH) being the most common cause of premature
death from coronary heart disease. In the Russian Federation, the estimated number of patients with heterogygous
FH (heFH) is ~ 287 000, whereas it is assumed that there are about 150-300 patients with homogygons
Jorm (hoF'H). However, the true prevalence of this disease is unknown in most countries, thus these patients with
genetically elevated levels of low-density lipoprotein cholesterol are left without proper and timely management. While
hoFH fully meets the criteria for a rare disease, in contrast heF'H occurs 2 times more often than other hereditary
diseases. Data analysis from British registry has shown that FH patients aged 20—-39 have a 100-fold increase in
risk of death from coronary events and a 10-fold increase in total mortality compared with the general population.
HoFH patients without treatment die before the age of 20 years from complications of atherosclerosis. This document
summariges the opinion of experts on the matter of optimizing the detection and treatment algorithms of FH
patients. The interint analysis of the Russian FH Register is presented. The consensus provides a rationale for the
creation of the network of lipid centers in Russia and some other steps that need to be done for the improvement of
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the diagnosis and the treatment of FH.

PacnpocrpaHeHHOCTb ceMmenHon
runepxonecrepuHeMmnmn

Muposble gaHHble: peanbHOCTb MPOTUB

pacyeToB

CemelHas rmnepxonectepnHemms (CMXC) — 7o re-
HeTUYeCKoe ayTOCOMHO-AOMMHAHTHOe 3aboneBaHue,
BbI3blBaeMOE MyTaLMEN TEeHOB, BAMSIOLIMX Ha OOMeH
AMNONPOTENOOB HM3KOM MnoTHocT (JIHIT), dyHKLM-
OHVPOBAHME PELENTOPOB K HWM, B pe3ynbraTe Yero
C POXOEHVA Yy YeroBeka ypoBeHb xonectepuHa JTHT
3HAYUTENTIbHO MOBbLILWEH, YTO MPWBOAUT K YCKOPEH-
HOMY Pa3BUTWIO aTepPOCKIIEPOTUHECKOTO MOPaXeHNd
COCyOoB, MPEUMYLLECTBEHHO KOPOHAaPHbIX apTepun,
N KIIVHNYeCKon MaHnbecTaumm niemmnyeckon bones-
HU cepaua (MBC) B MONoAOM M Aaxe OETCKOM BO3-
pacte [1]. BepoaTHOCTb BbIfBNEHNA OedekTHOro reHa
Yy POLCTBEHHMKOB MEPBON NUMHUWM (poamTenu, Aetw,
Bpatbs, cectpbl) bonbHoro CMXC coctaBnser 50 %,
YTO COMPOBOXAAETCSH AOCTAaTOMHO BbICOKOM Pacnpo-
CTPaHEHHOCTbIO 3aboneBaHWs B oOLIe nonynsumn
1:200 — 1:500. B orgenbHbIX nonynsumsax pacnpo-
cTpaHeHHocTb CMTXC B 8 pa3 Bbille, YemM B 0OLlen
nonynaummn: y gpaHko-kaHagues — 1:270, cpeam
nueaHuee — 1:170, Ha Tepputopumn CeepHon Ad-
prkm — 1:100, B 4aCTHOCTK, Yy eBpeeB allkeHasw [2].
PacnpocTpaHeHHOCTb Hanboree TAXENoM 1N NPOrHo-
CTUYeck HebnaronpuaTHOW FOMO3UIOTHOM (DOPMbI
CIXC (roCrXC) — 1:1 MAH, N0 HEeKOTOPbIM AAHHbIM,
1:500 7biCc. HaceneHwa [3]. OTMe4yeHO, 4TO Yalle
JaHHasa dopMa o0bHapyXMBaeTcs y aeTen ot bnmsko-
POACTBEHHbIX OpakoB [4].

Mpn pacnpoctpaHeHHoctn 1:500 — 1:200 B Mupe
JOIXKHO 6bITb 0T 14 00 34 MnH nuL, ¢ reCMXC. Bo MHo-
X CTpaHax Mupa KOMMYeCTBO AMArHOCTUPOBAHHbIX
cnydaeB CMXC< 1 %. Haubonbluero ycnexa B ckpu-
HUHre bonbHbIX CMTXC gocturnu B HuaepnaHoax, roe
YCTAHOBNEHHbIN AnarHo3 nmeet 71 % 13 33 300 (npu

Keywords: familial hypercholesterolemia, atherosclerosis, screening, diagnosis, treatment, apheresis, registry.

JONYCTUMOW  pacnpocTpaHeHHocT 1:500) BosbHbIX
¢ reteposurotHon CIXC (reCrXC). [anee cnemytot
Hopserva — 43 % [OWarHOCTMPOBAHHbBIX Cllydaes
13 9900 n NcnaHagmsa — 19 % m3 600, LLsenuapus —
13 % 13 15600, Bennkobputanmsa — 12 % 13 123600
[5-8].

B Poccmm ararHos «CIXC» cTaBUTCS KparHe peako,
OTCYTCTBYET CMCTEeMa Yy4eTa 3TUX OOnbHbIX, B CBA3U
C YeM WCTUHHas PacnpoCTPaHeHHOCTb 3aboneBaHus
oCTaeTcst HenspecTHowW. Mpu HaceneHnn Poccn 143,5
MunnoHa yvenosek (Pocctat, 2013) 4ncno BonbHbIX
¢ reCrXC (npwn monyctumon yactote 1:500) MoxeT
nocturate 287 000, a 6onbHbIX ¢ ToCIXC ~ 143-287
(1:500 Tblc. — 1 MAH). Mo OaHHBIM UCCNeLOBaHMS,
npoBeAeHHOro B 3amnagHoM  agMUHUCTPATUBHOM
okpyre . Mocksebl, 13 2 400 nuu, KOTopble 00paTUIUChH
B MOMUKIIVHKKY MO NOObIM BOMPOCaM, CBA3aHHbIM
C VX 300P0OBbeM, ypOBeHb 00LLero xonecrepmHa (OXC)
> 7,5Mmonb/n 6bin onpepeneH y 12% (n=291),
aypoBeHb xonectepmHa JTHIM (XCJTHM) > 4,9 mmonb /n
y 10 % nu, [9]. YuuTbiBas BbICOKYIO PacnpOCTpaHeH-
HOCTb TUMepxonecTepmuHeEMUM, OCTPO BCTAET BOMPOC
0 HEeODXOAMMOCTM CO3[aHWs anroputMa obcnenoBa-
HUA Taknx NnL, € uensio sepudurkaumm CHXC u nckmo-
4eHUsl BTOPUYHOW rMiepannuoemMumm.

B Poccum Obin npoBemdeH psan UCCNenoBaHUN,
B KOTOPbIX M3y4anncb MOMEKYNAPHO-reHeTuyeckme
1 heHoTunmnyeckne ocobeHHocTt CMXC B pOCCUNCKOM
nonynsaumm [10-12]. OgHako AaHHble O peanbHOM
pacnpoCTpaHeHHOCTM 3Toro 3aboneBaHuns B Poccum
OTCYTCTBYIOT.

SnmnaeMmnonorm4yeckoe MoaenMpoBaHme BCTpeyae-
mMocTn reCI'XC B PO Ha npumepe TioMeHckom obnacty,
npeAcTaBnsioLlen codbon TUNNYHbLIM cybbekT Poccnin-
ckom depepaln C PasHOOBPA3HBIM HALMOHATbHBIM
COCTaBOM, MOKa3afo, YTO 4acToTa BbIABNEHUS UL,
C ONpefefieHHbIM 1 BEPOSATHbIM AMArHo3oMm «reClXC»
coctasuna 0,31% (1:322) n 0,67% (1:149) co-
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OTBETCTBEHHO. TakuMM 00pa3oM, 3TW  pe3ynbraThl
CBUIETENBCTBYIOT O BO3MOXHO DOfliee BbICOKOW pac-
npocTpaHeHHOCT 3aboneBaHust B Poccum Mo cpaBHe-
HWIO C pacdeTHon Yactotom 1:500 [13]. B HacTosLee
BPeMs UCCIIe0BaHME MO OLIEHKE PaCnpPOCTPaHEHHOCTH
reCrXC nposoanTcs B KemepoBckor obnactu.

Mo faHHbIM perncrpa MHpapKToB MMoKapaa r. Ho-
BOCMOMpPCKa ObII0 MOKa3aHo, YTO Y ML, MOSIOA0rO BO3-
pacta (10 55 NeT) BbipaxeHHas runepxonecrepuHemms
(OXC>7,5MMonb/n) oTMedanachb y 22,4 % MyX4uH,
nepeHecLIMX NepBbIr MHMAPKT MMoKapaa. Ha MOMeHT
MOBTOPHOrO MHMapKTa MWOKapAa 3TOT TMokasaTenb
Obin elle Bbiwe K coctaBnsn 39,5 %. Heobxoommo
NoAYepKHYTb, YTO Ha MOMEHT pPa3BUTUS WHGapkKTa
Muokapga mwb 5 % MyxdnH ¢ OXC > 7,5 MMonb/n
nonyYanu CratuHbl. Takium 0Dpa3om, MonyYeHHble
JlaHHble CBUOETENbCTBYIOT O BbICOKOM PaCnpOCTpaHeH-
HOCTU TUNEPXONeCTEPUHEMUN Y JINL, MYXCKOro Mona,
nepeHeclnx MHMapKT MUOKapaa B MOJIOAOM BO3-
pacTe, 1N HU3KOW YacToTe Ha3HAYeHNs CTaTUHOB Y 3TON
KaTeropuu 6onbHbIX [14].

Poccuncknm permctp 6onbHbIx CMFXC

AKTyanbHOCTb CO3AaHNA HaLMOHaNbHOro

perncrpa 6onbHbIx CFXC

OOHMM 13 BO3MOXHbIX peLlleHnn npobnemsl
LIMPOKOMACLITAaOHOIrO  CKPUHWMHIA  HaceneHus Ans
BbISIBEHWS ML, C HACNeOCTBEHHbIMW HapyLUEHUSAMM
NUNMAHOro obMeHa SBMSeTCS co3daHue CTaHaapTU3N-
POBAHHOW 3NEKTPOHHOW CUCTEMbI — perucrpa. Takas
dopma paboTbl ¢ GonbHbIMK CMXC cyllecTByeT BO
MHOIMX CTpaHax, BkIoYvas Huaepnanmbl, Bennkobpu-
TaHuio, CLUA, Hosylo 3enaHguio, Asctpanuio, Mcna-
HUIO. bnarogapsa perncrpam 3a nocnefHue Heckonbko
OeCATUNETUM B 3TUX CTpaHax Obiny OOCTUTHYTbI MO-
JIOXWUTENbHbIEe pe3ynsratbl MO PaHHEMY BbIABIEHWIO
1 neveruto CMXC. [laHHbIM Noaxof, No3BONSeT npoBe-
CTV BEpUdMKALMIO ANATHO3a Y BKITIOYEHHbIX OOMbHbIX,
onpenennTb NporHo3 3aboneBaHWss U OPraHM30BaThb
HeobXoaMMOe neveHume.

B Poccum B HacTOAWMM MOMEHT OTCYTCTBYeT
efAuvHbIn pernctp GonbHbix CMTXC. Mexay TeMm He-
06XOOMMOCTb €ro Co3OaHus, y4uTbiBas Hebnaronpu-
fTHOE Te4yeHue OaHHOro 3aboneBaHWsi C Pa3BUTMEM
CepAeyHO-COCYANCTbIX OCOXHEHNIM B MOMOAOM BO3-
pacTe, He BbI3bIBAaeT COMHeHUM. OCHOBHbIMU LIENSMUA
CO30aHNS eOMHOMO HaUMOHanbHOro perncrpa 6onb-
Hbix CI'XC OOnMXHbI CTaTb BbISBIEHME MAaKCMMAabHOIO
KonuyectBa bonbHbix CMXC, BKIoYas OeTen, oueHKa
pPacnpoCTpaHeHHOCTK 3aboneBaHns B Poccum, paspa-
0oTKa ANArHoCTUYECKMX anropmUTMOB U OMTUManbHON
ne4yebHOM CTpaTernn, nonydYeHue rocynapcTBeHHOM
NOAAEPXKKN AN NIEYEHNS STON KaTeropum BOMbHBbIX.

MepBble pe3ynbTaTbl NPOrpaMmmbl

Poccumnckoro permcrpa rno cememHom

runepxonecrepuHemuu B 2014 ropy

C pexkabps 2013 r. no Hosbpb 2014 r. Ha Gaze
®IBY  «PoCcCMWCKMM  KapAMONOrMY4eCKUA  Hay4HO-

NPOV3BOACTBEHHbIN kommneke» M3 PO (PKHIK)
B pamkax Poccunckor Hay4HO-MCCNeaoBaTeNbCkom
NporpaMmbl MO CBOEBPEMEHHOW AMArHOCTMKE U Neve-
HWI0 BOJbHBIX CEMENHON rnepxonectepuHeMmen «Poc-
CUNCKUI PEFUCTP MO CEMEVHOM TMNepXonecTepuHeMnI
(PoCrXC)» obcnegosaHo 224 uenoseka (cpegHuin
Bo3pact 53,4+ 10,0 neT, 62 % xeHwwmH) [15]. OaH-
Hasi Bblibopka Obina cchopMmMpoBaHa Mo pesynsraTam
aHanm3a 0a3bl faHHbIX 13 17912 venosek, obpaTmB-
lwmxcs B nabopatopuito «HBUTPO» I. MOCKBbI MO pa3-
JIN4HBIM NpUYMHam B TeyeHre 2013-2014 . bbino
nokasaHo, 41o yposeHb OXC > 7,5 Mmonb/f1 onpefe-
nanca y 8,4% (n=1505) pecnoHgeHTos. M3 1505
YENoBEK Ha BUW3WT B LEHTP MOCSIEA0BATENIbHO Obiu
npurnawleHsl nMua C NepBUYHOM rUNepaAUNMaeMUEN
B Bo3pacre > 18 net u ¢ yposHem OXC 27,5 MMonb/ 1.
CornacHo ronfaHACKMM  KpUTepUAM  AMArHOCTUKM,
onpefeneHHbIi amMarHo3 «CMXC» Obil yCTaHOBIIEH
y 4,5% (n=10) nuu, BepoatHbii — y 43 % (N=96).
Ncxoas U3 monydeHHbIX AaHHbIX, MOXHO OPUEHTUPO-
BOYHO MPEANONOXMTb, H4TO B POCCUMCKOW NOMyN[aLmMm
YacTtoTa onpeaeneHHon dgopMbl CI'XC Nno ronnaHackmm
KpuTepuam coctanset 1:300. OgHako AaHHbIM pacyeT
TpebyeT yTo4HeHNs Ha bonbliel Bbibopke NaLMeHToB
13 Pa3HbIX PErMOHOB CTpaHbI [16].

AnropunTtm BbisiBeHNs nauyneHToB ¢ CFXC

KnnHunyeckune wkanbl

CylLecTByeT ABa NOAX0Aa K onpeneneHumto 60MbHbIX
CIr'XC: ncnosnb3oBaHMe eHoTuMNa, TO eCTb NPU3HaKOB,
onpenensiolLXcs BbIPaXXeHHOCTbIO U ANTUTENTbHOCTHIO
3KCNO3MLMN TUNEPXONeCcTepPUHEMUM, UMW FeHOTUNA,
KOra HEeKoTopble MyTauuM OMpemsensior pUcK pas-
BUTUS NLLEMUYECKMX OCNOXHEHWI 1 OTBET OpPraHmM3Ma
Ha HanV4Me MOBbILEHHOMO YPOBHSA XxofiectepuHa. Ha
CEerofHAWHNM aeHb ang guarHoctnkyn CIXC mncnonb-
3yl0TCA CnegytoLme Kputepun (Tabn. 1): GputaHckme
(Simon Broome Registry) [7], ronnanackme (DLCN —
Dutch Lipid Clinic Network) [17] n amepukaHckme
(MEDPED — Make Early Diagnosis to Prevent Early
Deaths) [18]. B ocHoBe OpUTaHCKMX U rOnNaHACKMX
KpuUTEpWeB nexat eHoTUnnyeckne, CcobCTBEHHbIe
1 CeMeVIHbIE aHAMHeCTUYeCKMe AaHHble, a TakXe reHe-
Tnyeckme dakTopbl. B 3aBUCMMOCTM OT KOMOWHAaUMMK
3TMX (PaKTOPOB, COMMACHO OPUTAHCKUM KPUTEPUSM,
ararHo3 «CrXC» MOXeT ObITb OnpefeneHHbIM U Be-
POATHBIM, a MO FONAHACKMM — ONpefeNeHHbIM, BEPO-
ATHBIM 11 BO3MOXHbIM. KpuTepun MEDPED Hanbonee
NpOCTbl ANS MCNONb30BAaHWS, TaK Kak MpeanofaratoT
OJ19 MOCTaHOBKWM AmarHosa «CIrXC» umcrnonb3osaHme
TONBbKO YPOBHA XONeCTepuHa, CTaHOAPTU30BAHHOMO
Mo CTeneHn POLCTBa U BO3pacTy obcneayeMoro.

leHeTnYeckoe TecTUpoBaHue

N3BecTHO, 4TO0 CI'XC C ayTOCOMHO-AOMUHAHTHbLIM
TWUMOM Hac/IeJoBaHWA CBA3aHa C MyTauMaMK B Tpex
reHax: LDLR (JIHMP), APOB (AnoB-100) n PCSK9,
0bYyCnaBNMBAIOLLMX COOTBETCTBEHHO 67, 14 1 2,3 %
CNly4aeB AaHHoro 3aboneBaHus. CTOUT OTMETUTL, YTO
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Tabnuua 1. narsoctndeckme kputepum CIXC

OnpepeneHHbIN gnarHo3 «CFXC» craBuTcs, ecnn:
ypoBeHb obuero XC >6,7 mmonb/n nnun yposeHs XC JTHM > 4,0 Mmonb /n y pebeHka mnagie 16 net

unm yposeHb obLero XC > 7,5 MMonb /1 unn ypoeeHb XC JTHIM > 4,9 MMonb /1y B3pOCsoro (MCXOAHbIN
YPOBEHb IMMMAOB NN CaMbIIA BbICOKMI YPOBEHb Ha Tepanum);

nnrcC OOHO N3 HMXKenepedncieHHOro:

WA HanYMe CyXOXMNbHOTO KCAHTOMaTo3a Yy NaumeHTa Unm poACTBeHHKKA 1-11 cTeneHu poacTea
(poauTenu, Oetm) unu y poacTBEeHHMKa 2-11 CTeneHu poacTBa (aedywkum, 6abyLKkm, Osam Unu Tetn);

NN NO3UTUBHBIN TecT JHK-AmnarHocTnkmn, NoATBepXXAatoLWLmMn MyTaumio reHa JIHIM-peuentopa nnm
MyTaLMio reHa anobesika B-100.

Bo3MOXXHbIV gnarHo3 «CIFXC» ctaBUTCsl, ecnu:
ypoBeHb obutero XC > 6,7 MMonb /n unu ypoeHb XC JTHM > 4,0 mmonb /n 'y peberka Mnague 16 net

unu obwmin XC > 7,5 Mmonb /1 nnu yposeHs XC JTHM > 4,9 MMonb /Ny B3pocnioro (MCXOHbIN ypoBeHb
NNAWO0B UK CaMbI BbICOKNI YPOBEHb Ha Tepanun);

M cC OOHO M3 HMXKenepednaieHHOoro:

WK OTAMOLLEHHbI ceMelHbI aHaMHes (M) o 50 neT y poAcTBeHHMKA 2-11 CTeneHn poacTea,
0o 60 nety poacTBeHHMKa 1-1 cTeneHn poacTBa;

nnm yposeHb obulero XC > 7,5 MMonb /11y B3pocnoro 1-n nnun 2-1 cTenenmy poacTea;

WU NoBbILLEHNE YPoBHS obLero XC > 6,7 MMonb /Ny pebeHka nnmn poacTBEHHWKA 1-11 cTeneHW poacTBa
B BO3pacTe MeHee 16 neT.

lpumedaHme: CIXC — cemeviHas runepxonecrepuHemums; XC — xonectepuH; XC JIHIT — xonecrepuH nnMnonpoTenios H13-
Kowi nnotHocTy, JIHTT-peLentop — peuentop K INMonpoTenay HU3Kow rioTHOCTU, VIM — uH@apKT Muokapaa.

CeMeNnHbIV aHaMHe3

A. PoOCTBEHHUK 1-11 CTeNeHn POACTBA C paHHEeM (My>X4MHbI< 55 feT, XeHLWwmHbl < 60 neT)
NBC nnu opyrmm cocyamcTbiM 3aboneBaHmemM 1
W POACTBEHHUK 1-1 cTenenn poactea ¢ XC JTHIM > 95-n nepueHTrnm

b. PopcrBeHHMK 1-1 CTeneHn poAcTBa C KCAHTOMAaMM CyXOXUAUIA U /U IMNONOHON
Lyron poroBuLbl 2
vnun getn o 18 net ¢ XCJIHIM > 95-1 nepueHTmAN

Uctopus 3aboneBaHus
A.Y naupeHTa paHHsas (Myx4duHbl <55 neT, keHwmHbl <60 net) NBC 2

B. Y naumeHTa paHHee (My>X4umHbl <55 neT, xeHLWmHbl <60 NeT) pa3sutie
aTepoCKIepOTUHECKOrO NOPaXKeHNs LepebpanbHbiX /nepudepnyeckix CocynoB

dusukanbHoe obcnegoBaHve
A. KcaHTOMbI CyXOXmnnmm
b. JlnnongHag oyra porosuubl B Bo3pacrte Jo 45 net 4

JlaGopaTopHbI aHanu3

A. XCJIHM > 8,5 MMmonb/n 8
B. XCJIHIM 6,5-8,5 Mmonb/n 5
B. XCJIHM 5-6,4 Mmonb /11 3
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[ XCJIHM 4-4,9 mmonb/n
(XCNNBMNwu Tl — B Hop™me)

AHanuns AHK

A. NmeeTtca pyHKLMOHaNbHas Mytauma reHa JIHM-P

AnarHos Crxc

OnpefeneHHbIn
BEPOSATHbIN

BO3MOXXHbIN

> 8 bannos
6—8 bannos

3-5 bannos

MpumedaHue: UBC — nwemmyeckas bonesHb cepaua, XC JIHI — xonectepuH nMnonpoTenaoB HU3KoM naoTHoOCTy, XC
JIBIT — xonectepuiH nMnonpoTenos BbICOKOU MOTHOCTW, TIT — Tpurnuuepuasl; JIHI-P — peuentop K avnonpotengy Hu3-

kovt nnoTHocTn, CIXC — cemeviHas rnepxonectepuHeMums.

CTeneHb POACTBa C NPOGaHAOM

Bo3pacr, ner

MepBas Btopas
<18 5,7 (4,0) 5,9 (4,3)
20 6,2 (4,4) 6,4 (4,6)
30 7,0(4,9) 7,2(5,2)
> 40 7,5(5,3) 7,7 (5,5)

O6uwasn 100%-Has
TpeTbs nonynsuus BEepPOSITHOCTb
6,2 (4,4) 7,0(5,2) (6,2)
6,7 (4,8) 7,5(5,7) (6.7)
7,5(5,4) 8,8(6,2) (7,1)
8,0(5,8) 9,3(6,7) (7,7)

* Kpurepmu auarHoctviki MEDPED ocHoBbiBaloTcs Ha ypoBHsix obiyero XC v XC JIHIT (B Mmosns/n).

npumMepHo B 17 % Cnyd4aeB reHeTUYeckylo npupony
CIXC yctaHOBWUTb He yaaeTcs. Ha cerogHAWHMA OeHb
onucaHo 6onee 1700 Bapuauun LDLR, 4 — ona APOB
n 167 — gna PCSK9 [19, 20]. C nogsnexviemM BO3-
MOXHOCTU CEKBEHWPOBAaHWA reHoMa C onpefeneHmem
BAapWaHTOB KaK B y4acTke reHa, Koaupylouiem Genok,
TaK M B y4acTKax Mexy reHamm, 1 3k3oma Bce 6osb-
LUee KofIN4eCTBO MHOPMaLMK CTAHOBUTCA LOCTYMHO
[21], oOHaAKO OCTalOTCA CIOXHOCTU B MHTEprpeTauum
nony4eHHbIX AaHHbIX. C Apyrov CTOPOHbI, YPOBEHb
XC JIHM He Bcerga obycnoBneH Hanu4mMem MyTaumn
B reHe. Tak, 23 % HocuTenem MyTaLnm NMeoT HU3KUI
XC JIHM (meHee 90-1 npoueHTMnM), a 15%, He
ABNAOLNXCH HOCUTENAMU MyTauuuM, WMMEIOT BbICO-
K XC JTHIM [22]. BeposiTHOCTb BbISIBNEHWS MyTaLLMK
B reHe LDLR y GonbHbIX C onpeneneHHbiM AMarHo30M
«CIMXC», B 3aBUCUMOCTW OT UCMONb3YeMbIX KIUHNYE-
CKUX KpuTepmes coctaBnseT 32 % npu npuMeHeHun
OpuTtaHckmnx kputepmes, [23], 80 % — npu ncnonb-
30BaHWWN ronnaHACKMX kputepunes [24]. MNoporosbin
ypoBeHb OXC mnnn XC JIHIT B 3aBUCMMOCT OT BO3pac-
Ta, COrMIacHO amMepuKaHckum kputepmsam MEDPED,
onpefenser Hanu4me Mytaumm co Cneum@UyHoCTbIO
98 % U 4dyBCTBUTENbHOCTBIO 54 % [18]. Takum 00-
pa3om, npumepHo B 40 % cny4vaeB deHoTmn CIXC He
COBMafaeT ¢ reHotnnom (MyTaumm B reHax LDLR mnu

APOB), 4TO MOXHO ODBACHUTbL KakK METOLNHYECKUMM
HefoCTaTKaMW, TakK U HanmuymeM KOMMayHOHbIX hopMm
(KOMBUHMPOBaHHBIX MyTaLMIA) 3aboneBaHus [23].

KackagHbIN CKPUHUHT

Mockonbky «CIMXC» ABRSIETCA TeHeTudeckn ob-
YCNOBJIEHHbIM 3a0omneBaHNeM, TO MOC/e BbISBIEHUS
nauneHtTa C YCTaHOBMEHHbIM AuarHosom «CIXC»
(MHAEKCHOTO NaLMeHTa) HyXXHO NPOBOAUTL Tak Ha3bl-
BaeMbIV KackafiHbI CKPUHWHT, T.e. 00C1efoBaTh pof -
CTBEHHMKOB 1-1, a Takxke 2-1 U 3-1 NNHWK POACTBa.
370 O4eHb BaXHO, Tak KakK POOCTBEHHWKM MHOEKCHOMO
naumeHTa (B T.4. AeTU) MOMYT He Nod03peBaTh O Ha-
muann y Hux CITXC, a ee BbisiBfIeHVE MO3BONUT HavaTb
CBOEBPEMEHHOE JleyeHne U npenynpenuTs passutme
HeGnaronpuaTHLIX CepaeYHO-COCYAUCTbIX COOBITUN.
MpoBeAeHHbIE NCCIENOBaHNSA MokKa3any 0DOCHOBaH-
HOCTb NMPOBefEeHNs KacKafHOro CKpUHMHra [5]. B Tex
cnydaax, Korga nposefeHwe  OHK-OmarHOCTMKU
HEBO3MOXHO Ana 00cNiefoBaHUs POLCTBEHHUKOB WH-
JEeKCHOro naumeHTa, NpeasiaraeTca OpreHTUPOBaTLCA
Ha CTaHOAPTU30BaHHbIe MO MOy ¥ BO3PacTy nMoporo-
Bble 3Ha4veHna XC JIHI [25]. BTOpbiIM BO3MOXHbIM
BapWaHTOM B 3TOM CUTyaLMK ABASETCS UCMOMNb30BaHMe
kputepres MEDPED, no3sonsiowmx oUarHoCTMpoOBaTh
CrXCno yposHto XCJTHIM [18].
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B Poccum B HACTOAWMW MOMEHT OTCYTCTBYIOT
CTaHOAPTU30BaHHbIE MO MOy U BO3PACTy 3Ha4YeHUs
XC JTHM, koTopble MOXHO 6bIN10 Obl NCMONb30BaTh AN
anardoctnkm CIXC. XoTa eCTb JaHHble OOHOro 1ccse-
[l0BaHMs, KOTOPbIe MOKa3bIBaloT, YTO pa3paboTaHHble
B BenukobputaHun noporosble 3HadeHus XC JIHM
C YyBCTBUTENBHOCTLIO 93 % 1 cneundunyHoCTbiO 82 %
MOryT ObITb MCMOMNb30BaHbI A8 MOCTaHOBKM AMarHo3a
«CIMXC» B poccumckon nonynsaumm [26]. OgHako 3tn
JaHHble TpebyioT JanbHenwero noaTeepxaeHns. Eule
ofHa npobnema gmarHoctukk CIXC cocTouT B TOM,
YTO Ha CEroAHALWHMA AeHb onpedeneHme kak OXC, Tak
1 ero hpakLMi He BXOOWUT B CTaHAAPThbl 00CenoBaHms
JeTen, XoTa HeoOXOOMMOCTb BbIMNONHEHWS TaKoro
aHanmsa npwv nopo3peHunn Ha CIXC He BbI3blBaeT
COMHEeHUS.

JleueHune 60nbHbIX CMXC: coBpeMeHHble
BO3MOXXHOCTU U NepCrneKTUBHI

Bce OGombHble CIXC, a Takxke pPOACTBEHHUKMN
JOIXHbl  Mony4atb  HeobxoauMmylo  MHbopMaLnio
O KOPPEeKLMN N3BECTHbIX hakTOPOB pUCKa CEpAEYHO-
COCYANCTbIX OCINOXHEHUI: 0TKa3 OT KypeHus, cobmio-
OeHne AMeTbl C HU3KUM CoAepXaHMEM HaCbILLEHHbIX
XMPOB, NOBbILLEHWE YPOBHS U3MNHECKOM aKTUBHOCTU.
HeobxoaMMo NpoBecT TLLATENbHYIO OLLEHKY hYHKLM-
OHasbHOMo COCTOSIHUSA CepaEeYHO-COCYANCTON CUCTEMBI
0718 onpeaeneHns nporpaMmbl pr3nN4eckom akTUBHO-
cn. JinuacHmKaloLLas Tepanms JoMXHa HazHayaTbCs
BceM 6onbHbiM ¢ CMXC.

Bonpoc mHMUMauum Tepanmm B OeTCKOM BO3pac-
Te B HacTosllee BpeMs OCTaeTcsi OTKPbITbIM. [pu-
opuTeT B BbIOOPE MNONUMUAEMUYECKNX MPEenapaTos
Ha OCHOBAHWK MMEIOLLIEeNCs [oKa3aTeNlbHon 6a3bl
pacnpenenaeTcs cneadyolmm obpasom: 1) cTaTuHbl,
2) 33eTMNG, 3) CeKBECTPaHTbI XeNnuHbIX KMCIoT [5].
LleneBon ypoBeHb XC JIHI ana neten v noapocTkoB
cCrXC<L130mr/an (3,4 mmonb/n) [1]. iccnenoBaHums
MO MPUMEHEHMIO HUKOTUHOBOW KNCIOTbI U (hrbpaTtos
y AeTEN OrpaHNYeHbl, U He NO3BONSIOT B MONHOM Mepe
CyOuTb 0 Be30MacHOCTM AaHHbIX KNAacCoB MPernapaTos
B paHHeM Bo3pacte [27]. CornacHO pekoMeHAaUmaMm,
KOMOWHALMA BbICOKMX [03 CTaTMHOB, MHMMOWTOPOB
abcopbunn xonectepuHa n JIHM-adepes asnsoTCcs
BaXkHeMLMMM KOMMOHEHTaMM Tepanun feten, cTpa-
Jaouwmx roCrXCc (28, 29].

Y B3POC/IbIX i, LeneBowu YpOBEHb
XC JHM<2,5mmonb/n (100Mr/an); 'y 6onbHbIX
CI'XC ¢ cepne4yHo-CcoCyancTbiMU  OCITOXHEHUAMM,
caxapHbIM OMabeToM U XPOHUYECKOW MOYeYHON He-
0OCTaTOYHOCTbIO CleayeT CTPEMUTLCS K JOCTUMXEHMIO
ypoBHa XC JIHM <1,8wMmonb/n (70mMr/an) wvnu,
€CJI1 3TO HEBO3MOXHO, MOMbITaTbCs CHU3UTb YPOBEHb
XC JIHIM Ha 50-55 % oT MCXO4HOTo 3HaveHus [1]. Y
B3POCIIbIX NNL, pEKOMEHAYETCA NPUMEHEHWE TNOoNn-
NMAeMMYecKon Tepannm No cneayioLemMy anroputMy
[30]:

— nepBas NMNHWSA — CTaTWHbl B MakCKMalbHO MNepe-

HOCMMBbIX J03aX;

— NPV HEBO3MOXHOCTUM LOCTUYb LESIEBOrO YPOBHS
XC NMHM pobaBuTb MHrMOWTOP amcopbumm xone-
CTepuHa 33eTMMnG;

— TpeTbs NUHNS — adepes JTHIM 1 nobaBneHne HOBbIX
NpenapaToB, CyLLECTBEHHO CHVXXAIOLWMX YPOBEHb
XC JIHM (MunomepceH, nomMuTanua, onobpeHsi
B CLLA ona neveHna roCMXC). PesynbraTbl KINHU-
Yyeckux unccnegoaHum Il casbl geMoHCTpUpytoT
3 PEKTUBHOCTL 1 6€30MaCHOCTL UHIMONTOPOB NPO-
NPOTENHKOHBepTa3bl CyOTUNM3NH /KekCMHa 9 Tna
(PSCK9) (eLLe He 3aperncTpmpoBaHbl B Poccun).

CTaTuHbI KaK npenaparbl NepBoun JIMHUN

Ha3HayeHne CTaTHOB B  afeKBaTHbIX  [03aX
OonbHbIM CTXC B pamKax nepBUYHOM MPOGUNaKTUKM
MO3BOMAET YNYYLINTb MPOrHO3 3ThX BGonbHbIX [31].
Y 6onbHbIX ¢ ToCMXC Ha hoHe rMionMnUAEMUHecKom
Tepanun  CTaTMHaMW  PUCK  CEPAEYHO-COCYAUCTbLIX
OCNIOXHEHUM CHUXaeTca Ha 50 %, paxe HecMoTps
Ha HeJoCTMXeHue uenesoro yposHa XC JIHM [32].
Taknum 0Opa3oM, CTaTUHbI AOMKHbI ObITh BKITIOHYEHbI
B CMUCOK XXN3HEHHO BaXkKHbIX CPeLCTB B Tepanun 6osb-
HbIx ¢ CIXC.

Adepes nunonporenaoB HU3KON MSIOTHOCTU

Adepes JIHI aBnseTca LONONMHUTENBHBLIM BbICOKO-
3hheKTMBHbIM 1 Oe3onacHbIM  MEeToAoM  NedeHus
OonbHbIX ¢ TaxenbiMu nposerneHusamn CIXC. B xope
npoueaypbl aepesa yoanserca B CPefHEM He Me-
Hee 60 % anoB-cogepxalwmx nunonporenaos. [1o
JaHHbIM pada WCCNefoBaTeNnen, CHUXEHWE YPOBHS
XC JIHIM Ha 30-40 % OT UCXOLHOMO YPOBHSA MPOWC-
XOOWUT Yepe3 [Be-TpW Hefenu OT Hadvana Tepanuu
CTaTHaMK B codeTaHum ¢ JIHM-adepesom [33].

Buonmble 3ddekTol  adepesa  NUNONpPoTenaos
y 6onbHbIX CTXC NposBRSOTCA B yMEHbLLIEHUN KCAHTOM
1 KCaHTena3M, KOTopble MNPy MOCTOAHHOM MPOBEAEHUM
npoLenyp B Te4eHre 5 1eT MOTYT MOMHOCTbIO MCHE3HYTb
[34]. NonoxuTenbHbln 3ddekT adpepesa JIHI nposiens-
eTcs B CTabunmsaumm v gaxe perpeccum atepocknepo-
TUYECKMX OSLIEK B Pa3fIMYHbIX COCYAMCTbIX DaccerHax
[35], 4TO BedeT K yAyylWeHWio cepheyHo-CcoCyamncToro
MporHo3a y 3Tmx OonbHbIX. B psge crpaH, Takmx Kak
CLUA [36], WcnaHma [37], BenukobputaHua [38],
fepmaHus [39], adbepes JTHM y 6onbHbIX C rOMO- U reTe-
posurotHon CMXC Npy HanuymMm JOKYMEHTUPOBAHHOM
NBC 1 HeaheKTUBHOCTM MeaMKaMEHTO3HOM Tepanum
BKJIIOYEH B HaLMOHamnbHble CTaHOapTel Tepanuu. B
PoCCUMMCKMX pekoMeHAAUMAX MO AMArHOCTUKE U KOop-
PEKLMN HApYLLEHNA NUNUAHOrO obmeHa acepes JTHT
pekoMeHayeTcs Bcem 6onbHbIM ¢ ToCTXC 1 TKenbIM
TedeHreM reClM'XC npu HeL,oCTaTOuHOWM 3(PHEKTUBHOCTM
MeOMKaMeHTO3HOW Tepanuu U ee MIoXoM NepeHoCu -
Moctn [40]. K coxanenuto, B Poccnm ona BHegpeHus
MeTofa adepesa JIHI B KAMHMYECKYIO MPAKTUKY
OCTaeTCsl [Ba HepelleHHbIX Bonpoca: 1) oTcyTcTBue
CNeumManmM3vpoBaHHbIX LLEHTPOB M COOTBETCTBYIOLLErO
KBanM®ULIMPOBAHHOMO MepcoHana, 2) OTCyTCTBMe UC-
TOYHVKA (PUMHAHCMPOBAaHMA NPOLEAYpP, KOTOpble JOMX-
Hbl MPOBOAMTLCA B TEHEHME ANNTENBHOIO BPEMEHMU.
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HoBble BO3MOXXHOCTU rMnonMnuaemMmyeckon

Tepanuu

B nocrnenHee Bpems Ons 6onee 3hheKTUBHOIO
cHMXeHUa ypoBHA XC JTHIT HameTunncs ABa nogxona:
1) YMEHbLIUTL CUHTE3 NIMNONPOTENIOB B NeYeHn, Ha-
nprMep, 3a cHeT Bnokafbl KCnpecc anobeska B nnm
3a CHET MHIMOMPOBAHWS AKTUBHOCTM MWKPOCOMaJlb-
Horo Oenka — mnepeHocymka Tpumuuepnaos (MTP);
2) yBENMYUTb MNOTHOCTb (KOMMYeCTBO) peLentopos
K JIHIT Ha noBepxHOCTX renaToLMTOB 3a CHET BHYTPU-
NI BHEMNe4YeHo4HoM Bnokaapbl NponpoTeMHKOHBEPTA-
3bl CyOTUAM3MH /KekcMHa 9 Tmna (PCSK9) [41].

Bblno nokasaHo, YTO MPUMEHEHWE aHTUCMBbICTO-
BOrO ONIUIOHYKNIeOTUAA, OGNOKMPYIOLLEro TPAHCIAUMIO
MPHK, oTBeTCTBEHHOW 3a CUHTE3 anoB B neveHn, (Mn-
nomepceH) 1 noMmTanmaa, bnokaTopa MMKPOCOMalb-
Horo Oenka — mepeHocyuka Tpurmuuepnaos (MTP),
B LOMOJSIHEHME K Tepanuu MPUBOAUT K CHUXEHWIO
XC JIHM Ha 50 n 57 % cootBeTcTBeHHO. OrpaHu4ye-
HMEM K LUMPOKOMY Ha3HaYeHWo AaHHbIX NpenapaTos
SIBNSETCA [OCTaToO4HO Oorblias 4YactoTa MoDOYHBIX
SIBNEHNIN, CBA3aHHbIX C WX MPUEMOM: Xenyao4vHO-
KMLLEeYHbIE PACCTPOMCTBA, MOBbILLEHWE TPAaHCAMMNHA3S,
XNPOBOM renato3. [103TOMy MWUMOMEPCEH U JIOMU-
Tanug, ofobpeHbl K NMPUMEHEHWIO TONMBbKO Y OOMbHbIX
croCrxXc4n1, 43].

NHrmbutopbl PCSK9 sBNsAOTCA HOBbIM KJTACCOM
npenapatoB AN JfleYeHUs TUNepxonecTepuHeEMUN.
M3yyeHbl pas3nnyHble noaxodbl K WHIMOMPOBaHWIO
Kak camom PCSK9, Tak 1 ee B3aMMOAeNCTBUS C pe-
uentopamu K JIHM, B pe3ynbrate 4ero ObiiM CO3-
JaHbl 4 rpynnbl npenapatoB: 1) MOHOKJIOHAMbHble
aHT1Tena (3sonokymab, anmpokymab, 6okocrsymab);
2) aHTUCMbICNOBble onuroHykneotnabl (ALN-PCS);
3) NenTMaoMMUMETUKM (PeKOMOUHAHTHBIN afHEKCUH);
4) masble Mmonekysbl — UHMmMbutopbl (SX-PCSK9) [44].

B HactoslMM MOMEHT Hamboree W3yHeHHbIM
SBNSETCA MOAXOH, C NPUMEHEHNEM MOHOKIIOHAMbHBbIX
aHTUTen npotme PCSK9. OgHMM 13 npeacTaBuTenei
JlaHHOTO KJ1acca fABMSAETCs 3BOJIOKYMab, KOTOPbIN Npef-
CTaBnsieT cCobOM MOHOKJIOHaNbHOe aHTUTeno Kk PCSK9,
NLEHHOE aHTUIEHHbIX CBOWCTB. DBOMOKYMab Obis
MN3y4YeH Yy MHOTMX MaUMEHTOB C runepxonecTepuHe-
MUen, B T.4. Yy DOMbHbIX C reTepo- M roOMO3UIOTHOM
popmamm CIXC.

B uccnepgosanun RUTHERFORD-2 (RedUction of
LDL-C with PCSK9 InhibiTion in HEteRozygous Familial
HyperchOlesteRolemia Disorder Study-2) naumeH-
Tl ¢ reCIXC (n=331) ObiIM paHAOMM3UPOBaHSI
B 4 rpynnbl: 3BonokymMab 140mMr 1 pa3 B 2 Hemenw,
sBonokymMab 420mr 1 pa3 B Mecsil, nnauebo 1 pas
B 2 Heflenv 1 nnauebo 1 pas B MecaL, (MyTb BBEAEHWS
NOOKOXHbBIM). Bce NaumeHTbl MCXOAHO Nonydani Mak-
CUMAaSbHO NMepPeHOCHMYIO Tepanuio ctaTHaMn 1 62 %
Y4aCTHMKOB — 33eTMMMO. Cpok HabnogeHUs coctaBus
12 Hepenb. bbino Moka3aHo, YTO Ha3Ha4YeHVie 3BOJIOKY -
Maba 140mr 1 pa3 B 2 Hegenu 1 420 Mr 1 pa3 B MecsL,
3KBVIBANEHTHbl M MPUBOLAT K CHUMXXeHuio XC JIHT
Ha 61 1 63 % OT NCXOOHOIO YPOBHA COOTBETCTBEHHO.

Mpy 3toM 67 1 88% nauMeHTOB, MONy4aBLUNX
3BOMOKYMab Ha KaXAom W3 PEeXMMOB, [OCTUMIM
ypoBHa XCJTHM < 1,8 MMonb /1, TOrAa Kak Ha nnauedo
yposeHb XC JIHIT He nsmeHunca. BaxHo, 4o 3Boso-
Kymab Obin achdekTBeH y Bcex naumeHTos ¢ reCrXC,
He3aBNCMMO OT TuNa MyTauun [45]. Takum obpasom,
3BOMOKYMab MOXET CTaTb MPernapatoM, HasHadeHune
KOTOPOro B COCTaBe KOMMEKCHOW TUNONUNMaeMU-
Yyeckom Tepanuun Oyaer cnocobCTBOBaTb AOCTUXEHMIO
Lenesbix ypoBHer XC JTHI y 6onblUMHCTBA NaLMEHTOB
creCrxc.

B nccneposaHune TESLA-B (Trial Evaluating PCSK9
Antibody in Subjects With LDL Receptor Abnormalities)
Bowso 49 naumeHtoB ¢ roCMXC, kotopble ObiNNM pac-
npemeneHsl B rpynny 3Bonokymaba 420mr 1 pas
B MecaL, unu nnauebo 1 pa3 B Mecsil,. Bce naumeHTbl
nosly4an MakcyMasibHble [A03bl CTaTUHOB U 92 %
YHaCTHUKOB — 33eTUMMO. lepBUYHas KOHEYHast ToY-
Ka — NpoueHT cHuXeHna XC JIHI vyepe3 12 Hepeneb.
B npouecce vnccneqoBaHus B rpynne, NpUHUMAaBLUEN
3BONIOKyMab, yposeHb XC JIHM cHu3nncs Ha 23 %,
TOrfa kak B rpynne nnauedbo — yBenuymncs Ha 8 %.
Taknm 06pa3oM, MEXTPYMNNOBOe Pas3fifyne COCTaBMIo
31% (p<0,001). Ha3Ha4eHue >Bonokymaba Obino
3ekTBHO Yy Bcex naumeHtoB ¢ roCIXC, kpome
Cfly4aeB  FOMO3UIOTHOMO  HOCUTENbCTBA  MyTaLMu,
0byCnaBnMBaOLWMX MOJIHOE OTCYTCTBME aKTMBHOCTU
peuenTopa JIHI [46].

CnepyeT OTMETUTb, YTO BO BCEX MCCIELOBaHMAX
3BOMOKYMab [EMOHCTPUPOBAN XOPOLINK Npodusb
De3onacHoCTK, ComocTaBMMbIM € nnauebo. Takxe
He OblNO BbISBIEHO HW OJHOrO Ciy4as oOpa3oBaHWS
HEWTPANM3YIOLLMX aHTUTEN NPOTUB 3BOJIOKYMaba, 4To
CBMAOETENbCTBYET 00 OTCYTCTBMM  MMMYHOTEHHOCTU
y 3TOro npenapara.

JIMNUAHbIN LEeHTP B cUCTEeMe OpraHu3aumnm
nomoLuu 6onbHbIM CMFXC

CTpykTypa 1 pyHKLUMN NIUNUOHOIO LieHTpa

JIMNnAHbBIN LEeHTP SBASETCS OCHOBHOW pedepeHc-
HOW Da30m, OCyLLECTBASIOLLEN AMArHOCTMKY U NeveHmne
DOMbHbIX C TAXENbIMU hOPMaMUX HapYLIEHWIA AN
HOro obmeHa. B 3aBMCMMOCT OT OCHALLEeHMs Takoro
LeHTpa B HEM MOXKEeT NMPOBOAMUTLCS KakK FreHeTUYeCKMIA
aHanu3 Ofs TOYHOW AMArHOCTUKWM  3aboneBaHus,
Tak WM 3KCTpakopropalbHble npouesypbl yoaneHus
aTepOoreHHbIX NMMNoONpoTeMaoB. B BenukobputaHum
C HaceneHneM CTpaHbl okono 64 MIH Yenosek pabo-
TaeT 164 NUNUOHLIX KIWHWKK, B 7 N3 KOTOPbIX MPO-
BoamTCA adpepes nunonporenaos. B CLUA n KaHape
pyHKUMoHMpyeT 52 ueHTpa, a B fepmarHmn 210 nu-
NUEOHbBIX KIWHWK, B KOTOPbLIX npoBoguTtcsd adpepes JTHM
[47]. B HacToAWMMN MOMEHT B POCCUWN B HECKOMbKUX
KpyrHbIx ropomax (Mocksa, CaHkT-eTepbypr, HoBo-
cnbupck, Camapa, Tomck, TioMeHb, Yda) cyliecTsyet
Takas ned4ebHO-AMarHoCTUYeckas CTpyKTypa, Kak
NUNMAHBIN UeHTp. Ona obecnederus 3hekTUBHOM
AMArHOCTVKI U1 nedenmns 6onbHbIx ¢ CMXC Heobxoamnmo
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YHUDULMPOBATL CTPYKTYPY W (PYHKUMOHUPOBaHME
NUNNAOHBIX NOAPa3AeNeHNI Ha PefepanibHOM YPOBHE.
OCHOBHbIMW ~ PYHKUMAMM  [IMMNLAHOTO  LIeHTpa

LOMKHbI ABNATHCA:

— [MarHoCTMKa 1 NeyeHne HapyLleHWn AUNUOHOIo
obmeHa;

— ONTUMU3ALMA CKPUHUHIOBBIX MPOrpaMm cCpeam
B3pOC/IONO M OETCKOrO HaceneHns, BKIIoYas Kac-
Ka[HbIV CKPUHWHT;

— co3gaHve n obHoBneHne obpa3oBaTenbHbIX MaTe-
pVanoB Ans Bpader 1 OomnbHbIX;

— nposedeHMe  obpa3oBaTenbHbIX
HaceneHus,;

- y4yacTve B eAVHOM chefiepanibHOM perncrpe 0onb-
HbIX C HACNIeACTBEHHBIMU HAPYLLEHNAMU IUMULHO-
ro obmeHa;

— y4actve B KIMHWUYEeCKUX UCCIefoBaHMAX UMNO-
TPOMHbIX NPenapaTos;

— B3aWMOLENCTBME C OPraHM3auMsMn MaLMeHTOB
1 OpraHamu Bnactw,

—  KOOPAMHUPOBAHHAs 1 KOHCONMAMPOBaHHas pabo-
Ta IUNNIOHbIX LEHTPOB Mex Iy cobom.
YTBEPXAEHME U BHEOPEeHWE NUMNUOHbBIX LEeHTPOB

B CUCTEMY OTEHECTBEHHOrO 3[PaBOOXPAHEHUS MIMeeT

OYEBUAHYIO KITMHWYECKYIO MOMb3Yy M 3KOHOMUYECKYIo

LenecoobpasHocTb. EBpoMenckui onbIT NpPOAeMOH-

CTPUPOBAJI, HTO OMTUMANbHAasA TUMNONUMUAEMMNYECKAS

Tepanus NPUBOAMUT K npeporspalleHnio 101 cepaed-

Ho-cocyamcton cmMeptu Ha 1000 6onbHbix CIXC.

Mpn >3kctpanonaumm  Ha 500 MNH  nonynduum

EBpocotoza (1 mMAH GombHbix CMXC) 370 OaeT 3Ko-

HOMMIO B 86 MIH eBpo/rog (npu ycnosuu, 4To Bce

POACTBEHHUKN BONbHOIO OyayT BbISBEHbI 1 COOTBET-

CTBEHHO MnponeyeHbl) [48]. CBoeBpeMeHHOe NeveHne

BonbHbIx CMXC no3sonseT n3dexarb pPa3BUTUS NHBA-

NNAN3NPYIOLWNX OCIOXHEHMI 3a00neBaHNs y Nlofemn

TPYLOCNOCOOHOro BO3pacTa. KackapHbl CKPUHWUHT

N MHTEHCMBHAs Tepanus ctatHaMu y 6onbHbix CMXC

COMOCTaBMMbI MO CBOWM 3aTpaTaM C MaMmorpacdumen,

3(bdeKTUBHO MCMONb3yeMON AN CKPUHWHIA paka

MOSOYHOM xene3bl [49].

CBoeBpemMeHHas 1 To4Haa AMarHocTMka C npume-
HEHMEM YeTKO pa3paboTaHHbIX anropUTMOB MO3BOMNT
COKPaTUTb 3aTPaThl 30PAaBOOXPAHEHNS, HAMPABEHHbIE
Ha nevyeHne 1 NPOPUIAKTUKY CePAEYHO-COCYANCTbIX
OCNOXHEHUN. [N TOYHOM OLEHKM 3aTpaT U MNofb3bl
OT CBOEBPEMEHHOM AMArHOCTUKM U afeKBaTHOro
neyveHNs B Hallen cTpaHe HeobXOAMMO MpoBefeHue
PapMakO3KOHOMMNHECKOTO  MCCIeoBaHusA, KOTOpOe
MOXET ObITb BbIMOMHEHO B PaMKax MHULMNPOBAHHOIO
ncenenosaHua PoCIXC.

LLIKOn angd

Mecto CI'XC cpepun pepkux 6onesHen. NMytn
nosly4eHus rocyaapcTtBeHHON NoaaepIKkKu

CornacHo cratbe 44 ®epepanbHOro 3akoHa
Poccumnckon ®Depepaumm or 21 Hosibpa 2011k
N2 323-D3 «Ob6 ocHOBax OxpaHbl 340POBbs rpaxkaaH
B Poccuiickon @epepaummn» pefkmumm (opdaHHbIMK)
3aboneBaHMsAMM SBNAIOTCA  3aboneBaHust, KOTOpble

MMEIOT PacnpoCTPaHeHHOCTb He Gonee 10 cnyyaes
3aboneBanus Ha 100 000 HaceneHus. MepedeHsb pen-
Knx 3aboneBaHNN (HOPMUPYETCH YNMONHOMOYEHHbIM
enepanbHbIM - OPraHoOM  WCMOMHUTENBHOW  BRAaCTK
Ha OCHOBaHWWM CTaTUCTUYECKUX OAaHHbIX U pa3Mmella-
eTCcsl Ha ero oduumManbHOM canTte. Tak, B NOCNeaHUN
nepeyeHb oT 07.05.2014, pa3MeLleHHbIN Ha caunTe
MuHWCTepCTBa 34paBOOXPaHeHns, sownn 215 pen-
KX DONe3Hen 1 HO30M0rM4YeckX rpynn.

CornacHo NoctaHosneHuio Mpasutenscrea N2 403
0T 26.04.2012 13 nepeyHs peakmnx 3aboneBaHum Bbi-
heneHo 24 Ho30noruu, NpMBOLALLMX K COKPALLEHUIO
NPOOOSIKUTENBHOCTU  XU3HU U MHBANULHOCTA
rpaxmoaH.

Cnepyet OTMETUTB, YTO HU ofHa 13 popm CIXC, He-
CMOTPS Ha HEBbICOKYIO PACMPOCTPAHEHHOCTb U KpamHe
HeGNaronpUATHLINM MPOTrHO3 HEKOTOPbIX W3 HUX, He
BOLLIIA HW B NepeYeHb PeAKMX HapYLLEHU UMNOHOIO
obmeHa, HU B nepeyeHb 24 opdaHHbIX XU3Heyrpoxa-
IOLLLMX HO30MOTMIA.

B neveHnn taxenbix ¢dopm CIXC craHgapTHas
Me[VKaMeHTO3Has Tepanvs ManosddekTnBHa;
NS yNyyWeHus NporHo3a 3Tux OorbHbIX Tpebyetcs
npuMeHeHve adepesa JIHI 1 HOBbIX KAacCoB NUMO-
TPOMHbIX MPenapaTtoB, KOTOPble ABNSIOTCH LOPOroCTo-
AwmMMN. Ing 3hPeKTMBHOrO okaszaHus NOMOLLM 3TUM
DonbHbIM HeobxoayMa rocyaapcTBeHHas NoaaepXKKa,
L1151 TONyYeHNs KOTOPOW HeOOXOAMMO:

— onpefenuUtb  PacnNpPOCTPAHEHHOCTb  Pa3NYHbIX
dopm CI'XC B Poccnu;

— C030aTb  HaUWMOHAaMbHbLIM  PerncTp  nauueHToB
c CIXG,

—  YCTaHOBUTb KOIMYECTBO ML, C FOMO3NUTOTHOM, KOM-
nayHOHOW W OBOWHOW reTepo3nroTHomn hopmon
CrXC, a Takxe 6orbHbIX reteposunrotHon CIXC,
VIMEIOLNX  CepAeyYHO-COCyaNCTble  OCIIOXKHEHUS
1N pedpakTepHbIX K MakCKMManbHO MepeHoCMOon
MeONKaMeHTO3HOW Tepanuu, YTo TakKe MOXKET CO-
OTBETCTBOBATb KPUTEPUAM PEAKOro 3a00neBaHus;

— COo34aTb OpraHM3auMM MauuMeHToB [Ons obmeHa
OMbITOM U MpPeACTaBfeHns MHTepecoB OOrNbHbIX
B MeONUMHCKNX, PErMOHANbHbIX W rOCyAapCTBEH-
HbIX CTPYKTYpaX;

— PpacWmpUTb CNUCOK 24 XMU3HEYrpOXatoLmMX HO-
30/10TUM 3@ CHET BKIIOYEHWSI B HErO peakmx (opm
CIXG;

— pa3paboTaTb HalMOHaNbHble KANHUYECKNe peKo-
MeHOAALUMM NOo AMnarHocTnke un nedeHmio CIMXC;

— CO30aTb 3KCMEepTHble AMAMAHbIE LEHTpbl dene-
PanibHOro 1 PErMOHAaNbHOro 3HaYeHUs.

3aKntoyeHue

B Poccum BbicOkMe noKasaTenn cepheyHo-co-
cyomcton 3aboneBaeMoCcTi 11 CMEPTHOCTM  OTHacCTK
0DYyCNoBNEHbl HEO0OLEHKOM 3HAYMMOCTU TUMEepXo-
necrepuHeMunm, B ToM Yucne CIXC. PacyeTHoe 4mncno
OonbHbix CMTXC B cTpaHe — 287000 yenosek, npwu
3TOM WUCTUHHaA PacnpoOCTPaHEeHHOCTb MOXET OKa3aTb-
cs Bbllwe. OgHako AmarHo3 «CMXC» cTaBUTCS KparHe

I ATEPOCKIIEPO3 U AMCAIMIAVAEMUAN



penKo, Npexae BCero 13-3a HM3KOM 0CBeOMIIEHHOCTU
MeOMLMHCKOrO nepcoHana o nposieieHusx 3abonesa-
HWs. B pesynerate nogaBnsiollee 4MCNO MNaLyEeEHTOB
¢ CI'XC He nony4aeT afekBaTHoM Tepanun. Mexay Tem
CI'XC - 3aboneBaHwme C M3BECTHbIMU 1 3DHEKTUBHBIMU
MeToAaMK NnedeHus. ocne yCTaHOBNEHUA OMArHO3a
OonbHble ¢ retTepo3nroTHbiMKU hopMamum CIXC gonx-
Hbl MOY4aTb MAONNNNLEMNYECKYIO TEPANMIO C LLENbIo
3aMelJIeHUSA NPOrpeccMpoBaHns aTepockieposa 1 ero
OCNOXHEHWIN. [Ins 6OMbHBIX C TOMO3UIOTHOW POPMOWN
CrXC abcomotHo nokasaH adepes JIHM, a Takxe
(B BGnvkaniuem ByayLUieM) Ha3HAYeHWe HOBbIX, BbICO-
KO3 DEKTNBHBIX TMAONUMUAEMNYECKMX MPEnapaTos.
Co3gaHue 1 ncnonb3oBaHWe PoccMnckoro perncrpa
CIrXC no3BonuT ynydLWnTb OMArHOCTMKY 3a00neBaHus,
NOBbICUTb 3PPEKTVUBHOCTE NIEYEHUS U 3HAYUMO CHU-
3UTb PUCK CEPAEYHO-COCYANCTBIX OCOXHEHWN.

B ¢BA3M C BbILWeCKa3aHHbIM COBET 3KCMepPTOB Ornpe-
Oenun Cnefyowmm Kpyr 3aay:
1) npoaHanu3MpoBaTh CyLIEeCTBYOLME OMATHOCTU-
Yeckme KpUTEPUM OJ19 PaHHErO BbISIBIEHNS DOMbHbIX
B MonynsuMmM v onpenenutb LenecoobpasHocTb mnx
npumMeHeHus (MoanbmKaLmMn) B pOCCUIACKON cucTEME
30PaBOOXPaHEHNS,
2) pa3paboTaTb MporpamMmy KackafHoro CKPWHMHIA
HaceneHusa Poccuu;
3) OnTMMMK3MPOBaTb MOKa3aHWs ANf MPOBeAeHUs
reHeT4eCcKoro aHanmMsa B alfoOpUTMe  KackagHOoro
CKPUHWHTA;

CIIMCOK JIMTEpPATYPHI
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4) yHUDULMPOBATL CYLLECTBYIOLME CUCTEMbI PErno-
HaflbHbIX PErncTPoB, KOTopble yxe DYHKLVOHNPYIOT
B page ropogos Poccnn (Mockea, CaHkT-MeTepbypr,
MeTpo3aBoack, HoBocnbupck 1 ap.), KOOPOAMHNPO-
BaTb paboTy HaumoHanbHoro permncrtpa CMXC u coort-
BETCTBYIOLLIMX MEXAYHAPOAHbIX MPOEKTOB;

5) cnocobcrBoBath BHeceHuio CIXC kak HO30M0rm
B MexayHapolHylo  knaccudumkaumio  OonesHen
(MKEB) 11-ro nepecmoTpa;

6) paspabotatb  NpPoOrpamMmbl,  HanpasfeHHble
Ha MOBbILIEHME OCBEAOMJIEHHOCTM Bpayen M Hace-
neHnst 06 CMXC ¢ npwuBnedyeHneM GUHAHCUPOBAHUS
M3  Pa3NNYHbIX WCTOYHWUKOB — [OCYyOapPCTBEHHbIE
(blogxeTHble), NpodeccnoHasbHble  accoumaLmm,
hapMUHOyCTpUs, POHAObI U MELLeHaTCTBO;

7) nofaepXaTb CO3[laHWe OpraHuM3auuy NauueHToB
c CIX¢,

8) pa3paboTaTh MpednoXxeHWe Mo CO3OaHUIO -
MUOHbIX LeHTpoB B P®, onpemenntb nX CTPyKTypy
W QYHKLUMN;

9) pa3pabotatb HaLMOHasbHblE
no guarHoctrke u nederumio CMXc,;
10) co3gatb MEXAUCUMMNUHAPHYIO pabouyio rpynny
3KCMepTOB A5 KOOPAMHALMN YCUANI NO BbINOMHEHMIO
NOCTaBMEHHbIX 3a34.
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