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CemeriHas runepxonaecTtepruHeMmns — ayToCOMHO-JOMUHaHTHOE Hac/eJCTBEHHOE 3a601eBaHMe, BO3HMKalOLLEe y Ye/loBe-
Ka C POXKAEHMS, CONPOBOXKAAaEMOE yBEIMYEHUEM KOHLIEHTPALMM B KPOBM JIMIMOMNPOTENHOB HU3KOM N10THOCTH. OTCyTCTBUE
CBOEBPEMEHHOWN ANArHOCTUKU M Tepanun ceMenHON runepxoaecTepuHeMnn acCoUnnpyeTcs ¢ pa3BUTUEM PaHHEro ate-
POCK/Iepo3a, cepaeyHO-CcocyanCTON NaToorMnu U CMEPTHOCTH Y)Ke B TPETbEU-4ETBEPTOM eKae XN3HU. HecMoTps Ha To,
4TO ONTUMAaJsIbHbIM ePMNOAOM 06HaPYKEeHUs1 3a60/1eBaHNS BIAETCA JETCKMI BO3PACT, AnarHoCTMKa 3ab0/1eBaHUs cpeamn
AeTel ocTaeTcs Ha KpallHe HU3KOM YpOBHe. B cTaTbe npeAcTaB/ieHbl METOAbI CKPUHUHIA M KPUTEPUU ANArHOCTMKM Ha
CeMENHYI0 rMnepxosecTepuHeMuio cpeamn JeTen.

KnioyeBble cnoBa: JeTH, CEMENHAS rMNEPX0AECTEPUHEMMUS, TUMONPOTENHBI HU3KOM NIOTHOCTH, CKPUHWUHI, KPUTEPUM
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BBE[AEHUE

CemelHasa runepxonectepuHemMus FBNSETCA CaMbIM
pacnpocTpaHeHHbIM reHeTUYECKUM 3ab01eBaHUEM B MUPE
[1, 2]. PacnpocTpaHeHHOCTb 60/1e3HM B 06LEen nonynsumum
coctaBnsger 1:200-1:500. Mo AaHHbIM nuTEpaTypbl, BO
BCEM MUpPE TaKnx 60/bHbIX OT 14 fo 34 miH [1, 3, 4], npea-
NOJSIOXKUTENbHOE KOMMYECTBO NIUL, C reTepo3nroTHon ¢op-
MOW CeEMeNHON runepxosnectepuHemMmn B Poccumn Moxet
gocturaTb 1 MITH YenoBek [5]. Beaywas posib B natoreHese
CEMENHOW runepxonecTepuHeMnn OTBOAUTCH MyTaLUAM
B reHax peuenTtopa JMNONPOTEMHA HWU3KOW MIOTHOCTU
(LDLR), anonunonpoTtenHa B (APOB), nponpoTteMHa KOH-
BepTasbl Cy6TUNN3UH-KekecnHa 9 (PCSK9). Pe3ynbtaT myTa-
UMM NposiBNSETCH NOBbIEHWEM B OpraHU3Me YpPOBHS
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0o6lLero xonecTepnuHa M TMNONPOTEMHOB HU3KOWM MIOTHOCTH
y¥e ¢ getcTBa [2]. OTcyTCTBME CBOEBPEMEHHON AMArHOCTU-
KW W Tepanuu CEMENHOW TMMepPXoIeCTEPUHEMUM acCOoLMK-
pyeTcs ¢ pa3BUTMEM PaHHEro aTepocK/iepo3a, cepaeyHo-
COCYAMCTOM NaToNOrMM U CMEPTHOCTU YKe B 3—4-1 AeKaje
¥U3HU [3]. Ha gaHHbIM Nepuoa BPEMEHM B Hallel cTpaHe
ONarHoCTMpoBaH nub 1% nauneHTOB C CEMEWHOW runep-
xonectepuHemunen [5], npn 3TOM AMArHoCTMKa 3aboneBa-
HWS cpeau AeTei, HECMOTPS Ha ee BbICOKYI0 aKTyaslbHOCTb
MMEHHO B 3TOM BO3pacTe, OCTaeTCcsl Ha KpaWHe HU3KOM
ypoBHe [6].

Kak u3BecTHO, nNpv HacnegoBaHWMM PEOBEHKOM OAHOro
nedeKTHOro reHa OT OOHOro0 M3 pPoAMUTENIEN pa3BMBaeTcs
reTepo3nrotHas dopma CEMENHON UMMEePXOIECTEPUHEMUN.
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Diagnostic Characteristics of Familial Hypercholesterolemia

in Children

Familial hypercholesterolemia is autosomal dominant hereditary disorder developing in in humans since birth and it is characterized
by low-density lipoproteins concentration increase in blood. Lack of timely diagnostics and therapy for familial hypercholesterolemia
is associated with early development of atherosclerosis, cardiovascular pathology and mortality in first 30—40 days of life. Despite
the fact that the optimal period for revealing of disease is childhood, diagnostics of the disease has extremely low quality among
children. The article presents screening methods and criteria of familial hypercholesterolemia diagnostics among children.
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KpaltHe pegko, Korga o6a cynpyra cTpajaloT ceMenHOM
reTepo3nroTHON runepxonecTepuHeEMmUEN, B CEMbe MOXKET
poanTbLCS PeBEHOK C ABYMS AedEeKTHbIMWU annensMu, yrpo-
KaloLWMMK Pa3BUTUEM TSAKENON, 310Ka4eCTBEHHOM — FOMO-
3UroTHOM — GOpMbl 3ab0JiEBaHKS.

CEMEWHAS TMNEPXOJIECTEPUHEMMSA Y AETEM:

CMELUOPUKA AUATHOCTUKH

CneunanncTbl BCEro Mupa MLLYT OTBETbI Ha BOMPOCHI,
Korga cneayert BblIBAATb 04N C PUCKOM CEMENHON rnunep-
X0NeCTEPUHEMMU, CTOUT I NEeYUTb 3aboneBaHne U B KaKOM
BO3pacTe HaynHaTb Tepanuio?

Ha 3T BOnpocCkl HENEerko oTBETUTb.

B uccnepoBaHusax nocnegHux neT npeactaBieHbl Hayy-
Hble apryMeHTbI B NOJIb3Y Ie4eHNs AeTeN C CEMENHOM runep-
xonectepuHemuen [7, 8]. Bo-nepBbiX, BbICOKMI YPOBEHb
XonecTepuHa y AeTer OKa3blBaeT CyWeCTBEHHOE BAWUAHUE
Ha CTEHKM COCyAOB, Bbi3blBasi pa3BuUTME IHAOTENWaNbHOM
AMCOYHKUMM [9] M yBeNnYEHUE TONLWMHBI KOMMIEKCA UHTHU-
Ma-meana oblier COHHOW apTepun, KOTOPbIE YXKe MOXKHO
3adMKCUPOBaTb € AOLKONbHOro Bo3dpacTta [10, 11]. K Tomy
e cemenHasn runepxonectepuHemMus — 3to 3aboneBaHue,
npu KOTOPOM aHOMasibHOE NOBbILEHWE YPOBHSA XONnecTepu-
Ha B KPOBW OTMeYaeTcs ¢ AeTCTBa, COXpaHsaeTcs BO B3pOC-
/IO }KM3HKM W paccmaTpuBaeTcs KaK 3HauyuMMbl daKTop
cepaeyHo-cocyancToro pucka B 6yayuem [12, 13].

HecmoTps Ha TO, Y4TO OCNOXHEHWS U MPOrHO3 CemeMn-
HOW rMNepXxoieCTEPUHEMUN AOCTATOYHO XOPOLIO M3YYeHbl
y B3pocnbix [1, 2, 5], AMarHocTMKa 3aboneBaHua cpeau
[JeTel Ha CEerofHsAWHWM AeHb OCTaeTcs Ha KpanHe HU3KOM
ypoBHe. KcaHTenasmbl, Ty6epo3Hble KCaHTOMbl W JMMO-
MaHas gyra poroBuLbl, XapaKTepHble AN KIAWMHUYECKOM
KapTWHbl Y B3POC/blX, MPAaKTUYECKM HE BCTPEYaloTCs B Neaun-
aTpuyeckon nonynsauun. Cnegyet oTMeTUTb, 4TO B Poccuum
B HacTosilee BpemMs aHaan3 AMnuaHoro npoduns He BXOANUT
HW B OAMH 06beM o6CnefoBaHWS HECOBEPLEHHONETHUX
B AEKPETUpOBaHHblE CPOKKU. B €BA3KM C 3TUM B neguaTpu-
YECKOM MpaKTuKe HeobxoanmMo ocob60e BHMMaHue yaensiTb
BOMpPoOCcaM, CBA3aHHbIM CO CKPUHUHIOM 3aboneBaHums.

CKPWHUHI

CywecTByeT TpM TUNa CKPUHUHIA AN MOUCKa MHAEKC-
HbIX NaLMEHTOB — OMMOPTYHUCTUYECKUWA, YHUBEPCANbHbIN
W TapreTHbIM (KacKagHblW, NpuLenbHbl). B padHbix cTpaHax
MCMONb3YIOTCA pasinMyHble NOAXOAbl C YY4ETOM BO3MOX-
HOCTeN 3[paBOOXPaHeHUs U peKoMeHAaLMn COBCTBEHHbIX
9KCMEPTHbIX FPyMM.

OnnopTyHUCTUYECKMI CKPUHMHI OCHOBaH Ha npoBefje-
HUW IMNULOrPaMMbl Y B3POCHbIX U AETEN, CAMOCTOATENbHO
06palLaloLLMXCa B y4peXAeHNs 34paBOOXpaHEeHUs NnepBmY-
HOro 3BeHa [14].

YHuBepcabHbIA CKPUHUHI NpeaycmaTpuBaeT aHanua
nMnugHoro npoduna y BCex L, B onpeaeneHHble Bo3pacT-
Hble rpynnbl. Tak, Hanpumep, B 2011 r. HauMoHanbHbIN
WHCTUTYT cepaua, nerkux u kposu CLUA ony6nukoBan
pyKoBOASILME MNPUHLUMMNBLI MO CHUXEHWUI0 pPHUCKa cep-
[e4yHO-COCYAUCTbIX 3aboneBaHuWn y paeten, ofobpeH-
Hble AMEpUKaHCKOW aKagemuen neguatpun (American
Academy of Pediatrics, AAP) [15]. B HMX peKOMeH10BaHO
npoBefeHne YHUBEPCANbHOrO CKPUHMHIA NMNUA0B B BO3-
pacTe oT 9 no 11 net v ot 17 po 21 roga. OgHa U3 Lenen
3TOr0 CKPWMHWHIa 3ak/yaeTcsd B MOBbIWEHWMUM YacTOTbl
BbIIBJIEHUSA TE€TEepPO3UroTHOM GOpPMbl CEMENHOW TrUnep-
xonectepuHemun. B EBpone yHuBepcanbHbld CKPUHUHI
npakTukyetcs B CnoBeHun M npeagycmaTpuBaeT aHanus
nMnuaHoro npodunsa y Bcex aeten B Bo3pacTte 5-6 ner
B YCNIOBUSIX I€TCKOM NMONUKINHUKK [16].

Ha cerofHslWHWM JeHb B MUPE ANS AUArHOCTUKM CEMEN-
HOW runepxonectepuHemMun Hambonee NOMNynsApHbIM ABASA-
eTCs KacKagHbifl CKpuHUHL. OH 3aKfloyaeTcs B BbiAB/e-
HUW MHOEKCHOTO NauueHTa U ganbHenwero o6cneaoBaHuns
ero 6/IM3KWX POACTBEHHUKOB. AyTOCOMHO-L4OMWHAHTHbIN
TUN HacnefoBaHMA NO3BONSET NPeanonoXutb, 4To 50%
POACTBEHHMKOB MEpBOW CTeneHu poactBa 6yayT MMeTb
CEMENHYI0 runepxonectepnHemmnio. BaKHOCTb KackagHoro
CKPWHWHIA 3aK/al4aeTca B paHHeW AuarHoctuke 3abo-
NieBaHns, 0 KOTOPOM YneHbl TaKOM CeMbM, B TOM 4ucne
4eTW, MOryT He NoAo3peBaTh, @ CBOEBPEMEHHOE fleYeHHne
NO3BOMIUT NpefynpeanTb pas3BUTUE CepaedHO-CoCyanCTon
natonoruu [17]. KackaaHblh CKPUHWHT aBAseTcs Hanbonee
M3YYEHHbIM M [OKa3aNl CBOK 3KOHOMMUYECKYID 3ddeKTHB-
HOCTb, pe3ynbTaTbl KOTOPOW MpeAcTaBieHbl B Pa3fiMyHbIX
nccnegoBaHWUaX U cucTtemaTMyeckux o63opax [18, 19]. 3ToT
BWA CKPUHWMHIA yCnewHo peanndoBaH B HugepnaHpax: 3a
BpeMs PYHKLMOHUPOBaHMUA obLLIEHALMOHaNbHON, Cy6Ccuan-
pyemMon npaBMTENbCTBOM MpOrpamMMbl KacKaAHOro CKpw-
HWUHra ANs BbIIBNEHUS NaLMEHTOB C CEMENHOW runepxone-
ctepuHemuen (¢ 1994 no 2014 r.) 6610 BbIIBNEHO 6Gonee
28 000 naumeHToB U Oblla co3aaHa HauMoHanbHas 6a3a
faHHbIXx. C 2014 r. KacKagHbll CKPWUHWHI OblN MHTErpu-
poBaH B roO/NaHACKYID cucTemy 3apaBooxpaHeHus [20].
B BennKo6puTaHMn AaHHbIK NOAX0A4 K AUarHOCTUKe ceMen-
HOM TrMNepxosiecCTEPUHEMUN PEKOMEHAOBAH Y B3POCIbIX
n peten ¢ BospacTta 10 net u ocylwecTBasetcs B Yanbce,
WoTtnaHann n CeBepHoW WMpnaHauMm B MNOMHOM o06beMe
¢ 2010 r. [21]. B HopBerun no nporpamMme KacKafHo-
r0 reHeTMYecKoro CKpUHUHIra uaeHtuduumposaHo 6Gonee
6000 4yenoBeK N3 Bo3MOxHbIXx 15 000-20 000 nauneHToB
C ceMenHoM runepxonectepuHemment [22].

OAHUM M3 BapMaHTOB KaCKagHOro CKPUHUHIa SiBNSeTCs
pEBEPCUBHBIN KaCcKaAHbI CKPUHMHE. ITOT BWUA CKPWUHWHIA
NPUMEHSETCH B TOM Cily4ae, ec/iM CeMenHas runepxone-
CTEPUHEMUS BMepBble BbisiBNeHa y pebeHKa u Tpebyet-
csl JanbHeWwee obcnefoBaHWe ero poautenen, 6patbes,
cecTep, 6abyuwek, geaywek. Kak npaBuno, 4etm ¢ ceMenHomn
runepxonectepuHeMmMen ¢ TUMUYHbIMKM NPU3HaKamu 3abo-
NeBaHns, TaKMMU KaK BbICOKME CbIBOPOTOYHbIE YPOBHMU
0o6LLero xonecTepnHa v AMNONPOTENHOB HU3KOM NIOTHOCTH,
KCaHTOMbI, NePBMYHO ob6paLLaloTes K neguaTpam, raCTpoaH-
Teponoram, gepmaronoram. OgHaKo, NnpakTMKa NoKa3blBaeT,
4YTO B psje cnyvyaeB AMarHo3 ceMenHOM runepxonectepu-
HEMUM BOBCE He BbiCTaBfdeTcs. Ecnu e cemenHas runep-
xonecTepuHemust y pebeHKa NoATBepXKAeHa, AanbHenwnin
CKPUHUHI Y POACTBEHHWKOB, K COXa/eHWto, NpoBOAMUTCS
He Bcerga, HeCMOTPS Ha BbICOKYIO BEPOSTHOCTb 3abone-
BaHWS Cpean YNeHOB ceMbW. Ha Haw B3rnsg, CKPUHUHE No
nyTM pebGeHOK—poauTeNb UmeeT 60NblOoN NoTeHuMan, Tak
KaK AaeT BO3MOXHOCTb M3MEHWTb TevyeHue 3aboneBaHus
y poauTenen n Apyrux pOACTBEHHWKOB MyTEM paHHen gua-
FHOCTMKM W Havyana Tepanuu A0 MNOSBAEHUS MNPU3HaKOB
aTepocKneposa.

[narHo3 cemMewHOoW runepxonecTtepuHeMmnn yctaHaB-
NMBaeTCcsl B COOTBETCTBUM C KpuTepusamu CanmoHa bpyma
(Simon Broome Registry) aetam mnagwe 16 net n Ha OCHo-
BaHUK lonnaHACKMX AnarHocTuyeckux Kputepues (Dutch
Lipid Clinic Network, DLCN) npv cymme 6anioB > 6 getam
cTtapwe 16 net 1 B3pocnbim [23].

CornacHo pekomeHpauusm EBponenckoro obuiectBa
aTepocKneposa, AMarHoCTMKa CEMENHON rMnepxonecTepu-
HEMUMN MOXKET MPOBOANTLCS HA OCHOBAHUKN GEHOTUMUYECKUX
NPU3HAKOB, BKJOYAIOLWMX YPOBEHb IMNONPOTEMHOB HU3KOM
NAOTHOCTH, U CEMEMHOI0 aHaMHe3a Mo NpexAeBpeMeEHHbIM
cepAeYvHo-cocyancTbiM 3aboneBaHuaM U/unun peaynbratam
reHeTMYecKoro TecTupoBaHus [24].
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JiunupHbih npodunb

OueHKy nunugHoro npodwuns y pebeHka HeobXxoanmo
NPOBOAMTb B TOM C/ly4ae, €C/iM B CEMbE BbISIBNIEH MALMEHT,
y KOTOPOro 6blila yCTaHOBNIEHa CeMenHas runepxonectepu-
HEMMWS; B CEMbE C UCTOPUEN NPEXAEBPEMEHHBIX CEPAEYHO-
cocyamncTbix 3aboneBaHni ao 60 neT y *KeHWnH 1 go 55 net
Y MY>4YMH (OCTPbIM KOPOHAPHbIA CUHAPOM, OCTPble HapyLle-
HWS MO3roBOr0 KPOBOOOGpPALLEHNUS MO aTEPOTPOMOOTUYECKO-
My TUMy, aTepOCKNepo3 nepudpepuyecknx aptepun); ecnm
y peb6eHKa OTMeYeH Mo KpanHen mepe oauH M3 GaKTopoB
pUCKa — OXMPEHWe, apTepuasnbHas rMNepTeH3usl, caxap-
HbI AMabeT, KypeHue.

OnpegeneHve NUNUAHOro NpPoduas BKJKOYaeT aHanus
0o6LWEero xosiecTepmHa, NMNONPOTEMHOB HWM3KOM MOTHO-
CTW, NUMOMPOTEMHOB BbICOKOM MAOTHOCTU W TPUTAULEPU-
0B B KPOBW. M3-3a 6MOIOrM4ecKor BapnabenbHOCTU ans
ONarHOCTUKM CEeMENHOW TUnepxosiecCTepuHeMmnn cnepyet
“cnonb3oBaTb cpeaHee 3Ha4YeHWe ABYX U3MEPEHUN xone-
cTepuvHa MMNOMNPOTEMHOB HW3KOM MAOTHOCTM HaTolaK,
OAHAKO HEeO6XOAMMO Y4YWUTbIBaTb BO3MOMXHOCTb CHUXKEHWUS
€ro YpoBHSl Mnpu ocTpbix 3aboneBaHusx. O6s3aTeNibHbIM
ABNSETCH WMCK/IOYEHME BTOPMYHbIX MPUYUH HapyLIEeHWMH
AMNUAHOrO o6MeHa, B YaCTHOCTM TMNOTMPEO3a, CaxapHo-
ro gvaberta, HedGpPOTUYECKOrO CUHAPOMA. YPOBEHb JUMO-
NPOTEMHOB HU3KOW MJOTHOCTU > 3,4 MMonb/n y pebeHKa
BfieYeT 3amnyCcK pa3BEepHYTOro KJMHMYECcKoro v nabopa-
TOPHO-UHCTPYMEHTaNbHOrO 06CneaoBaHns € Lenblo nof-
TBEPKAEHUSA/UCKIOYEHNA CEMENHON TunepxonecrepuHe-
Muun. CnegyeT yuuTbiBaTb, YTO YPOBEHb JIMMOMNPOTEMHOB
HM3KOM NNOTHOCTK < 3,5 MMOJb/N HE UCKIIIOYAET AMarHosa
n TpebyeT NOBTOPHOIrO N3MEPEHUS IMNONPOTEUHOB HU3KOWM

NAOTHOCTU Yeped rof [7]. CornacHO KAMHUMYECKUM PEKOo-
MeHaauusam oT 2018 r., npu oTpuuaTeNbHOM pel3ynbrate
reHeTUYeCKoro TeCTUpoBaHUS npobaHaa MM HEBO3MOX-
HOCTWM €ero npoBeAeHUs AMArHOCTMKY CEMENHON runep-
XONecTepUHEMUN Y BAMKaWWKMX POLACTBEHHUKOB cneayet
NpPOBOANTb HA OCHOBAHWW YPOBHEN NMMNOMNPOTENMHOB HU3KOM
NJIOTHOCTM B MAa3me C y4eToM nona u Bo3pacTta obcneay-
emMoro nvua. ns nocTaHOBKM AMarHo3a poACTBEHHWKaM
60/IbHOr0 CEMEWHOM rnnepxonecTtepmMHeMmnen UCNosb3yLoT-
csl BUOXMMUYECKNE KPUTEPUU C BbICOKOM HYBCTBUTENbHO-
cTbto (93%) 1 cneumdpuryHocTbio (82%) (puc.) [23].

FeHeTUYECKOe TecTUpOBaHUe

B nocnegHue rogbl Hay4Hoe MeAULIMHCKOE CO0OLLECTBO
BeJEeT Cnop O LLenecoo6pasHOCTU FrEHETUHECKOrO TECTUPO-
BaHWS B [AMArHOCTUKE CEMENHOWM runepxonecTtepuHeMum.
Ha ocHoBaHMK MpPOBEAEHHbIX UCCNEefOBaHUI B MOCAEfHUX
MEXAYHaPOAHbIX PEKOMEHAALMSAX reHeTUYeCcKoe TecTUpo-
BaHWe CEMENHOMN rMnepxonecTepMHeMnmn BOWIO B cTaHAapT
MEAULMHCKOM MOMOLM nauueHTaMm, a obHapyKeHne myTa-
LMK paccmaTpuBaeTCs B KayecTBe «30/10TOr0 cTaHaapTa»
[MarHocTuKkK 3aboneBaHus [25]. Tem He mMeHee, npobnema
HEeO4HOPOAHOCTHM B KJIMHUYECKON KapTUHE CEMENHON runep-
X0NeCTEPUHEMMMU, @ TAKIKE TPYAHOCTU MHTEpPNpPETaLMn HEKO-
TOPbIX FEHETUYECKUX BAapUaHTOB TPEOYIOT COHETaHUS AaHHbIX
NoAXOA0B. [eHeTu4yecKoe TeCTUPOBaHME MOXKET 06MerynTb
npoBefeHne KacKaHOro CKpMHUHIa, MOMOYb B OLEHKE cep-
[Ee4YHO-COCYAUCTOro pUCKa, ONTUMU3ALUN NEeYEeHUS.

Mocne noaTBep)aeHUs y pebeHKa NnepBUYHOW runep-
NMNUAEMUN BEPOSTHOCTb MrEHETUHECKON MPUPOAbLI FTMNepPXo-
NecTepuHEMUM AOMKHaA OblTb MPOBEPEHa Yy ero poACTBEH-

Puc. BUoXxMmMnyeckme Kputepumn AMarHoCTUKU CeMeNHOM rmnepxonectTepuHeMmm y poacTBEHHWKOB npo6aHaa [23]

Fig. Biochemical criteria of familial hypercholesterolemia diagnostics in proband’s relatives [23]
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lMpumeyarme. XC JIHIN — xonectepunH NMNONPOTEUHOB HU3KOM MNOTHOCTHU, CITXC — cemenHas runepxosectepuHeMums.
Note. LDL-C (XC JTHI) — low-density lipoprotein cholesterol, FH (CI'XC) — familial hypercholesterolemia.



HUKOB. B nepBylo o4yepeab 06CNeayoTCs POAUTENH, TaK Kak
BepTUKanbHaa nepejada SBASETCA BaXXHbIM KpUTEPUEM
[MarHoCTMKKM 3aboneBaHnsa y pebeHKa, Npy 3ToOM B3pOCbIi
(poouTenb) nogsepraetcs 60/blEMY PUCKY, YeM pPeBEHOK.
K TOMy e NOHWMaHWe reHeTM4EeCKON NPUpPOoAbI rnepxone-
CTEPUHEMMUMU MOXKET YNYYLWWUTb COBNIOLEHNE peXMUMa feye-
HUSI BHYTPW CEMBM.

Peructpbl

B nocnegHve roabl BHMMaHWe MMPOBOro coobulectsa
o6palleHo K CO34aHuio, BEAEHUIO M aHanu3y perucTpos
nauuMeHTOB C CEMENHON runepxosiecTepmuHeMmnen. Pernctpbl
[aloT BO3MOXHOCTb MPeACTaBUTb peasbHble AaHHble 06
0COBEHHOCTAX AMArHOCTUKMK, KAMHMYECKOW KapTWHbI, reH-
[OEPHbIX PAa3/MYMIN B KOHKPETHOM CTPaHe WKW PernoHe, Tem
CaMblM BbISIBASOT Npo6AeMbl CEMENHOM rnnepxonectepu-
HEMUM U MOMOraloT B pa3paboTKe peKomeHgauun no auva-
FHOCTUKE W neyeHunto. CneayeT OTMETUTb, YTO B pedynbTatax
TaKnx KpynHbix pernctpoB, kak CASCADE Registry (CLUA;
6onee 1200 nauMeHTOB C CEMENHON rMMNepxonecTepuHeMu-
en) [26], SAFEHEART (McnaHCKUM HauMOHaNbHbIA PErucTp;
6onee 4500 nauMeHTOB C CEMEWHOW rMnepxosiectepuHe-
Muewn) [27], npeacTaBfieHbl CXOXWeE BbiBOAbl. B YacTHOCTH,
noKasaHo, 4YTO CpeAHWi BO3pacT NauuMeHTOB COCTaBAs-
eT 44-46 net, npu atom Ao 30% M3 HUX YyXKe cTpagatoT
nwemMmyeckon 6onesHblo cepaua. 3To CBUAETENbCTBYET
0 [JOCTATOYHO MO3JHEN AMArHOCTMKE CEMEMHOW runepxo-
NecTepUHEMUN U OTCYTCTBUM CBOEBPEMEHHON NEPBUYHOM
npodunaktTukun. losops o Poccuickon degepauuu, paayer,
4yTo B nocnegHue rodbl 6bl1 co3gaH Pernctp nauueHToB
C CEMENHOW runepxonecTtepuHeMrMen U MauMeHTOB OYeHb
BbICOKOIrO CEPAEYHO-COCYAUCTOr0 pUCKa C HeJoCTaTO4YHOM
3P DEKTUBHOCTbLIO MPOBOAUMON MMNOAUNNAEMUYECKOM TEpa-
nun (PEHECCAHC) [5].

Pap aBTOPOB CYMTAET, 4TO KPyNHble 6Mo6aHKkK AHK nauu-
€HTOB C CEMEWHOM runepxonectepuHeMuen 6yayt MMeTb
pelwatouiee 3HavyeHne a4na 6onee NoAHOro BbISCHEHUS FEHO-
TUN-GEHOTUMMYECKUX KOoppensaunin. Pernctpbl No3BonsioT
M3yyaTb OTHOLIEHUS MeXAY FreHOTUMNOM, YPOBHEM MMNONPO-
TEMHOB HW3KOWM NJIOTHOCTU U UCXOAAMM, @ TaKKe NPOBOANTb
CpaBHEHWE MeX Ay MHAEKCHBIMM Cy4asiMn U BEPOSTHOCTbLIO
nepegayv Mytaluuu cpean 4neHoB cembu [28].

BO MHOMMX OTHOLEHUAX CEMeNHas runepxonecrepu-
HEMUS ABASETCA NPUMEPOM ANA MPUMEHEHUS NepcoHanu-
3UPOBaHHON MeAuLMHbI. 3abofieBaHMe UMeeT Cepbe3Hble
nocneaCcTBUSA NpW OTCYTCTBMMK iedeHuns. B cnyyvae paHHen
OMarHOCTUKM M KOPPEKTHOM NUNUACHUKAIOLWEN Tepanuu
OCNOXHEHMSA MOryT 6bITb NPeaoTBPaLlLEHbI.
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