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PE3IOME. BeegeHue. CeMeiiHas runepxonecTepuHeMunsi B HacTosLLee BpemMs OCTaeTCcs caMblM 4acTo BCTpeya-
toLUMCS TeHETUYECKN AETEPMUHUPOBAHHbBIM HapyLWeHeM NUNUAHOTO 06MeHa, aCCOLMMPOBAHHbLIM C BbICOKUM
PUCKOM NpeXAeBpeMeHHbIX aTEPOCKNEPOTUYECKUX CEPAEYHO-COCYANCTBIX 3abosieBaHnii. 0fHaKO Jaxe B CTPYK-
Type OAHOI HO30M0MMN KNUHUYECKAs KapTMHa MOXeT 3HaYMMO OTnmyaTbes. Tak, OnucaHbl JONONHUTENbHbIE
(akTopbl pucKa, cnoco6Hble yXyAlaTh MHAMBUAYaNbHbIA NPporHo3. CBOeBpeMeHHas fMarHocTuKa u nepcoHudm-
LLMPOBAHHOE fleYeHUe yXKe B paHHEM BO3pacTe MOTYT CYLLEeCTBEHHO CHU3UTb NIeTaIbHOCTb OT CEPAEYHO-COCYU-
CTbiX 3aboneBaHuin B nonynaunuu. Ljesb — oLeHUTb KIIMHUYECKYIO KapTUHY CEMENHOI runepxonectTepuHeMum y
AeTeli rpynnbl 0cO60ro pucka, CPaBHUTb UCCIIEAYEMYIO KOTOPTY C KOHTPOJIbHOW FPYNMOiA, @ TaKXe U3yuynTb GakTo-
pbl pPaHHKUX CEpAEYHO-COCYANCTbIX 3aboneBaHwii. Matepuanbi u metTogpl. NpoaHanusupoBaHa 91 uctopus 6ones-
HU AeTeii C BepOSTHbIM/ONpeSeneHHbIM MarH030M «CeMelnHasi TMNepxonecTePUHEMUSA» COTTAaCHO KPUTEPUSIM
CaiimoHa bpyma. /3 Hux BblgeneHo 1 usyyeHo 11 nauMeHTOB C Hanbonee OTArOLWEHHON HAacNeACTBEHHOCTbLH.
Pe3ynbtatbi. Boi6opka cocTOMT M3 8 ManbunkoB (72,7%) u 3 aeBoyek (27,3%). CpeaHuil ypoBeHb X0NeCTepUHA
NNNONPOTENHOB HM3KOI NIOTHOCTKU cocTaBun 7,1+1,4 MMONb/N, YTO CTAaTUCTUYECKM CONOCTaBUMO C rpynnon
cpaBHeHus (p=0,433). F'eHeTUYecKas CTPYKTypa rpynnbl — reTepo3uroTHble Gopmbl (63,6%), NaLMeHTbI C yCTaHOB-
NeHHbIMM BapUaHTaMm B AABYX reHax, 0TBETCTBEHHbIX 3a pa3BuTue 3aboneBaHus (27,3%), n 04Ha rOMO3NUroTHas
dopma (9,1%). T'mnepnunonpoTenHemus (a) BoisBneHa y 54,5% geteit (6/11), meguana 0,42 r/n [0,15-1,09], uto
NpeBbllAeT CPEeAHNII YPOBEHDb B MONYNSLMW U JOCTOBEPHO BbIlLE OTHOCUTENBHO rpynmbl cpaBHeHus (p=0,036).
Y 10 u3 11 petert oTMeYeHbl NPU3HAKKU CYOKNMHUYECKOrO aTepoCcKiepo3a, OAHAKO CTaTUCTUYECKUX OTAUYNIA
MeXJy rpynnamu yCTaHOBUTb He yaanoch. 3akmoyenue. CemeiiHas runepxonectepuHeMus — 3aboneBaHue
BbICOKOr0 pUCKa, 0HAKO ABMSAOLLEECSA FeTePOreHHbIM C TOUKM 3pEeHUst MHOroobpasnst GeHOTUNOB U PasfNYHbIX
PUCKOB BHYTPU FPYNMbl B CUAY LLeNIOr0 CNeKTpa NMpUUYKH, KOTOpPbIe JOMKHbI 6bITb NPUHATHI BO BHUMaHKE. K HUM
cnefyet OTHECTW TUMNEPMNONPOTENHEMUIO (@), FEHETUYECKMIA (B TOM YMCIe NOIMreHHbI) Npodunb, snureHe-
TUyeckue GakTopbl U Jpyrue.
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ABSTRACT. Introduction. For today familial hypercholesterolemia is the most common genetically determined
disorder of lipid metabolism associated with a high risk of premature atherosclerotic cardiovascular diseases.
Clinical presentation, age of onset, and symptoms vary considerably, even within families. Additional risk factors can
further elevate cardiovascular risk in select cases. Early diagnosis and treatment substantially reduce population-
level cardiovascular mortality. Aim — to assess the clinical course of familial hypercholesterolemia in high-risk
children, compare it with a control group, and identify factors influencing early cardiovascular events. Materials
and methods. 91 case histories of children with probable/definite familial hypercholesterolemia diagnosis per
Simon Broome criteria were analyzed. 11 patients with the most severe family history were selected for detailed
study and description. Parental histories were also analyzed. Results. The selected group included 8 boys (72.7%)
and 3 girls (27.3%). Mean low-density lipoprotein level was 7.1+1.4 mmol/L; no significant differences were
found compared to the control group (p=0.433). Genetic structure: heterozygous forms (63.6%), patients with
identified variants in two genes responsible for the development of the disease (27.3%), and one homozygous form
(9.1%). High lipoprotein (a) was detected in 6/11 children (54.5%), significantly higher than population average.
Group median lipoprotein (a) was 0.42 g/L [0.15-1.09], significantly higher vs. control (p=0.036). Subclinical
atherosclerosis signs were found in 10/11 high-risk children, but no intergroup differences. Conclusion. Familial
hypercholesterolemia is a high-risk disease; however, it is heterogeneous in terms of phenotypic diversity and
different risks within the group due to a wide range of factors that must be taken into account. These include
hyperlipoproteinemia (a), a genetic profile (including polygenic), epigenetic factors, and others.

KEYWORDS: dyslipidemia, familial hypercholesterolemia, cholesterol, children, lipoprotein (a), cardiovascular
diseases, atherosclerosis
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AKTYAABHOCTb

CeMmeiiHas runepxonectepuHemus (CrXC) — oguH
M3 caMblX pacnpoCTpaHeHHbIX TUMNOB FeHeTUYecKH
onocpesoBaHHON AUCAMNUAEMUU, Bbi3biBalOLLMIA
NpexneBpeMeHHOE Pa3BUTHE CEPLEYHO-COCYAUCTbIX
3a60/1eBaHNi 13-3a LAMTENbHOIO NOBbIWEHUSA YPOB-
HA XONecTepuHa IMNONPOTENHOB HU3KOM NIOTHOCTY
(XC NHM) B nnasme KpoByM B TeueHue Xusuu [1].

CornacHo pesynbTaTaM MHOTFOYUCIEHHbIX MC-
CnefjoBaHuiA, pUCK pasBUTUA UILIEMUYECKOI 6ONE3HU
cepaua (MBC) y nuy c onpefeneHHbIM UNKU BEPOAT-
HbiIM AnarHo3om CIXC noBbiwaeTrcss N0 MEHbLUEN
mepe B 10 pas. OgHaKo paHHAS gnMarHocTuka u cBoe-
BpPEMEHHOEe Hayano nevyeHns MoryT 3Ha4MMO CHU3UTb
TEeMN NporpeccupoBaHns 3abonesanus [1, 2]. Hecmo-
TPsi Ha aKTUBHbIE NPOdUIAKTUYECKUE JeNCTBUS 3apa-
BOOXPaHEHMUs MHOTUX CTpaH, YyacToTa Bepudukauum
JaHHOro AMarHosa BCe elle 0CTaeTca KpaiiHe HU3KOM,
HepeAKo ero ycTaHaB/IMBAIOT yXe nocsie npousowes-
Wero CepAedyHo-coCyAMcToro ocnoxHenus (CCO).
C 1 ceHTs6psa 2025 r. B Poccuitickoit depepauuu BBe-
JEeH CKPUHUHT YPOBHA X0NecTepuHa LeTaM B Bo3pac-
Te 6 1 10 neT u3 rpynn pucka (npukas ot 14.04.1925r.
N2 217H), 4TO AONKHO CNOCOBCTBOBATHL YBENNYEHUIO
4acToTbl BbISIBNSIEMON NAaTONOMUN CPeayn NauuMeHToB
negmaTpuyeckoro npoduns, a TakKe MOBbICUTbL Ha-
CTOPOXEHHOCTb CMeunannMcToB NepBUYHOTO 3BEHA B
OTHOLUEHWM aTepoCKNepOTMYECKOro npolecca B feT-
CKOM BO3pacTe.

CrXC Hacnepyetcs N0 KOAOMUHAHTHOMY TUMY, YTO
06YyCNOBNMBAET BbIPaXXEHHbII KIIMHUYECKUTA NONUMOp-
Gusm 3aboneBaHus. Y reTeposuroTHbIX HOCUTENEN,
Kak npaBuio, HabNAalTC YMEPEHHO BblpaXXeHHbIe
NposiBAEHUS, TOrJa Kak roMo3MroTHas hopma accoum-
MpoBaHa ¢ MaHudecTalueil aTepoOCKIepOTUYECKOrO
npoLecca yxe B JeTCKOM BO3pPacTe, YTO COMPAXEHO C
KpaiiHe BbICOKMM PUCKOM HebaronpusTHOro ucxoaa
10 OCTUXEHNSA coBeplueHHoneTus [2, 3).

3a6oneBaeMoCTb reTepo3nrotTHoi popmoit CrXC
Bapbupyet B npefenax 1:200-1:311 uenosek [1, 2, 4].
Mo npn6nusnTeNbHbIM OLEHKAM, BO BCEM MUpE Ha-
CYMTbIBAETCS 0KOJI0 35 MAH NIIOAEN C reTepo3nroTHOI
dopmoii CI'XC, npu aTom gons aeTeil U NOAPOCTKOB
pocturaet 20-25% [5]. 3aboneBaemMoCTb rOMO3NroT-
HOW GOpPMOIi, MO AaHHbIM Pa3fIMYHbIX UCTOYHUKOB,
kone6netca ot 1:160 000 go 1:1 000 000 yenosek
[1-3].

Y nayuneHToB C reteposurotHoi CIXC npw oTcyT-
cTBumn neyeHnst U6C passuBaeTca B 60siee paHHEM
BO3pacTe, Y4eM B 061eit nonynsuuu [1]. TeM He MeHee
Jaxe B 3TOW rpynne HabnoAaeTcs 3HauuTeNlbHan Ba-
puabenbHOCTb B CPOKax MaHU(peCcTaLmu: y OfHUX CUM-
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NTOMbI NPOSABASIOTCSA YXKe Ha 2—3-M JeCATUNETUM XKU3-
HW, TOrAa KaK y Apyrux — nuwb nocne 50-60 net [6).

Ha ocHOBaHMW aHanusa JaHHbIX COGCTBEHHbIX
KNMHWYECKNX HAabMOLeHWii 3a NaLMeHTamMn neguaTpu-
yeckoro npodunsa ¢ sepuduumpoBaHHoii CIXC u une-
HaMK Ux cemei 6bina BbifeneHa rpynna nauumeHToB
C BbICOKUM PUCKOM He6naronpusTHOrO TEYEHUs 3a-
6oneBaHus. B AaHHylo rpynny 6bian BKAIOYEHbI AETH,
UMEIoLLME OTATOLEHHbIN CEMENHbIA aHaMHe3 Mo paH-
HuM CCO, a UMEHHO OCTpbIi MH(APKT MUOKapAa unu
ULWEeMNYECKUA UHCYNbT Y POLCTBEHHUKOB NepBon fu-
HUK B BO3pacTe Mosioxe 40 nert.

UEAb UCCAEAOBAHUA

N3yynTb 0CO6EHHOCTU KIMHUKO-NabopaTOPHBIX U
MHCTPYMEHTaNbHbIX nokasatenei y geteii ¢ CIXC, oT-
HECEHHbIX K Fpynmne BbICOKOr0 pucka He6naronpusaTHO-
ro TeYEeHWs, NPOBECTU CPABHUTENbHbIN aHaNn3 Mexay
uccneayemoii KoropToi 1 rpynmnoi cpaBHeHUs, a Tak-
Xe uaeHTudGuLMpoBaTh AOMONHUTENbHbIE (aKTOpbI,
BAMAIOWME Ha paHHee passuTue CCO.

MATEPUAABI U METOADI

WccnepoBaHue ABNseTcA OLHOLEHTPOBLIM pPeTpo-
CMEKTUBHbIM, BbINONHEHO Ha 6a3e PIBY «<HMUL, nm.
B.A. AnmasoBa» MuHsgpaBa Poccuu. lpoaHanusu-
poBaHa 91 uctopus 601e3HM NaLWEHTOB NeanaTpu-
yeckoro npopunsa c BEPOATHbIM UMW ONpeLeneHHbIM
anarHosom CIXC cornacHo kputepuam CaiitMoHa
bpyma. B xoae u3yyeHns oco6eHHOCTeN TeYeHus 3a-
6oneBaHus 6bina chopmupoBaHa rpynna us 11 naym-
EHTOB C Hanbonee OTATOLLEHHOI HAaCNeACTBEHHOCTbIO
1 NPOBEAEHO WX [leTanbHOEe U3YyYeHue, AanbHenLlee
onucatue.

Kputepun BknoyeHus: naumeHTbl B Bo3pacte Jo
18 net ¢ reHetuyecku BepupuuymnpoBarHoii CIXC u
ceMenHbIM aHaMHe30M paHHux CCO y poACTBEHHUKOB
nepsoii MHuK B Bo3pacTe Ao 40 ner.

Kputepun ucknoyeHns: oTkas naLuueHToB OT Me-
LAMLWHCKOrO HabMoAeHUs, HanMune ConyTCTBYHOLWMX
3a60/1eBaHUNA, UCKAXKAKOLLMX UCTUHHYIO KIMHUYECKYIO
KapTuHy CIXC (caxapHblit fua6eT, rMnoTMpeos, noyey-
Has HeAOCTAaTOYHOCTb, 3ab0neBaHMa neyeHu, bones-
HW HaKOMJIeHUs, NPUeM NleKapCTBEHHbIX NpenapaTos
WT.0).

MNepen npoBefeHMeM MCCNeLOBaHWUS BbiNo nony-
YeHO 006peHMe Ha paboTy OT ATUYECKOro KOMUTETA
LleHTpa. BknitoueHne nauMeHTOB W fanbHeiilee yrny6-
NIeHHOe 06crefj0BaHMe, B TOM YMCNE MOJEKYNAPHO-
reHeTMYeckoe uccnefoBaHue, OCyLWECTBASAAN Nocne
nofnNucaHns 3aKOHHbIM NpefAcTaBUTENEM UHQOPMU-
POBaHHOro J,O6POBONILHOIO COrnacus.
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Bcem aetam u3 uccnegyemoii KOropTbl 66110 Mpo-
BEAEHO KOMMNNEKCHOoe 06CcnefoBaHue, BKOYaBLIEe
06wWMit OCMOTp, aHTPONOMETPULO, NabopaTopHoe 06-
cnefoBaHue, anektpokapauorpaduto (3Kr), B Tom
yucne ¢ GU3NYeCcKoN HarpysKomn, axokapauorpapuro
(9xoKT), pynnekcHoe ckaHMpoBaHWe apTepuii, a Tak-
& MOMEKYNSAPHO-TEHETUYECKOE UCCNIeA0BaHNE METO-
AOM LieneBoro CeKBeHMPOBaHWA HOBOTO MOKOEHNS
C NPUMEHEHWEM NaHenun, Coaepxallieir oT 16 reHos,
Hanbosiee 4acTO acCOLMUPOBAHHbIX C Pa3BUTUEM
HacneiCTBEHHbIX HapyWeHWi NUNUAHOTO O6MeHa.
MaToreHHOCTb FeHETUYECKNUX BapuaHTOB bbina kniac-
cuduumnpoBaHa B COOTBETCTBMU C Kputepuamu ACMG
(American College of Medical Genetics and Genomics)
2015r. [7].

Pasmep Bbl6OpPKM NpefBapuTENIbHO HE PacCUnTbI-
Banu. Boibopka uenesasi. opmupoBaHue 6a3bl gaH-
HbIX BbIMOJHEHO MpW NoMowm nporpammbl Microsoft
Office Excel 2019, ctaTucTnyeckasi o6paboTka — npu
nomowu nporpammbl STATISTICA 12.5 (StatSoft).

PE3YAbTATDI

Cpeau 91 naumeHTa ¢ BEPOATHbIM/ONpeseNeHHbIM
anarHoszoM CIXC (cornacHo kputepusim CaiimoHa bpy-
Ma) MOJIEKYNIAPHO-TEHETUYECKOE NOATBEPKAEHNE 3a-
6onesaHus nonyyeHo y 50 (54,9%) peteii. NMepuoa Ha-
6niofieHust coctaBun 43 (26-64) mecsiya. Ha MOMeHT
MOLrOTOBKU HacToAwWel Ny6nukaLum MoneKynsipHo-
reHeTUYeckuin aHanms ewe 41 pebeHka HaxoANUNICA Ha
CTaAuu BbIMOJHEHMSA.

M3 50 naymeHTOB C W3BECTHbIM reHOTMMNOM chop-
MUpoBaHa rpynna uccnegobanus (rpynna 1), B KoTo-
pyto Bowu 11 geteii (11/50, 22%), poauTenu KOoTopbIx
nepeHecnn WHhapKT MuUoKapga Wan UEMUYECKMil
UHCYnbT B Bo3pacTe go 40 net. [pynny cocTtaBunu
8 manbumnkoB (72,7%) n 3 peBouku (27,3%). CpegHuii
BO3pacT Ha MOMEHT MepBOro BbISIBAEHUSA TUNepxo-
nectepuHemun — 9,2+3,3 rofa, cpeaHUin ypoBeHb
XC JIHN — 7,1+1,4 mmonb/n. B Tabn. 1 npeacraBneHa
noppobHas xapakTepucTuka odcneayeMon KoropTbl.

Mpn KNMHNUYECKOM OCMOTpe 1 cbope xanob cneuu-
Guyeckux nNposBNeHUN BbIABNEHO He 6bINO, B TOM
yucne y noapocTKa ¢ roMo3uroTHoi Gopmoii. Y 2 pe-
Tein (18,1%) oTMeyanucb pefkue rofioBHble 601K U
ronioBokpyxeHus, y 2 (18,1%) Habnoaanocb CHUXe-
HMe TONEePaHTHOCTW K GU3NYecKUM Harpyskam. M3
MoAnduumpyeMbix HakTopoB pUcka TONbKO Y OJHOIA
LEeBOYKM 6bIN0 OXMPEHNe | cTeneHu, B fabHENLWeEM Co
CHIXEeHMeM Maccbl Tena Ha 19 kr (-22,5% nepBoHa-
YanbHOW Macchbl Tena), apTepuanbHas runepTeHsns He
Oblna BbISIBNEHA HU Y OAHOro pe6eHka. Y 1 naumeHTa
(9,1%) c romosuroTHoii popmoit CIXC no paHHbiM KT
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1 CYyTOYHOro MoHuTOpUpoBaHua IKI peructpupoBanu
MaHupecTupytowmii Tun peHomeHa WPW, B ocTanb-
HbIX CNyyasX KJMHWYECKN 3HAYUMbIX U3MEHEHUI Ha
ocHoBaHuK nokasatenei IKI He 6b1n0. o AaHHbIM
pacWWpeHHOro NpoToKona TpaHcTopakanbHo IxoKIl
naTonorum He 3aMKCUPOBAHO.

B reHeTnuyeckoi CTpykType ob6cnefoBaHHON rpyn-
Nbl Npeo6nagann reTeposnroTHble hopmbl (63,6%),
y 3 neteit (27,3%) Takxe AOMNONHUTENBHO GblNN BbISIB-
nexbl BapuaHTbl I/11/11l knacca natoreHHOCTU cornac-
HO Knaccudukaumm ACMG 2015 r. B UHbIX reHax, oT-
BETCTBEHHbIX 3a pa3BuTue CIXC, a B 1 cnyyae (9,1%)
AMarHocTUpoBaHa romMo3uroTHas gopma sabone.a-
Hua. Cneayet OTMeTUTb, YTO BO BCEX Cnyyasx Obinia
obHapyxeHa MyTauus B rede LDLR (100%), npuuem y
3 mauMeHTOB OHa coyeTanacb C BapuMaHTaMu B reHax
PCSK9 (9,1%), APOB (9,1%) u APOE (9,1%).

FmnepnunonpotenHemus (a) BbisiBieHa y 6 u3
11 peteit (54,5%), 4TO 3HaYMMO BbllLE, YEM B CPEIHEM
B nmonynauuu. MefmaHa nokasatens no rpynne cocra-
Buna 0,42 r/n [0,15-1,09].

Bcem naumeHTam 6biI0 NPOBEAEHO AYMAEKCHOE
CKaHMpoBaHue 6paxuoLiedanbHbix apTepuii, BKNHOYaB-
Lee U3MepeHmne TONLMHbI KOMMJIeKca MHTUMa-Meana
(TKWM) o6wux coHHbix apTepuit (OCA) (Ta6n. 2). Me-
JAnaHHOe 3HayeHue nokasatens coctasuno 0,417 mm
[0,4082-0,4382] nns OCA ¢ npaBoit CTOpOHbI 1 0,44 MM
[0,41-0,5] ansa OCA c neBoii cTopoHbl. CTaTUCTUYECKM
3HAUMMOro MpeBbIlWeHNUs 75-r0 NPOLEHTUNIA COOTBET-
CTBEHHO BO3pacTy B LieIOM NO rpynne BbIIBNEHO He
Obl/10, OAAHAKO a6COMOTHbIE 3HaYeHns B 7 n3 11 cnyyva-
eB 6blnu npeBbileHbl cnpaBa U B 10 u3 11 cnyyaes —
cnesa (p=0,519 1 0,055 cOOTBETCTBEHHO).

Fpynna cpaBHeHUs Gbina chopmupoBaHa u3 39
JeTeii C U3BECTHbIM FEHOTUNOM, HE OTBEYABLUNM KPH-
TepUsIM BKJIOYEHUS B OCHOBHYH KOTOPTY BBUAY OTCYT-
CTBUSA OTATOLEHHOr0 CEMeHOro aHaMHesa o paHHUM
CCO. Mono.otiicocTaB: 11(28,2%) peBoyek 1 28 (71,8%)
MasibunkoB. CpefHuii BO3pacT Ha MOMEHT MepBoro Bbl-
ABNEHNs runepxonectepuHemun — 8,8+4,2 roaa, cpea-
Huit ypoeHb XC JTHIT — 6,7711,77 Mmmonb/ 1.

Mo pesynbTaTaM MOJIEKYNSPHO-TEHETUYECKOTO
aHanu3a B rpynne cpaBHeHUs y 60NbLWIMHCTBA feTell
0GHapyXeHbl BapuaHTbl B reHe LDLR (34 u3 39; 87,2%).
[eTepo3nroTHble BapuaHTbl B reHe APOB naeHTuduum-
poBaHbl y 2 nauueHToB (5,1%). Ewe y ogHOro peéeHka
(2,6%) 3aperucTpupoBaH KOMNayHA-reTepo3UroTHbIi
BapuaHT B reHe APOB, npu 3TOM OfHa U3 MyTaLMii
KnaccuduumpoBaHa Kak naToreHHas, a BTopas — Kak
BEPOATHO A06pOKayecTBeHHas. Kpome Toro, y ABYX
6paTbeB (5,1%) BbIABNIEH BapUaHT C HEU3BECTHOW KNK-
HWYecKon 3HauumocTblo B reHe TNFRSF1B. Cnepyet
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NEAUATPUA

Tabauua 2. ToAWMHA KOMNAEKCA UHTUMa-MeAna (TKUM) 061wwmx coHHbIx apTepuit (OCA) y oeTen o6caepyeMon KoropThl
No A@HHBIM AYNAEKCHOTO CKaHWpPOBaHWA BpaxmoLedanbHblX apTepuii

Table 2. Carotid Intima-Media Thickness (cIMT) in children of the examined cohort according to duplex scan data

Homep nauueHTa TKMM OCA cnpaBa, Mm TKUM OCA cneBa, Mm P75 no Bo3pacty, Mm
Patient number cIMT CCA right, mm cIMT CCA left, mm P75 by age, mm
ni 0.34 0,48 0,4382

n.2 0,47 0,51 0,4102

n.3 0,37 0,44 0,415

n.4 0,5 0,5 0,41

n.5 0,7 0,7 0,4299

n.e 0,5 0,5 0,4174

n.7 0,35 0,36 0,4382

n.s 0,39 0,41 0,4082

n.o 0,42 0,42 0,399

Mn.10 0,42 0,41 0,4082

nii 0,5 0,43 0,4174

TabAuLa cocTaBAeHa aBTopaMmu
The table is prepared by the authors

OTMETUTb, YTO accouuauus gaHHoro reda ¢ CI'XC onu-
caHa NNLWb B eANHUYHbIX MY6AUKALUAX.

TmnepaunonpoTenHemus (a) B rpynmne cpaBHEHUS
BbisiBNeHa y 9 u3 39 yenosek (23,1%), YTO B LiENIOM CO-
BnajaeT Co CpefiHEN pacnpoCTPaHEHHOCTbIO B Nony-
nauuu. Megmana nunonpoteuta (JIM) (a) coctaBuna
0,15r/n[0,06-0,42].

B aToii rpynne Takxe 6blna BbIMOJHEHA OLEHKA
TKMM OCA. MepunaHa nokasartens coctasuna 0,44 mm
[0,36-0,5] ¢ npaBoii cTopoHbl 1 0,42 MM [0,39-0,5] ¢
NneBoOW CTOPOHbI. CTaTUCTUYECKU 3HAYUMbBIX OTINYNIA
OT rpynnbl UCCNEeA0BAHNSA NOJTYYEHO He BbINO.

B rpynne cpaBHeHus y aByx 6patbeB (5,1%) oTMeya-
NMCb Xano6bl Ha 60/M B FPYAHOIA KNeTKe, He UMeBLLIKE
JOCTOBEPHbIX MPU3HAKOB MWEMUYECKOro reHesa. Y
Tpex peteii (7,7%) Habnoganocb He3HauNTENbHOE Mo-
BbILIEHWE MHLEKCA MAcChl TeNa, B OCTasbHbIX Clyyasx
aHTpPONoMeTpUYecKmne aaHHble COOTBETCTBOBAN BO3-
pacTHoO HopMe. Y ofiHOro pe6eHKa AMarHocTUpoBaHa
AunaTtaluoHHas KapauomMuonatus, NpeanonoxmTenb-
HO NOCTBOCMNANIMTENbHOIO reHesa, YTo NOCAYXMI0 No-
BOZAOM ANS NEPBUYHOrO 06CNEA0BAHMA Y Kapauoora.

B coOTBETCTBUM C aKTyaNbHbIMU MEXAYHAPOAHbI-
MU pekomeHgauuamu [1, 8, 9] Bcem aeTam 6Gbina Ha-
3HauyeHa runonunugemudeckas tepanus. B rpynne 1
BCE MaLueHTbl 6blM NPUBEPXXEHbI NeyeHuto. lNpena-
paTamMu nepBoi AUHWUKU cTanu uHrneutopbl FMK-KoA-
penyktasbl — B 10 cnyyasx aTopBacTaTuH B CTapTo-
Bov fo3e 10 mr/cyT. CpefHue TepaneBTUYECKKE [03bI
atopBacTaTMHa Ans LOCTUXEHUA LeNneBoro YpoBHSA

CHILDREN’S MEDICINE of the North-West

XC JIHM cocTtaBunu 20-40 mr/cyt. Bospact cTap-
Ta — 11,242,2 ropa (8-15 net). B aByx cny4asx npu
He3a(PEKTUBHOCTN BbICOKOMHTEHCUBHOM A03bl aTop-
BacTaTWHa K Tepanuu jo6aBneH 33eTUMUG B Jo3e
10 Mr/cyT, npuyem oAHa nauueHTka (naumeHTka 3) B
AanbHeilillem 6blia NnepeBefeHa Ha MakCUManbHYO
KOM6MHaLUO posyBacTaTuHa B fose 40 mr/cyT +
33eTUMU6 B f03e 10 Mr/cyT N0 NpUYMHE HeAOCTaTOou-
HOro OTBETa Ha TUTPYEMY0 Tepanuio U COXpPaHeHUs
ypoBHa XC JIHI 6onee 4,1 mmonb/n. B ogHOM cny-
yae nauueHTke 8 neT HasHayeH NUTaBacTaTUH B [03e
1 mr/cyT (paspeweH B P® ana npuema c BospacTta
6 neT). YuuTbiBas Hanuuue y AaHHbIX AeTeil conyt-
CTBYHOLMX GAKTOPOB pUCKa, 0CO60E BHUMaHUE 6bIN0
YAENEeHO SOCTUXEHUIO LieneBblx 3HaveHnin XC JTHI, no
MepeHoCMMOCTU — LOMOMHUTENbHOE CHUXEHUE YPOB-
Ha XC JTHIM go 3 MMonb/n 1 MeHee, YTO cornacyercs ¢
aKTyanbHbIMU KIMHUYECKMMU peKoMeHaaumamu Ame-
pUKaHCKOIA accolumauun cepaua 2026 r. [9]. Takum
06pa3oM, Ha MoMeHT ny6nukauuu 10 us 11 geteii go-
cTUrNK Lenesbix 3HadeHnit XC JIHM (90,9%).

OBCY)XXAEHUE

CornacHo CoBpeMeHHbIM NPeacTaBieHUAM, rete-
posurotHaa CI'XC B geTckom Bo3pacTe xapakTepu-
3yeTca CyOKNIMHUYECKMM TeYeHMeM; NaLueHTbl, Kak
npaBuNo, He NpefbsABNSAOT Xanob, 3a UCKNHYEHNEM
peAKux cryyaeB BO3HUKHOBEHMA GONeli B axuinoBoM
cyxoxunuu [5, 10]. MonyyeHHble HaMU flaHHble NOJTHO-
CTbH COFNAcytTCA C MTEPaTyPHbIMU HABMIOAEHNAMM:
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HW B OHOM Cnyyae He OblNoO BbiIBAEHO creyuduye-
CKMX )Kanob Mnu NaTOrHOMOHMYHBIX KNUHUYECKUX
NPU3HAKOB (KOXHDBIX W CYXOXMWNIbHbIX KCAHTOM, KCaH-
TenasM, IMNOMAHOIA AYru poroBuLbl), BKNOYas nauu-
€HTOB M3 TPpynnbl C paHHUMU UHDapKTaMU MUOKap-
Ja y poauTeneil, a Takxke y nayueHTa ¢ aTUNUYHbIM
TEYEHUEM TOMO3UTOTHON (OpMbl, 06YCNOBIIEHHOI
BapuaHToM B reHe LDLR. Y Bcex nauueHTOB runep-
X0necTepuHeMus Gbifia BnepBble 06HApY)XeHa Nn6o
B XO[le KacKafjHOro CKpUHMUHra, nu6o cnyyamHo npw
nabopaTopHOM 06C/ef0BaHNK NO APYroMy NOBOAY,
YTO MOJYEPKMBAET K/HOUYEBYH POb GUOXMMUYECKOTO
CKPUHMHIa B BbISIBNIEHUM 3a60N€BaHuA.

Mpu cpaBHMTENLHOM aHanuse yposHei XC JIHI B
rpynne 1, pacLeHnBaeMoii Kak KOropta noBblILWEHHOro
pucka paHHux CCO, u B rpynne cpaBHeHMs CTaTUCTU-
YECKM 3HAYNUMBbIX pPa3nuymii OTMEYEHO He 6bINIo, NoKa-
3atenm XC JIHIM B 06emx rpynnax okasanucb conocTa-
BUMbI (p=0,433).

B xofe Hawero uccneposanusa B rpynne 1y nauyu-
€HTOB C KJIMHMYECKUM (GEeHOTUNOM reTepo3uroTHoIA
CIXC Takxe 6bliM BbiAABJIEHbl OJJHA TOMO3WUrOTHas
(bopma v reHOTUMbI C HaNMYKUEM COMYTCTBYIOLWMX MyTa-
LA B MHbIX reHax, 0TBETCTBEHHbIX 3a pa3suTue CIXC,
B 27,3% (3/11) cnyyaes. [laHHble BapuaHTbl JOCTOBEP-
HO Henb3sA MHTEepNPeTMpoBaTh Kak AureHHble GopMbl,
MOCKOJbKY, COTIaCHO NMTEpaTypHbIM AaHHbIM, BepU-
(numMpoBaHHble BapuaHTbl CNedyeT pacLeHnBaTh Kak
He BAMSAOWME Ha NPOSBNEHNUS 3aboneBaHus, OAHAKO
B rpynne cpaBHeHMs MOJOGHbIX accounauuin obHapy-
XXEHO He 6bIno. YunTbiBas TOT (aKT, YTO Yy HECKOMbKUX
nauueHToB MyTauus Il knacca B reHe LDLR B fanbHeii-
wem 6bina peknaccuduuuposara B IV/V Tun, okoHyYa-
TeNbHbIN BbIBOA O XapaKTepe U BAUSAHUM JaHHbIX acco-
LiMaumii Ha TeyeHUe 3a60/1€BaHNUS HA TEKYLLUIA MOMEHT
cAenatb 3aTpyfHUTeNbHO. NnaHupyeTcs fanbHeiilwee
HabnoaeHune.

CoBpeMeHHble NpefCcTaBfeHUss O FTeHeTUYECKOi
ocHoBe CI'XC He orpaHMyMBalOTCA KacCMYecKUMu
Gopmamu: reTepo3uroTHoi (Hannuyme OAHOro NaToreH-
HOro BapuaHTa B NMPUYUHHOM FEHE) U TOMO3UFOTHOM
(6uannenbHble BapuaHTbl B OAHOM reHe). OTaenbHo-
ro BHUMaHUSA 3aCNyXUBalOT KOMMayHA-reTeposunroT-
HOCTb, NOA KOTOPOW MOHWMaKT HOCUTENbCTBO pas-
JINYHBIX MYTaLMK, NOpaxarowmx oba annens OAHOro
reHa, a Takxe [1BOiiHas reTepo3uroTHOCTb, XapakTepu-
3yIOLWAACA HaNMYMeM NaToreHHbIX BapuaHToB B pas-
HbIX FeHax, yyacTBYIOLMX B NaToreHese 3abosieBaHns
(Hanpumep, kombuHauun LDLR/APOB, LDLR/PCSK9,
APOB/PCSK9 w T.4.) [11]. CornacHo faHHbiM nuTepa-
Typbl, ABOHAsA reTepo3nroTHOCTb MO TPEM OCHOBHbIM
reHam (LDLR, APOB, PCSK9) accounupoBaHa c 6onee

Volume 14 N2 2026
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TAXENbIM (eHoTunom [12]. B aToit CBA3K MU3YyuyeHue
reHoTUN-PEeHOTUNNYECKNX KOPPENaLUin U UX BAUSHUA
Ha TeyeHue CI'XC npencTaBnsieT co6oi akTyanbHoe
Hanpas/ieH1e COBPEMEHHbIX UCCNeA0BaHUM.

YposHu XC JIHIM y nauyunentoB ¢ CI'XC MoryT 3Ha-
YMMO pasnuyaTbCAd B 3aBUCUMOCTM OT KOHKPETHO-
ro rexa. [pu BapuanTax B reHe PCSK9 c ycuneHuem
byHKumMK ypoBHK XC JIHI BbILwe N0 CpaBHEHMIO C TaKO-
BbIMM Y HOCUTEJIEN MyTaLuii ¢ noTepei GyHKUUK B re-
Hax LDLR v APOB. Mpepnonaraetcs, YTo KOM6UHaLUs
BapuaHToB B reHax LDLR v PCSK9 y ogHOro naymeHTa
MOXeT 06yCNoBnNBaTL 60/ee TSHKENbIA GEHOTMN, YeM
roMO3UroTHble BapuaHTbl B reHe LDLR [13]. OaHako B
Hallem HabnoAeHUN y nauueHTkn 13 net ¢ KoMbUHa-
umen mytauuin LDLR n PCSK9 MakcuManbHblii ypoBeHb
XC JIHM po Tepanuu coctaBun 5,99 Mmonb/n, 4To
6blNI0 CONOCTaBUMO C FPyNnoBbIMU NOKa3aTensamu, a
y nauueHTa c roMO3UroTHbIM BapuaHToM B reHe LDLR
yposeHb XC JIHI coctaBun 9,67 MMmonb/n.

JlutepaTtypHble [aHHble CBUAETENbCTBYIOT, YTO
JBOWHbIe reTepo3nroTbl HepefKo COOTBETCTBYHOT KIK-
HUYECKUM KpuTepusiMm romoaurotHom CIXC, yto onpe-
JenseT TSHKECTb TEYEHUS U BbICOKMIF PUCK pa3BUTMA
paHHuxX CCO [13]. NaeHTdMKALNA ABOIHBIX reTeposu-
rOT UMeeT 3HaYeHue ANS CKPUHWUHIA U FTeHETUYECKOro
KOHCY/IbTUPOBAHNS CeMei.

B uccnegosanuu 0. Marmontel n coasT. [12] no-
Kas3aHo, YTo Yy [BOMHbIX reTepo3unrot no reHam LDLR
n APOE Hanuuune BapuaHTta B reHe APOE npuBoguT K
JONONHUTENbHOMY noBblwweHunto ypoBHs XC JTHI. Pac-
NPOCTPAHEHHOCTb CEPLEYHO-COCYAMCTbIX 3aboneBa-
Huit (CC3) B aTOW rpynne 6blia 3HAYMMO BbILLE, YEM
y HOCUTeNei M30MpoBaHHOW MyTauumn B reHe LDLR
(oTHOwWweHKe waHcoB — odds ratio (OR) 5,4 [1,4-21,1]),
a yactoTa npexpaeBpeMeHHbIX CepAeYHO-COCYAUCTbIX
COObITWIi MpeBbillana TakoBYH B eBPONENCKUX KOrop-
Tax C['XC c BapuaHTamu B reHax LDLR, LDLR+APOB
unn LDLR+PCSK9 n B KoropTe Cc cemeliHoii fucbeTa-
nunonpoTenHemueil. B Haweii paboTe Takxe npea-
CTaB/eH nayueHT c BapmaHTaMu B reHax LDLR n APOE.
MakcumanbHblid ypoBeHb XC JIHI y gaHHOro naumex-
Ta (6,22 MMOb/N) OKa3ancs Bbllle, YeM Yy AeTeil ¢ My-
Tauusamu LDLR+APOB (5,22 mmonb/n) u LDLR+PCSK9
(5,6 Mmonb/n).

Mpn oueHKe TeyeHMs 3aboneBaHWUA B aHaNU3n-
pyeMbix rpynnax 6bi1 NOATBEPXAEH Teauc o Gonee
paHHeM cTapTe aTepoCKNepoTUYecKoro npotecca y
nauneHtoB ¢ CFXC [14]. CornacHo MaHreiiMcKomy
KOHCeHcycy, noporosbiM 3HayeHnem TKUM y peteit
cnepyeT cuntatb 75-i NPOLEHTUb, CKOPPEKTUPOBAH-
HbI/ C y4eToM Bo3pacTa u pocTa [15]. B rpynne uccne-
J0BaHuA NpeBbllleHne BepxXHeil rpaHnLbl BO3pacTHOM
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HOpMbI 6bi10 BbifiBEHO y 10 u3 11 (90,9%) peteit [15,
16]. BaXxHOi OCO6EHHOCTbIO ABMAETCA BO3MOXHas
acHMMETPUYHOCTb MpoLecca, YTo 06YCNOBMBAET He-
06X0AMMOCTb GuiaTepanbHOli OLEHKKU NoKasaTens.
B oTaenbHbIx cnyyasx, Kak, HanpuMmep, y Hawero na-
LIMeHTa C aTUNUYHbIM TeyeHnem romo3surotHou CIXC,
3Ha4YeHMs MOrYT CYLEeCTBEHHO pa3nuyatbCs, COCTa-
suB 0,34 mm cnpasa u 0,48 mm cnesa. TKMM B flaHHOM
KOHTEKCTe pacCcMaTpuBaeTCsi Kak CYOKNUHUYECKWNii
MapKep aTepocKepoTUYeCcKOoro npouecca, No3Bons-
fOLMA BbISIBUTb COCYAMCTble U3MEHEHUS NpKU OTCYT-
CTBUM BHELWIHUX NPOABAEHUIA 3a6onieBaHus. ITOT No-
Ka3aTesnb HanpsaMyl KOppenupyeT ¢ NoTeHUManbHbIM
PUCKOM pa3BUTUA MHGbApKTa MUOKapAa, HCYNbTa U
paspbiBa MHTPaKpaHWaNbHbIX aHEBPU3M B OTAANEH-
HoM nepuoge [14, 17].

B 10 e Bpems CTaTUCTUYECKU 3HAYUMbIX pasnnymii
nokasatens TKUM mexay rpynnamu uccnefoBaHus u
CpaBHeHUs 06HapyXeHo He 6bino (p=0,382 ¢ npaBoii
cTopoHbl 1 p=0,785 ¢ neBoi CTOpoHbI). OTCyTCTBUE
pacxoXpeHuin No AaHHOMY NapameTpy B MPOrHOCTM-
yecku 6onee He6GNAronpuUSTHON KOropTe MOXET bbITb
06yCNOBNEHO PEryNspHbIM LAUTENbHBIM MPUEMOM
TMNONMNUAEMUYECKMX NpenapaToB BCEMU NpeLCTaBu-
TeNnAMu 3TOW rpynnbl C AOCTUXXEHUEM LieSIEBbIX 3HaYe-
Huit XC JTHM. CpegHas npogo/IXUTenbHOCTb Tepanuu
Ha MOMEHT nybnukauum coctaesuna 2,5¢1,32 roga (ot
1 po 5 ner), a ypoBeHb XC JIHI Ha poHe neyenus —
3,1410,59 mmonb/n. Cnegyet OTMETUTb, YTO OLEHKA
9HA0TENNanbHOM GYHKLKUM KaK MapKepa AOKANHMYe-
CKOro NopaxKeHus COCYAOB B pamMKax HacCTOALLEro UC-
Clief0BaHusA He MPOBOAMNACD.

EaMHCTBEHHDbIM MOKasaTefieM, NPOLEMOHCTPMPO-
BaBWMWM CTAaTUCTMYECKN 3HAYMMbIE MEXTPYnnoBble
pasnuuusa, oKasancs ypoBeHb nunonpoTeuHa (a) —
NN (a). Ero 3HauyeHus 6bInn AOCTOBEPHO BbllLe B rpyn-
ne ¢ Hanbonee OTArOLLEHHbIM CEMEHBIM aHaMHE30M
(p=0,036). Takoi pesynbTaT cOrnacyeTcs ¢ fJaHHbIMM
nuTepaTypbl O FeHETUYECKO JeTEPMUHUPOBAHHOCTH
cuuTesa JIM (a) U 0 TOM, YTO YPOBEHb AAHHOIO Mo-
kasaTtens, npesbiwatowuit 50 mr/gn (105 Hmonb/n),
accouMnMpoBaH C YBeJIMYEHMEM pUCKA aTepocKie-
poTuyeckux CC3 [18]. MoporoebiM 3HaueHUEM HOp-
Mbl MPU 3TOM MPUHATO CYUTATb NOKa3aTeNlb HUXE
30 mr/pn (52 umonb/n). Mpu 3HayeHun JIM (a)
>180 mr/gn (>430 HMonb/n) puck paseutus CC3 cTaHo-
BUTCSl 3KBMBANIEHTEH TaKOBOMY NpU reTepo3nroTHoii
CIXC [19]. B uccnegosanuax V. Marco-Benedi u co-
aBT. YCTAHOBJIEHO, YTO KOHLEeHTpauus JIN (a) B uenom
BbllLe Y MaLMEHTOB ¢ reTepoanroTHoi CIXC [20].

B HacTosiwee BpemMs usydenuto ponu JIM (a) yaens-
eTcs 3HaunTenbHoe BHUMaHue [21]. Tak, L.M. de Boer u
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C0aBT. B xo4e 20-1eTHero NpocneKTUBHOIO Habtoge-
HusA 3a fieTbMu 6e3 CI'XC, HO C NOBbIWEHHBIM YPOBHEM
nn (a) (>50 mr/an, yto cootBetcTByeT 105 HMONb/N)
He BbIBUAM paHHUX JI (a)-onocpeoBaHHbIX CTPYK-
TYPHbIX U3MEHEHUI COCYAUCTOI CTeHKM [22]. [laHHble
BbIBOAbl KOHTPACTUPYIOT C pesynbTaTaMu [pyroro
uccnefoBaHus, B KOTOpoM oueHuBanu Bknag JM (a)
B YTOJILIEHME apTepuanbHoOii CTEHKMN Y [eTeil C rete-
po3uroTHoii CI'XC: Bbicokue KoHueHTpauuu JIM (a) B
3HAYUTENbHOMN CTEMEHM CNOCOBCTBOBAM YBEIMYEHNIO
TKUM y aTux pgeteir. Takum o6pasom, He3aBUCKUMO OT
ypoBHA JIHI 1 npuema cTtaTuHOB, runepaunonpore-
nHemus (a), NpUCYTCTBYIOLAA C POXAEHUS, MOXET
CYLWeCTBEHHO MOTEHUUPOBATb pasBUTUE paHHEro
atepocksieposa y monofbix nauunentos ¢ CIXC, uc-
X0[HO UMeKLWMX BbicoKMit puck CC3 [23]. CornacHo
MHEHUIO APYruX aBTOPOB, NOBbiweHKe ypoBHs MM (a)
B 60JIbLUEN CTENEHN KOPPENUPYET C YacTOTOl KOPOHa-
POreHHbIX 3a60sIeBaHMIA, HEXENN C Nepudepuyeckum
aTepocknepo3oM [24]. MpeacTtasnsetcs uenecoobpas-
HbIM KaK MOXHO 60/1ee paHHee BbiiBNIEHUE NOBbILIEH-
HbIX ypoBHeii JIMN (a) 1 6onee UHTEHCUBHOE CHUXEHNE
ypoBHsi XC JTHI B oTCcyTCTBME cneunduyeckux meTo-
A0B cHuxeHus JIMN (a). MpuMeyaTtenbHo, YTo nepBble
pesynbTaTbl KAMHUYECKUX UCCNEA0BAHUIA TapreTHbIX
npenapaToB Ans CHWXeHus ypoBHs J1M (a) oxupaatotcs
yxe B 2026 r.

3AKAKOYEHUE

CemeliHas runepxonecTepuHemMns — 3aboneBaHue
BbICOKOr0 pUCKa, 0AHAKO ABNAKOLLEecs reTeporeHHbIM
C TOYKM 3peHuUss MHOroobpasus GeHOTMMNOB U pasnny-
HbIX PUCKOB BHYTPW FPynnbl B CUNY LLENOro CrnekTpa
NPUYMH, KOTOPbIE HEO6XOAUMO NPUHATH BO BHUMAHME.
B xopme HacTosiero uccnefoBanHus 6bi10 NOYYEHO,
4TO MpW COMOCTaBUMbIX 3HayeHusAx ypoBHsA XC JTHI
(p=0,433) ypoBeHb JIM (a) B uccnegyemoii rpynne no
CPaBHEHUIO C FPYnmnoil KOHTPONA 0Kasascs CTaTUCTK-
yecku 3HauyuMo Bbilwe (p=0,036). Kpome Toro, B 6onee
TSAXKENOM aHaMHecTuYeckom npodune rpynnbl 1 Henb-
31 UCKNtOYaTb BKaZ reHeTuyeckux paktopos (cpeam
9TUX AeTel 6bina MAEHTUDULMPOBAHA aTUMNYHAA TO-
Mo3uroTHas ¢opma CIXC 1 BbiSiBNEHbI HOCUTENU ABYX
MyTauuii B reHax CXC) 1 NonureHHbIX pUCKOB.

K OCHOBHbIM OrpaHu4eHusiMm paboTbl OTHOCATCS
Manasi YUCNIEHHOCTb BbIGOPKU U OTCYTCTBUE UCTUHHBIX
ABOIHbIX N KOMMNAYHJ-TeTepPO3UTOTHbIX BapUaHTOB, KIn-
HUYecKas KapTWHa KOTOpPbIX MOXeT COOTBETCTBOBaTb
KNnaccu4yeckuM roMosuroTHbiM Gopmam. BaxHo oTme-
TWUTb, YTO BCE NaLMEHTbI CHOPMMPOBAHHOI UCCNeyeMOI
rpynnbl NONyYarT afeKBaTHY rUNoNUNULEMUYECKYHO
Tepanuio ¢ [OCTUXeHNEM LieneBblX ypoBHei XC JTHIT.
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Cnepyet nopyepkHyTb, yto CIXC MoxeT pnu-
TeNbHOe BpPeMsi NpoTeKaTb CYOKJIMHUYECKM, U €€ Bbl-
fIBNEHNe HepefKo CTaHOBMTCA BO3MOXHbIM TOMbKO
npv nabopaToOpHOM CKPWUHMHTE, B TOM YUCINE Y Niuy ¢
BbICOKMM CEpLEYHO-COCYAMCTbIM pUCKOM. CBOEBpe-
MEHHOe YyCTaHOBNEHMe AMarHosa, BKIYas Moseky-
NAPHO-TEHETUYECKYH XapaKTEpPUCTUKY BapuaHTa, a
TaKXe yyeT AOMONHUTENbHbIX PaKTOPOB PUCKa, TaKNX
Kak runepnunonpoTenHemus (a), No3BONAKOT nepeil-
TV OT 06LMX OLLEHOK K NepcoHanu3upoBaHHOMY Npo-
THO3UPOBAHUIO PUCKOB A5 KaX[Oro KOHKPETHOro
mayueHTa U ONTUMU3MPOBATb BbIGOP, CPOKM Havyana
W UHTEHCUBHOCTb Tepanuu. [peacTaBnseTcsa Leneco-
06pasHbIM NPOAOMKEHNE aKTUBHOIO U3YYeHUs dak-
TOPOB, BAMAOWMX Ha nporHo3 CC3, n BHeapeHue A0-
CTYMHbIX MeTOA0B BepudukaLum gaHHbix hakTopos B
KJIMHUYECKYIO NPaKTUKY.
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0630p nuTepaTypbl, Au3aiiH UccneaoBaHus, coop,
06paboTKka M aHaNn3 AaHHbIX, HanNWCaHWe TEeKCTa;
A.A. KopHeBa — 0630p nuTepaTypbl, CTaTUCTUYECKas
06pa6oTka faHHbIX, Hanucanue Tekcta; M.U. Kpu-
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uccnepoaHus; E.C. BacuuknHa — KoHUenuus, ansaiiH
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