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CemeiiHasi reTepO3UroTHAsI TUNEPXOJIECTEPUHEMUSI — HACJIElyeMOe N0 AYTOCOMHO-IOMHHAHTHOMY THUIY 3a00JieBaHue, XapaKre-
pu3yonieecsi BBICOKMM YPOBHEM B KPOBH XOJIECTEPHHA JIUTIONPOTEHHOB HU3KOi TJIOTHOCTH, YTO MPHBOIUT K HAYAJLy aTepPOCKJie-
POTHYECKOTO NMOPAXKEHUsI COCYIOB yKe B JIE€TCKOM BO3pacTe M Pa3sBUTHIO MHGAPKTA MHOKApPIA HA BTOPOM—TPETbeM NeCATHICTHH
xku3Hu. CeMeiiHasi runepxosiecTepUHEMHS 0CTAETCSI MAJIOM3BECTHBIM 3200/IeBAHMEM B KJIMHMYECKOI TPAKTHKE MeAUaTpa. DTo BeaeT
K 3a103/1J10ii JMAaTHOCTHKE M MO3/IHeMY HAyajy Tepanuu. 3a00/ieBaHie JINTEILHO MPOTEKAET OECCHMITOMHO, B CBSI3H C YeM €ro
BbIsIBJIeHHE cocTaBisieT Menee 1% ciydaeB. OcBenieHbl FeHETHYECKHE ACTEKThI 3a00ieBanus. V3/10:KeHbl KPUTEPUH AUATHOCTUKH
CceMeiiHO# TeTepO3UroTHO! IHIepXoJiecTepUHEMUN Yy JieTeil, MPeICTABIEHbl PA3/INYHble BAPDUAHTBI CKpuHUHTa. PaccMoTpeHb! BO3-
MOXKHOCTH PaHHEil IMATHOCTHKM COCYAMCTOrO MOpaXkeHHsi aTePOCKIEPOTHYECKOro rene3a. OcpelieHa cTpaTerusi BeJAeHUs: MaLM-
€HTOB C CeMEiiHOi reTepo3WroTHOI TUNepxoJiecTepuHeMueil, 00CYKIAITCA BO3MOKHOCTH HeMeIMKAMEHTO3HOH W MeINKAMEH-
TO3HO# Tepanuu. V3/10:KeHbl MOKA3aHUA K HA3HAYEHHIO, 3¢ eKTHBHOCTh U 0€30MACHOCTD MPUMEHEHHS] CTATHHOB KAK OCHOBHOIO
KJIacca Mpenaparos 1151 JiedeHus1 3a00J1eBaHus.

Karoueevte caosa: 6emu, nodpocmlcu, cemelinas cemepol3ucomHuas cunepxonecmepunemust, Xxoiecmepur 1unonpomeuHoe HU3KOU naom-
Hocmu, CKpUHUH?, eunoaunudemuyeckas mepanus, cmamutsl, Kpumepuu duaeuocmmcu, ceHemu4ecKue acnekmeal, du(j)tj)epenuuaﬂb—
Has OUaeHOCMUKA.
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Familial heterozygous hypercholesterolemia is an autosomal dominant disease characterized by high levels of low-density lipoprotein
cholesterol, leading to an atherosclerotic vascular damage in children and myocardial infarction in 20 -30 years-old individuals.
Familial hypercholesterolemia remains a little-known disease in the pediatric clinical practice, and it is characterized by late diag-
nosis and start of therapy. The disease is characterized by asymptomatic course for a long time, and therefore it is diagnosed in less
than 1% of cases. The authors present genetic aspects of the disease. They describe the diagnostic criteria of familial heterozygous
hypercholesterolemia in children and various screening options. They consider the possibilities of early diagnosis of vascular lesions
of atherosclerotic origin. The authors describe the strategy of managing patients with familial heterozygous hypercholesterolemia and
various options of non-drug and drug therapy. They provide indications, effectiveness and safety of statins as the main class of drugs
for the treatment of the disease.
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CeMeﬁHaﬂ TUTIEPXOJIeCTEPUHEMUST —  HacJemye-
MOe IO ayTOCOMHO-IOMWHAHTHOMY THITYy 3a00-
JIeBaHWE, XapaKTepPU3YIOIIHNECsT Pe3KUM TOBBIIIEHUEM
YPOBHS XOJIeCTepUHA JTUTTOTIPOTEMHOB HU3KOM TJIOTHO-
CTH B TUTa3Me, YTO KIIMHUYECKU TIPOSIBIISIETCS PaAaHHUM
pa3BUTHEM aTePOCKIEPOTUYECKOTO TOPaXKEHUS Maru-
CTpaJIbHBIX COCYIOB Y BO3HMKHOBEHUEM CepIACYHO-
COCYIMCTBIX 3a00JieBaHUII B MoJjiogoM Bo3pacte [1—4].
CeMmelfHasgs TeTEpPO3UTOTHAs  TUIIEPXOJIECTEPUHEMUS
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OTHOCHUTCSI K OJHOW M3 HauboJjiee pacrpoCTpaHEHHBIX
MOHOTE€HHBIX OOJIe3HEN 4YeloBeKa, YacToTa TIeTepo-
3urotHoit popmbl koseodsercst ot 1:200 go 1:500. Bme-
cTe ¢ TeM YMCJIO AUArHOCTUPOBAHHBIX CIyvyaeB KpaiiHe
Masio B GonbinvHcTBe cTpadH mupa (CIIA, ®panuus,
Wranus, Kanama, fAnonus, Poccusi, bpaswiusa) —
meHee 1% [1, 2]. 3aboeBaHue 10Jroe BpeMsl IPOTEKAET
6eCCUMIITOMHO, 0 TIPOSIBJIEHUSI pa3BEPHYTBIX KIWHU-
YEeCKMX TPOSIBJICHUN aTepOCKIEPOTUIECKOTO COCYIM-
CTOTO MOpaXeHUs, TaKUX KaK HWIIeMHYecKast 0oJIe3Hb
cepaua, WHMapPKT MUOKapaa, TMepeMeskalomascs Xpo-
MOTa, TaHTpeHa, apTepualibHas TUMEPTEH3USsI, pa3BU-
THE KOTOPBIX BO3MOXHO YK€ Ha TPEeThbeM NeCATUICTUN
JKM3HM, HO 4anie nocie 30-meTHero Bo3pacra. B oTcyT-
CTBUE TUTOJMITUAEMHUYECKOM Teparnu PUCK Pa3BUTUS
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WIIEMUYECKOW OOJIE3HM CepAla y MAallMEHTOB C CeMeNi-
HOI rumnepxojiectepuHemMueit B 20 pa3 BbIllle, YeM
B oOwe#t nmonyasunu [1—4].

Hapymenus gumuaaoro odvena. OCHOBHBIM Hapy-
IIeHWEeM JIMIMUAHOTO OOMeHa NpU CeMEMHON TreTepo-
3UTOTHON TUIMEPXOJIeCTEPUHEMUN SIBJISIETCS YBEJTMUCHUE
YPOBHSI OOIIETO XOJieCTepUHA W XOJIeCTepUHA JIUTIOPO-
TEWHOB HU3KOM TIOTHOCTH. [Ipr 3TOM ypoBEeHb OOIIETO
XOJIECTEpMHA KPOBU KOJeONeTcs B mumamna3oHe 7—12,5
MMOJIb/J (280—500 mMr/mi), mpu roMmo3urotHoi opme —
15—-30,0 mmonp/m  (600—1200 ™Mr/mr), HOpMaTbHBIN
YpPOBEHb XoJecTepuHa cocrtaBasieT 3—4,5 MMoJb/n
(120—180 mr/m) [3—8]. OO0t X0JeCTepUH HaXOAUTCS
B TJJa3Me KPOBM B CBSI3aHHOM ¢ OeJKaMU COCTOSTHUU
B BUJIE JTUTIOTTPOTEHOB.

Bhimenstior  cienmyiomne KJIAcChl  JIMTTOTTPOTEMHOB:
XWJIOMUKPOHBI, JINTIOTIPOTEMHBI OYeHb HU3KOW TIIOT-
HOCTH, JIMTIOTIPOTEWHBI HU3KOW TUIOTHOCTH, JIATIONPO-
TEWHBI BBICOKOM TUIOTHOCTH. B cocTaB JMMoOmpoTeu-
HOB BXOJAT cCrielnbHruecKrue OeKU, BIUSIONINE Ha WX
CBOIiCTBa, Ha3bIBaeMble arornporernHaMu. OCHOBHBIMU
anonporenHamu sinsitoresi: A, B, C, D, Eu F [5, 7-9].
JlumonpoTenHbl OYEeHb HU3KOM TUIOTHOCTU COIEPXKAT
0OJIbIIIOE  KOJUYECTBO TPUTIUILIEPUIOB, XOJeCTepUHA
u 10% 6enka (anmonporennsl B, C-11, E), onu TpaHcmop-
TUPYIOT SHAOT€HHBIC JUIMUILI, 0O0pa3yeMble B TEYEeHU,
3aTeM TIOIBEPraroTCs TUAPOIMU3Y TOoH AchcTBUEM dep-
MEHTa JIUIONpPOTenHANTa3bl. YacTh JIUIOMPOTEMHOB
OYeHb HU3KOM TUIOTHOCTU TMpEBpaIlaeTcsl B JUTIOMPO-
TEWHBI HU3KOW TUIOTHOCTH. JIMITONIPOTEMHBI HU3KOM
IJIOTHOCTH cozepxkat 25% 6enka (amonpotenH B) u 75%
JIUTIMIOB — OCHOBHBIM KOMITOHEHTOM (10 50%) ciryskuT
xoyiectepuH [5, 8, 9]. JIummonpoTenHBI HU3KOM TIOTHO-
CTM CJIy’KaT TJIaBHOW TpaHCHOPTHOU (OpMOI XoJiecTe-
pYHa, U30BITOK KOTOPOTO OTKJIAIbIBAETCS B COCYIUCTOM
CTeHKEe, WHUIIMUPYS aTepOCKIePOTUYECKUI TIporiecc.
JIumonpoTenHbI BBICOKOM TUIOTHOCTH GOTAThl OEJTKOM —
arroripoterHoM Al (10 50%) n dochomumumamu (30%),
comepkat okojio 20% xoyiecTepruHa, OHM YIAJISIIOT XOJe-
CTEPUH C IMMOBEPXHOCTHU KJIETKH [5, 7—9].

JIns OLIEHKM aTepOreHHOro pHcKa HeIOCTaTOYHO
BBISIBUTH THTIEPXOJIECTEPUHEMUIO, HEOOXOIMMO OTpeie-

OB30PbI JINTEPATYPbI

JINTH pacrpeeieHre XoaecTepruHa 1Mo (hpaKIsIM JTATIO-
MpOTeWHOB. [l ceMeiHOI THUIepXoJecTepUHEMUN
XapaKTepHO Pe3KOoe MOBBIIIEHWE YPOBHST OOIIEro XoJe-
CTeprHA 3a CUET XOJIeCTepUHA JTUTMOTIPOTEMHOB HU3KOM
IUTOTHOCTUA. YPOBEHb XOJIeCTepUHA JIUTIOTIPOTEUHOB
HU3KOW TUIOTHOCTU TIPU TE€TEPO3UTOTHOW THUIIepXOJie-
CTepUHEMUM KoJjebsercs oT 3,6 MMmoab/m (140 mr/mm)
1o 5,0 mmouw/n (190 mr/nn) u 6onee [2—4, 8, 9], nocTu-
rast ipu ToMo3uroTHoi ¢opme 13 Mmmounb/a (500 mMr/mr)
u 6osee [10]. B MHOTOUMCIIEHHBIX UCCIIEIOBAHUSIX yCTa-
HOBJIEHA B3aMMOCBSI3b MEXIY YPOBHEM XOJeCTepUHA
JINTIONTPOTEMHOB HU3KOW TIJIOTHOCTU UM BO3HUKHOBE-
HUEeM HIIeMUYeCKOi Oose3Hu cepaua [4—6, 11, 12].
VBennueHue YpOBHSI OOIIErO XOJeCTepUHa 3a CYET
MOBBIIIEHUS] €r0 COAEepKaHUs B COCTaBe JUTIOTIPOTEU-
HOB BBICOKOW TUIOTHOCTH HE TIPUBOIUT K YCKOPEHHOMY
pa3BuTHIO artepockiepo3a [3, 6—9]. HopwmanbHble,
MOTpaHUYHBIE U BBICOKKME KOHIIEHTPALIMY XOJIeCTeprHa,
TPUTJIMLIEPUIOB U arloTPOTEMHOB y JeTell TpeacTaB-
JeHsl B Tabm. 1 [13].

l'eHeTHueckue acmekThl. [eHETMYECKON OCHOBOIA
CEMEHON TUTIEPXOJIECTEPUHEMUN SIBJISIIOTCST MyTalluu
TeHOB, KOAMPYIOIINX PELENTOPHI JUTOMPOTEMHOB HU3-
koii mmotHoct (LDLR), anonporeun B (4POB), nipo-
MPOTEMHKOHBEPTA3y CYOTMJIM3WH/KEKCUH 9-TO THIa
(PCSK9) [1-3]. CemeitHasi TUIIEpXOJIECTEPUHEMUS
HacJieyeTcsT 0 ayTOCOMHO-JIOMWHAHTHOMY THITY, PUCK
BO3HUKHOBEHUs 3a00JieBaHUSI y TOTOMKOB TallMeHTa
coctanisieT 50%. BbIoenslioT TeTepo3UTOTHYI0 U 3HAYM-
TeJbHO OO0Jiee PelKylo, TOMO3UTOTHYIO (hopMy OOJIE3HM.
YV 90% OOnbHBIX CeMEHHOW TUITepXOJIeCTepUHEMUEH
BBISIBJISIIOTCST MyTaiiuu B reHe LDLR. Ten xaptupoBaH
Ha xpomocoMme 19, B HacTosiliee BpeMsT U3BECTHO OoJiee
1700 myranuii aToro reHa. Myrauuu TpUBOAST K pe3-
KOMY YMEHBIIIEHUI0O aKTUBHOCTH PELENTOPOB JIUIO-
MPOTEMHOB HU3KOW TUIOTHOCTH, BBHI3BIBAIOT CHIKEHHE
VTWIN3AUUK 1 YBEJIMUEHUE TTPOAYKIIUY JTUTTONTPOTEUHOB
HU3KoM mioTHocTH. [Tpn romo3uroTHo hopme O0JIe3HN
BBIZICJISTIOT «pelenTOp-HeTaTUBHYIO» (hOpMY, TTPU KOTO-
poOif aKTMBHOCTb pELENTOPOB MeHee 2% OT HOPMBI,
«perenTop-aeeKTUBHYIO» (OPMY, TP KOTOPOI aKTHB-
HOCTb perienTopos bosee 2% [10, 12].

Tabauya 1. TlorpaHMYHbIE M BBICOKHE KOHIEHTPAINM JIMIHIOB, JTUNONPOTENHOB, ANMOJIUIIONPOTEHHOB Y AeTeil U MoAPocTKOB [13]
Table 1. Borderline and high values of lipids, lipoproteins, apolipoproteins and children and adolescents [13]

IToka3zarenn Huskue, mr/gn Hopma, mr/an /MMoJb/ 11 ITorpanuynsie, mr/gn Beicokue, mr/an /MmMoub/a
O6umit XC — <170/ 170—199 >200 /5,2
XC JITHIT — <110 110—129 >130/3.,4
XC ne-JITNBIT — <120 120—144 >145/3,77
Arno B — <90 90—109 >110/2,6
XC JIBII <40/1,03 45 40—45 >130/3.,4
Arno Al <115 120 115—-120
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Tpumeuanue. XC — xonectepun, XC JITTHIT — xonecrepuH aunonpoTrenHoB HU3KOo# motHocTH, XC JITIBIT — xosnecTepuH JUMONPOTENHOB
BbIcOKO# 11oTHOCTH, XC He-JITIBIT — xonectepuH HeMMMonpoTenHoB Bbicoko# miioTHocTr, XC JITTHIT — XoaecTepuH JIMMONPOTEUHOB HU3-
KoM TI0oTHOCTH, ATio B — anonipotenuH B, Atio Al — anoripotreHuH Al.
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Ot 5 mo 10% ciydaeB ceMeitHOI TUTepXoieCTepuHE-
MMM 00yCIOBJIEHBI MyTalUsiIMU B TeHe ATIOB, cienctrueM
Yero SIBIIIeTCs] HapylIeHUe CBSI3bIBAHUS JTUTTONIPOTEMHOB
HU3KOM TUTOTHOCTH C PEUENTOpaMu W TIOBBIIIEHUE WX
KOHIIEHTpAILIMM B KPOBHU; T€H JIOKAJM30BaH Ha XPOMO-
come 2 [14]. Oxono 1% cinydyaeB ceMeiHOM TUIIEPXOJie-
CTepUHEMUM OOyc/oBAeHbl MyTauusiMu B reHe PCSKY.
DT1oT reH ObL1 BoisiBNieH B 2003 T, OH ompenessieT akTuB-
HOCTbh TPO-TIPOTEMHKOHBEPTa3bl, KOTOpasi ydyacTBYeT
B JIeTpajalliyi perernTopa JUIMONMPOTEMHOB HU3KOM TIJIOT-
Hoctu. Mytauuu reHa PCSK9 npuBoasT K 3aMeIEHUIO
PELMKIIMHTA PELIETITOPOB JTUMOTIPOTEMHOB HU3KOM TII0T-
HOCTH, YTO CITOCOOCTBYET ITTOBBIIIEHWIO YPOBHSI XOJe-
CTepUHA JIUMONPOTEMHOB HM3KOW IIOTHOCTU [15, 16].
Kpaiine penkasi ayrocoMHO-pelieccuBHast (hopMa rurep-
XOJIECTEPUHEMMU MOXET BO3HMKATh BCJIEICTBUE MyTa-
i B reHe Oeska |-amanTopa-pernenTopa JUMOIPOTeH-
HOB HU3KO# moTHocT (LDLRAPI), TOKaIM30BaHHOTO
Ha xpoMocoMme 1. MyTauuu B 9TOM reHe HapyllaoT B3au-
MOJEHCTBUE MEXIY JUMOMPOTeMHAMU HU3KOMW TIJIOTHO-
CTU U COOTBETCTBYIOIINMU peliernrtopamu |2, 3, 17].

BrisiBIeHMEe MyTalluK B TeHaX, BBI3BIBAIOIINX CEMEii-
HYIO TUTEPXOJECTEPUHEMUIO, OTHOCSIT K <«30JI0TOMY
CTaHAapTy» OWarHOCTUKU 3aboseBaHust [17]. OmHako
B CBSI3U C BBICOKOW CTOMMOCTBIO HCCJIEIOBaHUS OHO
HEJIOCTAaTOYHO IIIMPOKO BHEAPEHO B OOIIe KIWHU-
yeckKoi mpakTuke, ocobeHHOo B Poccunm [6]. HaubGo-
Jlee 4acTO TEeHETHYEeCKOE TeCTUPOBAHUE IPOBOAUTCS
Y B3POCIBIX, CTPaJalolIUuX HIIeMUYECKON O0JIe3HbIO
cepllia WK TIepeHecIInX MHapKT MUOKapaa B MOJIO-
oM Bospacte (1o 50 jet) Ha ¢hoHe TTOBBIIIEHUS] YPOBHS
X0JIECTEpMHA JIMMONPOTEMHOB HU3KOW TIUIOTHOCTH.
IIpy BBIABIEHWM Y HUX MyTalluM (TaK Ha3bIBaeMble
WHAEKCHBIE IMallMeHThI) OCYIIECTBISIETCS KaCKaTHBIN
CKpUHUHT — o0cJie1oBaHUEe POJCTBEHHUKOB TepBOM
cTereHu poacTBa [3, 6, 18]. B cBa3M ¢ ayToCOMHO-TOMM-
HAHTHBIM TUIIOM HacJjiegoBaHust 50% u3 HUX, BKJIOYast
JeTeii, OyayT UMeTh aHAJIOTUMIHbIE MyTallil U COOTBET-
CTBEHHO ceMeiiHyto runepxonecrepuHemuto [3]. Ecau
ponuTenb pedbeHKa ymMep OT paHHero mHpapkTa MUO-
Kapja, To JaXxe Mpyu yMEPEHHOU TUTIepX0JIeCTepUHEMU N
HEoOXOAMMO TIPOBOIUTH TEHETUUECKOE TECTUpPOBaHUE
IJIST AUArHOCTUKKM CEeMEHMHON THUTepXOoJieCTepUHEMUU
U OTIpEeAeNISITh YPOBEHD JUMOTPOTEMHOB KaK JTOMOTHM-
TeJIbHOTO (hakTopa prcKa pa3BUTHUS CEpAECYHO-COCYIU-
CTBIX 3a00seBanuii [3, 4, 6].

IMpumepHo y 20% MalMeHTOB ¢ CEMEMHOMN THUIIepXO-
JlecTepyHeMuel MyTaluu He oOHapyxkuBatoTcs. OnmHoi
U3 TPUYMH 3TOW CUTYallMM MOKET OBITh HEIOCTaTOY-
HbI€ YYBCTBUTEJLHOCTD U CTIEIM(UIHOCTb TeHETUIECKUX
texHosornii. Kpome Ttoro, psim nereit ¢ (peHOTUNIMYE-
CKMMM TIPOSIBIICHUSIMM CEMEWHOI TUIepXoJieCTepUHE-
MHe He UMEIOT TeHETUIECKUX MyTalluii U3BECTHOM 3Ha-
yumocTtu [3]. CremyeT NMOMHUTb, UYTO OTPMUATEIbHBIN
pe3ybTaT TeHEeTUYECKOTO TECTUPOBAHUSA TIPU HAJTUINU
(heHOTUTIMYECKUX TTPOSIBJICHUI 1 OTATOILIEHHOM 0 paH-
HUM CepJeYHO-COCYAUCTHIM 3a00JIeBaHUSIM aTepOCKIIe-

POTMYECKOTO TeHe3a HacJeACTBEHHOCTH HE MCKJIIouyaeT
HacJIeICTBEHHBIN XapakTep 3a00J1eBaHNs.

Knunuueckne mposiBIeHUs y ETel ¢ reTepo3vroT-
HOW rurnepxoJjiecTepuHEMHEl OTCYTCTBYIOT. DTa (opma,
KakK MpaBWJIO, BBISBISETCS CIydallHO TIpU OMOXMMM-
YecKOM MCCJIeIOBAaHMM KpoBU pebeHKa, Ha (oHe Apy-
TMX COMATUYECKUX WJIM WH(PEKIMOHHBIX 3a00JeBaHUM,
Korga oOHapyXuBaeTcsl TIOBBIIIEHUWE YPOBHSI OOIIEro
XOJIECTEpMHA W XOJIeCTepUHA JIMIOTPOTEMHOB HM3KOM
motHocTU. M3MeHeHMe 3TUX mMokKazarejeir y nerei
TakKe MOXET ObITh YCTAHOBJIEHO B XO/e OOC/eI0BaHUS
B paMKax KacKaJHOro CKpuHuHra [3, 4, 6].

IIpu romosuroTHoit ¢dopMe CUMIITOMbBI (IJIOCKHE,
TyOEpO3HBIE, CYXOXMJIbHBIE KCAHTOMBI, KCaHTEJa3Mbl,
JINTIOWTHAS TyTa pOTOBUIIbI) BOZHUKAIOT YK€ Ha TepBOit
nekane xuzHu [10, 18]. CumnTombl TOpaXkeHUsT cep-
JIEYHO-COCYAMCTON CHUCTEeMBI TMPOSIBIsIOTCS a0 10-yer-
Hero Bo3pacTa. ATEpPOCKJIEPOTUYECKUM ITPOIECCOM
MOPAaXXarTCsl COCYIbI 3IAaCTUYECKOTO TUIA, PE3KO YCKO-
psieTcst Tipoliecc (popMUPOBAHUST aTEPOCKIEPOTUIECKIUX
OJIsIIIIeK, YTO TIPUBOAMUT K CYKEHMIO COCYIMCTOrO pycia
KOPOHApHBIX, COHHBIX, MO3TOBBIX, PEHAJIbHBIX apTepUii;
MpPU 3TOM PUCK paHHETO pa3BUTUS UILIEMUYECKOI 0oJ1e3-
HBIO cepjilia yBeJnunBaeTcs mpumMepHo B 20 pa3 1o cpaB-
HEHMIO C TAKOBBIM B 00111e#t momyssiimu [3, 11, 12]. Mop-
¢donornyeckre ucCCAeAOBaHUS KOPOHAPHBIX apTepuii
YMEpIIUX eTel, CTpaaaBIIMX TOMO3UTOTHOU CeMEHOMI
TUTIEPXOJIeCTEPUHEMUEH, BBISIBISIIOT U3MEHEHUsI, COOT-
BETCTBYIOIIIME KOHEUHBIM CTaausIM aTepPOCKIIEpOTHUYE-
ckoro mpouecca [10, 18, 19].

WMHbapkT MroKapJa MOXET BCTpeuyaThCsl YXKe B Mep-
BOM JIECSITUJIETUU XXU3HU Y PELIENITOP-HEraTUBHBIX IeTel
1 BO BTOPOM JIECSITUJIETUM XU3HU Y pelenTop-aedex-
TUBHBIX MTAlIMEHTOB. BbIcOKa yacToTa BHEe3armHo cepaeyd-
HOI cMepTH Ha poHe ocTporo nHdapkra Mmuokapaa [10].
ATEpOCKIEpOTUYECKHUM MPOIIECCOM TTopaxaloTcsl KOpeHb
aopTel 1 aopTanbHBIN Kimamad [10, 15, 18]. Yacto BO3-
HUKAIOT JIeTeHepaTUBHbIE U3MEHEHUsI CTBOPOK a0pTajib-
HOTO KJjaraHa 3a CYeT OTJIOXEeHUS JUnuaoB. TumnuyeH
CUCTOJIMYECKUIA IIIyM WM3THAHUS HaJ aopTaJbHBIM Kia-
MaHOM 3a CUeT HaJ- WU/WIM KJIAllaHHOTO aopTaJbHOTO
creHo3a [20]. OtioxeHue XojiecTepMHA Ha CTBOPKax
a0pTaJIbHOTO KJIaraHa TakKXe MOXET MPUBOIUTH K aop-
tanmpHOM HemoctatoyHocT [10, 20]. CreHoxapaus
HarpsDKeHUsT BOBHMKAET BCJIEJICTBUE KaK aopTajlbHOTO
CTeHO3a, TaK M KOPOHApHOTrO aTepockiepo3a. B ciyuae
aTepOCKJIEPOTUUECKOTO0 CTeHO3a pPEeHaJIbHBIX COCYIOB
MPUCOENNHSIETCS apTepuajbHasi TurepTeH3usi. Perern-
TOp-HEraTUBHbBIE MAIlMEeHThI, KaK MPaBUIO, HE JOXKUBAIOT
1o 20-JIeTHeTro Bo3pacTa, eCJIi He IIPOBOANTCSI KOMOMHM -
poBaHHasl TUIOJUIIMAEMUYECKasl Teparusi; pelenTop-
nedekTHbIe aiueHTs! XuByT a0 30 get [10, 18, 19].

IIpu reTepo3uroTHOI rUMNEepPXoJieCTepUHEMUN aTEPO-
CKJIEPOTUYECKUI TpOllecC HAaUMHAET KIMHUYECKHU TIPO-
saBaAThCsl Tocae 17—20 ner xu3Hu. Tak, y oHOIIEH
C TeTEPO3UTOTHOM TMITepX0JeCTePUHEMHUEH TTepBbIE CITy-
yay MIIEMUYECKOU 0O0JIe3HU cep/lla OMUCAHbl, HAYMHasI
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¢ 17-netHero Bo3pacra, a y I€BYIIEK HECKOJbKO MO3XE,
HauuHas ¢ 25 net. [1o TaHHBIM UCCIeTOBaHUIT MOJIOIBIX
naueHToB oT 20 10 29 jieT ¢ reTepo3UroTHON TUTIEPXO-
JIeCTepUHEMHKE, B IEpUO, KOTIa He ellle MPOBOIMIOCH
JIeYeHUe CTaTUHaMU, PUCK Pa3BUTHS (haTaTbHBIX Cepey-
HO-COCYIMCTBIX 3a00JIeBAHUI YBEJIMYUBAJICS Y KEHIIWMH
B 125 pa3, a y MyXXuuH B 48 pa3 o cpaBHEHUIO C JIULIAMU
C HOpMaJIbHBIM YPOBHEM XxoJjiecTepuHa [21, 22].
OCHOBHBIM METOIOM paHHE JIMAarHOCTUKU JIOKJIM-
HUYECKOTO aTepocKJiepo3a y IeTei ¢ CEMEMHOI rumepxo-
JIeCTepUHEMUEN CUMTAETCS OTIpe/ieSIeHMe TOMIUHBI KOM-
TUIeKca MHTUMa—MeIus COHHbBIX apTepurii. YCTaHOBJIEHO,
YTO y AETEU C CEMEWHO TUTIEPXOJIECTEPUHEMUEHN YBEIU -
YeHHue TOJIIMHBI KOMILJIEKCa MHTUMa—Menua HadyuHa-
ercs yxe B Bospacte 7 jieT [23]. Bmecte ¢ Tem Ha (oHe
JIeYEeHUsI CTaTUHAMU CTEeTIeHb TPOrpPecCUpoOBaHUSI aTepo-
CKJIEPOTMYECKOTO Tpoilecca 3amemisiercss v uyepe3 10
JIET Teparnuy TeHISHINS K YBEJIUYEHUIO TOJIIIMHBI KOM-
TUieKca y TalMeHTOB C TeTepO3UTOTHON TUIIepXOJiecTe-
puHEeMuel MO CpaBHEHUIO C TPYIIO C HOPMaJIbHBIM
YPOBHEM XOJIeCTepMHa He JOCTUTaeT CTaTUCTUYECKOM
3HAYUMOCTU [24]. ¥V B3pOCHbIX MALMEHTOB C TE€TEPO3U-
TOTHOM (hOPMOI1 paHHSISI AMAarHOCTHUKA CYOKITMHUYECKUX
¢dopM KOpoOHaApHOTO aTepocKiiepo3a TakxKe BO3MOXHa
1O JAHHBIM KOMITHIOTEPHOUW KOPOHApHON aHTHOorpadun
VI MAaTHUTHO-Pe30HaHCHOI ToMorpaduu |8, 17].
JImarnoctuka. /InarHocTUKa TeTepO3UTOTHOI ceMeii-
HOI TUTEPXOJIECTEPUHEMUHN MTPOBOINUTCS Ha OCHOBAaHUU
roanaHackux (Dutch Lipid Clinic Network), 6putan-
ckux (Simon-Broome Registry) uam amepukaHCKUX
(rporpaMma JIMAarHOCTUKU W TPOMWIAKTUKU paHHEH
cmeptn — MedPed-US Make Early Diagnosis Prevent
Early Death) xputepues [1—6, 25]. YV B3pocabIx s aua-
THOCTUKM TeTEePO3UTOTHOM opMbl Haubojee YacTo
WCTIONIB3YIOTCS TOJUTAHACKUE KPUTEPUU, TIPEUMYIIECTBO
KOTOPBIX COCTOUT B pPa3HOCTOPOHHEN KOMIUIEKCHOM
OlLIEHKE JaHHBIX aHaMHe3a, (PeHOTUITMYECKUX TIPOSIBIIC-
HUI M TeHeTu4yeckoro TtectupoBaHus. [IpousBommuTcs
OayibHasi OlLlEHKa OCOOEHHOCTEN CeMeWHOUl WCTOpUM,
aHaMHe3a 3a0ojieBaHUsI, pe3yJbraToB (DU3MKAIBHOTO
o0cyieoBaHMsI, YPOBHSI XOJECTEpPUHA JIMIIONMPOTEUHOB
HU3KOI TUIOTHOCTM B KPOBM U T€HETUYECKOTO aHaJIN3a
JHK. B 3aBUCMMOCTM OT MOJIyuUeHHOI CyMMBbI OajljioB
IMarHO3 CEeMEMHON TUIEepXOJeCTEPUHEMUMN pPaHXKHU-
pyeTcsl Kak oTmpene/ieHHbIN, BEPOSITHBIM WMJIM BO3MOX-
Hblil. OgHAKO 3TU KPUTEPUU A0 HACTOSIIIETO BPEMEHU
He PEeKOMEHIYIOTCS I MpUMEHeHUs y aeTeit [2, 3, 6].
CornacHo EBporeiickum pekoMeHaanusM T0 JuarHo-
CTHUKE CEMEIHOI rMTIepX0JIeCTEPUHEMUM Y IETeH ClieayeT
HCTIoNb30BaTh OputaHckue Kputepuu (Broome familial
hypercholesterolemia Registry). [Ipu 3TomM onieHuBaeTcst
OTSITOIIIEHHOCTb POJIOCIOBHOM TI0 paHHUM CepAeYyHO-
COCYIMCTBIM 3a00JIeBaHUSIM POAUTENIC M POJACTBEHHU-
KOB BTOpO# CTereHu pojcTBa (uieMuyeckass 00Je3Hb
cepaua, WHGapKThl MMOKapJaa Y MYXYMH 10 55 JeT,
y XeHIIWH 0 65 JieT) 1 TOBBIIIeHNEe YPOBHS XOJecTe-
pUHAa JIMTIONIPOTEMHOB HU3KOM TJIOTHOCTU. ClieayeT moji-
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YepKHYTh, YTO TUaTHOCTUYECKUIT YPOBEHb XOJeCTepUHA
JINTIOTIPOTEMHOB HU3KOM TUIOTHOCTU BapbUpYeT B 3aBH-
CUMOCTH OT HaJIWYMSl PAHHUX CEePHAEYHO-COCYIUCTBIX
3a00JIeBaHUI Yy poauTeSieil M POJCTBEHHUKOB BTOPOW
CTeTIeH! POACTBA M Bo3pacTa pebeHka [2—5].

VY nereit muagmie 10 €T OCHOBHBIM KpUTEpUEM
MOCTAaHOBKM JMAarHo3a CEMEWHOW TUMIepXxojecTepuHe-
MHWU CJIYXWT YpOBEHb XOJeCTepUHa JIMIOTPOTEUHOB
HU3KOM TUIOTHOCTH GoJiee 4 MMoutb/71 (160 mr/mn). B ciy-
yae, €CJIM IMarHOCTUKA TUTIEPXOJeCTepUHEMUU TTPOBO-
JIATCS B paMKaX KacKaJHOTO CKPMHUHTA (KOT/Ia Y OMHOTO
U3 pOIMTEJICH, Jallle y OTIa, BBISIBJICHBI Te€HETUYECKU
BepU(UIIMPOBaHHAs TUTIEPXOJIECTEPUHEMHST U UH(DAPKT
MUOKap/ia B MOJIOZIOM BO3PACTe), TO AMArHO3 MOXET ObITh
YCTaHOBJIEH TPU YPOBHE XOJIECTepUHA JIUTIOTIPOTEUHOB
HU3KOM TioTHOCTH 60osee 3,5 mmounb/a (130 mr/m).

Ecnm y peGeHKa OTCYyTCTBYET OTSITOIIEHHASI TI0 paHHUM
CepIEUYHO-COCYIUCTHIM 3a00JIeBaHUSIM HACJIEICTBEHHOCTb,
JIMaTHO3 CEMEWHOW TUIIEepXOJIECTEPUHEMUN JTOKEH OBITh
MPENToaIoXeH Tpu 0osiee BHICOKMX YPOBHSIX XOJIeCTeprUHA
JINTIOTIPOTEMHOB HU3KOM TJIOTHOCTU — Oosee 4,9 MMOJTb/JT
(190 mr/mn). ITpu 3TOM HEOOXOAMMO TOATBEPAUTH TTOBbBI-
IIEHUE YPOBHST XOJIECTEpUHA JIUTIOMPOTEMHOB HU3KOM
TUTIOTHOCTM B JIBYX aHajJM3ax ¢ MHTepBajioM 3 mec [2—4].
CrieyeT NCKITIOYUTD BTOPUYHBIE (DOPMBI TUTIEPXOJIECTEPH -
HeMuu, 00yCJIOBJIeHHbIE HapyllleHeM (hYHKIIMU IITUTOBU/I-
HOW XeJle3bl (TUITOTUPe03), He(POTUUECKIM CUHIPOMOM,
XPOHUYECKOI TTOYeYHOI HEAOCTAaTOUHOCThIO, OOJIE3HSIMU
Me4YeH!, TIPOTEKAIIIMMHU C XOJIECTa30M, aHOPEKCHUEH,
MpUMEHEHUEM JIEKapCTBEHHBIX MpenapaToB (TJTIOKOKOPTH-
KOMJIbI, THTUOMTOPBI TIpoTeas) [2—4].

JleTCKUit BO3pacT — ONTUMAJIbHBINA MepHO st AUD-
depeHIIMpOBaHUS MEXIY CeMeHOW U HeceMeiHOoM
TUTIEPXOJECTEPUHEMUEN, OOYCIOBICHHOW CpPEOOBBIMU
¢akTopamu (B MepBylO ouepedb AMETONH) U TOPMOHAIb-
HBIMU BIUSHUSIMUA. Eclii y pebeHKa MOBBIIIeHNEe YPOBHS
XOJIECTEpUHA  JIMTIOTIPOTEMHOB  HM3KOW  TIJIOTHOCTHU
coxpaHsieTcss Ha (hoHe ITUEThI, OTPaHUYMBAIOLIEI TTOBBI-
IIeHHOE TIOTpebJieHne XoJiecTeprHa, CeMEMHBIN Xapak-
Tep 3a00s1eBaHusI BeCbMa BeposiTeH |3, 4].

YpoBeHb XoJiecTeprHa JIMTIONIPOTEMHOB  HU3KOM
ruiotHocTn Gosiee 13 mMmonb/n (500 mr/min) ykasbiBaeT
Ha HaJuYue TOMO3HMTOTHON THIEPXOJeCTepUHEMUN,
XOTSI BO3MOXHBI M 0oJiee HU3KHWE 3HAYeHMSI B CBS3U
¢ TeHeTMUYecKoil reTeporeHHocThio [5, 10, 26,]. Kpome
TOTO, CJIeAYeT YYMTHIBATh CYIIECTBOBAHME IEPEXOTHOMN
30HBI MEXIY TeTepO- M TOMO3UTOTHON THUIIepXOJIeCTe-
pUHEeMMel, KOrga ypOBeHb XOJIECTEpWHA JIUMOMPOTEN-
HOB HU3KOM TJIOTHOCTU KoJjiebyieTrcst oT 8 o 13 MMoJib/1
(300—500 mr/mn) [4, 5, 10, 26].

Tvnbl CKPUHMHTA HA THIIEpXoJiecTepuHeMMIO. [I7s BbIsIB-
JIEHUVSI TUTIEPXOJIECTEPUHEMHY B HACTOSIIIIEE BPEMST MCTTOJb-
3YIOTCST pa3IMYHbIe BUIbI CKPUHMHTA: KaCKaIHBIN, CeleK-
TUBHBIN WU LIEJICBOM W YHUBEpCATbHBIN [2—4, 6, 27].

Kackaounwiii ckpunune B HacTosiliee BpeMsl TIpUMe-
HeTcs B OOJNBIIMHCTBE CTpaH Mupa. [lpym KacKagHOM
CKPUMHMHIE TIPOBOMAT TIOCJIEOBAaTEIbHOE H3MEpeHUe
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rnokasaTesieil JIMMUIHOTO COCTaBa KPOBU Y OMXKaMIIMX
POICTBEHHUKOB JIIA C TUATHOCTUPOBAHHOW CeMeHHOM
TeTEPO3UTOTHON TUTIEpXOJIecTepUHeMUel (MHICKCHBIN
mauyeHT). [To Mepe BBISIBIEHMSI HOBBIX TAIMEHTOB MX
POICTBEHHUKM Takxke obcniemytorcst. KackamHblii CKpH-
HUHT — HanboJiee 1eJieco00pa3HbIil Croco0 AMAarHOCTUKU
CEMEMHON TeTePO3UTOTHOM THUIEPXOJECTEPUHEMUN, TaK
KaK TIO3BOJIET BBISIBUTH MAIIMEHTOB Ha JOKJIMHUYECKOM
craiuu. DTOT BUI CKpPUHMHTAa Haubosee 3¢hdeKTruBeH
1 HanboJjiee SKoHOMMUeH [2—4, 6, 27]. YyBCTBUTETBHOCTh
U CHeMOUUIHOCTh KaCKaJTHOTO CKPWUHWHTA ISl TUATHO-
CTUKU TEeTEepPO3UTOTHOM TUIepxojecTepuHeMun B Poc-
cuiickoit momynsammu coctaBnsier 93 m 82% cooTset-
CTBEHHO [6]. B 00111€eil MpakTUKe AUarHOCTUKA CEMENHOM
TUTIEPXOJIECTEPUHEMUM Ha OCHOBAaHWU TOJBKO KITMHHMYE-
CKUX KPUTEPUEB UMeeT 0oJiee HU3KYIO YyBCTBUTEIBHOCTh
(46%) v cietmuaHocTh (88%) [3, 6].

Eciu y maumeHTOB C ceMelHOM TumepxojiecTepu-
HeMMel BBISIBCHBI MyTalliy, BbI3bIBAIOIIME 3a00Jie-
BaHWe, TO 3(G@EKTUBHOCTh KaCKaTHOTO CKPMHWHTA
noBbImraercs [2, 3, 6]. Tlpu atom y 50% poAacTBEHHUKOB
MepBOIi CTeTNeHN POACTBA, B TOM YHUCIIE AeTel, TUarHOCTU-
pyeTcsl ceMeitHast reTepO3UTOTHAsI TUTIEPXO0JIeCTEPUHEMMUSI.
IMocnenyromiee TeHETUUECKOE TECTUPOBAHUE POJICTBEH-
HUKOB TIepBOii cTemieHU poxactBa umeeT 100% uyBCTBU-
TEBHOCTb W CMIELIM(UIHOCTD, B TO BpeMsT KaK TpU ITHa-
THOCTUKE TOJIbKO Ha OCHOBAaHWM KIMHWYECKUX TaHHBIX
YYBCTBUTEJIBHOCTb U CHieM(PUUHOCTL Koseborcst ot 70
1o 85% [28]. Y nmereil ¢ KIMHUYECKUMM IPOSIBIIEHUSIMU
TUTIEPXOJIECTEPUHEMUN, POAMTEM KOTOPBIX CTPajgaroT
5TUM 3a00jieBaHWEM, MyTallid B TeHaX, KOIWPYIOIIMX
JIMITAAHBINA OOMEH, BBISIBJISIIOTCS ¢ 4acToTOM 10 95% [29].
Ecmmu 6obHBI 00a pomutens, To B 25% ciydaeB MOXKET
OBbITH IMarHOCTHPOBaHA TOMO3UTOTHASI THIIEPXOJIECTEPH-
Hemus [10, 26]. B CIIIA, eBporeiickux ctpaHax u Poccun
obOcenoBaHue JeTeil B paMKaX KacKaJIHOTO CKPMHWHTA
pPEKOMEHIyeTCsT TIPOBOIUTD, HAUMHASI C ABYXJIETHETO BO3-
pacra [3, 6, 27]. B BentukoGputaHuu Hayajao KackaaHoro
CKpUHMHTa OoTHOCcUTCS K Bospacty 10 ser [4]. [1pu momo-
3pEHUM Ha TOMO3UTOTHYIO TUIIEPXOJECTEPUHEMUIO CKPH-
HUHT IMPOBOAMNTCI MaKCUMaJIbHO paHo [3, 6, 10, 17].

Tapeemnbii (MW 1IeN€BOM) CKpUHUHZ BKJIOYAET
obciiefoBaHue JeTeil ¢ OTSTOIIEHHOM MO paHHUM Ccep-
JIEYHO-COCYINCTBIM 3a00JIEBAaHUSM aTEePOCKIIEPOTUYE-
CKOTO TeHe3a HACJeICTBEHHOCThIO (Y POAUTENEH W/WIn
POICTBEHHMKOB BTOPOIi cTereHW poxactsa) [3, 6, 28].
CKpPUHUMHT HauyWHaeTCs y JeTeil ¢ 2-JeTHero Bo3pacTa.
IIpy BBIABIEHUM YPOBHSI XOJeCTEpWHA JIUTIOMPOTEU-
HOB HM3KOI1 ToTHOCTH 60osee 4,0 MMob/a (160 Mr/mr)
HEOOXOIMMO JBaXKAbl TOBTOPUTH aHAIW3, WCKITIOUYUTh
BTOPUYHBIE TIPUYUHBI TUTIepXoJiecTepuHeMun [3, 6, 29].
B ciyyae cMepTH pomuTenieil OT NIeMUYeCKO 6oIe3HI
cepilia Jaxke MpH YMEPEHHOM THMIepXOoJecTepUHEMUN
HEOOXOIUMBI TEHETUIECKUI TeCT U OINpeae/ieHUe JTUTO-
npoteuHa (a) [3, 6, 25].

Yuueepcanvnuiii ckpunune — 00CIeTIOBaHUE BCeX IeTel
B momyasiuuu. B eBpomeiickux cTpaHaX OH TPOBOIUTCS

B CJIOBEHMU y HOBOPOXJIEHHBIX U NETeil B Bo3pacte 5
set [29]. Hemelnkoe oO11ecTBO TMeauaTpuu M IOAPOCT-
KOBOI METUIIMHBI TakKXe PEKOMEHJIyeT 0O0cCieloBaHue
IIUISI BBISIBJICHUSI BBICOKOTO YPOBHSI XOJIECTEpMHA BCeX
nereii B Bo3pacte S jet [4, 30]. B CLLIA yHuBepcanbHbIit
CKPUHMHT JeTeil MpoBoAUTCS B Bo3pacte 9—11 et oTua-
CTU TIOTOMY, YTO CEJIEKTUBHBIA CKPWUHWHT, OCHOBAHHBIM
Ha JaHHBIX 00 OTSTOIIEHHOW MO paHHUM CEPIEYHO-CO-
CYIUCTBIM 3a00JIeBaHUSIM HACJIEICTBEHHOCTH, OKa3aJcs
HEIOCTaTOYHO 3(P(HEKTUBHBIM JJIST BBISIBICHUS HeTei
C BBICOKMM YPOBHEM XOJIECTEpMHA JIUIOTIPOTEMHOB
Huskoi ruiotHocTtu [30, 31]. Bospact 9—11 ner cuura-
€TCST ONTUMAJIBHBIM, TIOCKOJIbKY TOPMOHAJbHBIE CIBUTH
nyoepTaTHOTO Tlepuoja y AeTeit, HauuHasl ¢ 12-J1eTHero
BO3pacTa, MOTYT CHUXaTb YPOBEHb XOJIeCTepUHA JIUTIO-
MPOTEMHOB HU3KOM TIJIOTHOCTH, TEM CaMbIM TPUBOJIS
K JIOKHO OTpUIIATeJIbHBIM pe3yJibTaTaM. YHUBEpCalib-
HBI CKPUHUHT TaKKe MOXHO OCYIIECTBIISITh Y TIOIPOCT-
KoB B Bo3pacte 17—21 roma [7, 9]. CKpMHUHT MOXET
MPOBOANTBECSI B paMKaxX IJIJAHOBOTO BUW3MTa K Bpady.
ITpu BBISIBIEHUW YPOBHS XOJIECTEPUHA JIUTIOMPOTEUHOB
HU3KOH TUIoTHOCTH Oosiee 5 Mmouib/ (190 mMr/mn) ananus
MOBTOPSIIOT JIBaX/bI, MCKJIIOYAIOT BTOPUYHBIE CIy4au.
ITpu moATBepXXKIEHNN CEMEWHOM THTIEPX0IeCTepUHEMUN
OCYILECTBIISIETCS] KAaCKaaHBIM CKPUHUHT OJIMKaNIINIX
poincTBeHHUKOB [4]. B Hactosiiiee Bpemsi o0cykmaeTcst
BBeJleHNE YHUBEPCAIbHOTO CKpyHUHTA B Poccun [6].

lenemuueckuil ckpurHune He TIPUMEHSIETCSI B OOBIYHOM
KJIMHWYECKON TTpaKTUKe, OMHAKO MOXKET OBITb MCIOJIb-
30BaH TpU HEOOXOAMMOCTU. BhIsiBIeHUE XapaKTepHOM
MyTallMi 9acTO YBEJWYMBAeT IMPUBEPKEHHOCTh ITaly-
eHTa K tepanuu. Kackamusiii JIHK ckpuHuUHT 11okazaH
B cllyyae, eclii UAeHTU(UIIMpOBaHa MyTallus B CEMbeE.
et ¢ momo3peHHeM Ha TeTEPO3UTOTHYIO TUIIepXoJie-
CTepUHEMIO MOTYT OBITh CKPUHUPOBaAHbBI C BO3pacTa 5 JeT
[2, 3]. [1pn peamnosaraeMoii TOMO3UTOTHOM TUTIEPXOJie-
cTepruHeMUU (MIpU HAJIMYUM 3a00JIeBaHUSI Y 2 pOAUTE-
JIeil MY TIOSIBJIEHUM KCAaHTOM y peOeHKa) TeHETUIECKUit
CKPUHUHT MPOBOAUTCS MaKCUMayibHO paHo [10, 17, 26].
JIeBOYKM M MaJTbUMKKM CKPUHUPYIOTCSI B OJHOM BO3pacTe
[2—4]. BaxHo, 4TO OTpULIATEJIbHBII TeHETUYECKUIT TECT
HE TI03BOJISIET TTOJTHOCTHIO UCKJTFOUUTH CEMEMHYIO TUTIEP-
XOJleCTepuHeMHUIo, TaK Kak y 20% OOJTBHBIX MyTaIlu
He BBISIBIISIOTCS [2, 3].

Crparerusi BbISIBJIEHHS] U BeJIEHUS JIeTell ¢ reTepo3uroT-
HOil rumepxoJiectepudemueii (puc. 1). B ciayyae BbisiBie-
HUSI BBICOKOTO YPOBHSI OOILIETO XOJecTepuHa y pedeHKa
npu o0cyienoBaHUM Ha (OHE MHTEPKYPPEHTHOrO 3ab0sie-
BaHMSI, KACKaTHOTO CKPMHWHTA WJIH 110 APYTMM TTPUYIMHAM
HEOOXOIMMO OTpENeIEHUE YPOBHSI XOJIECTEPUHA JIUIIO-
MPOTEMHOB HU3KOM IJIOTHOCTH; IIPY KOHIIEHTPAIIUH BBITIIE
4 MMOJIb/NT ClieayeT MPOBECTU TMOBTOPHOE OMpEIEIeHUE
YPOBHST JIMTTUIOB Y MCKITIOYUTh MPUYUHBI, BbI3bIBAIOIINE
BTOpUYHBIE (hOPMBI THUIepXojecTepuHeMun. [1pu ycToii-
YHUBOM TIOBBIIIEHUW KOHIIEHTPALIMM XOJIeCTepyuHA JIUIIO-
MPOTEeMHOB HU3KOM TJIOTHOCTHU (Oosiee 4 MMOJIb/JT) peKo-
meHnyercs JIHK-tectupoBanue Ha onpezeneHre MyTaluii
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Bbicokunin

Bbicokuii
XONecTepuH
y pebeHka

XOJIECTEPVIH
y poautenen

¥ '

Crxc
Ha doHe
MyTaLumm

XC = —4 MMONb/N HANOEHHBIN MPU:
*+ KackagHOM CKPUHHUWHTE;
- 06cnenoBaHnM No APYrM NpuyinHam’

MpuynHbl 06CNneaoBaHns poauTenen:
* KJIMHMYECKNE OaHHbIE;
+ pasHasa MIBC poacTBEHHUKOB;

‘ y pogutenen * KackagHbI CKPUHUHT
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Puc. 1. Crparerusi BbisIBJIeHUS M BeIeHUs JeTeil ¢ ceMeiiHoii runepxosiecrepunemueii. Anantuposano u3 U. Ramaswamia u coasr. [4].
CI'XC — cemeiinas runepxoJecrepunemust; XC JITTHIT — xonecTepuH JunonpoTenHoB HU3Koii miotHocTi; UBC — nimemmuyeckas
Oosie3nnb cepaua; L DL R — reH penentopa JUNONPOTENHOB HU3KOI mioTHOCTH; A POB— ren anonporenna B; PCSK9— ren nponpo-
TENHKOHBEPTA3bI CYOTUIN3MH/KEKCHH 9-T0 THNA.

Fig. 1. Strategy for identifying and managing children with familial hypercholesterolemia. Adapted from U. Ramaswami et al. [4].
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B OCHOBHBIX Te€HaX, BBI3bIBAIOIIIX TMTIEPXOJIECTEPUHEMMIO:
LDLR, APOB, PCSK9. BrbisiBneHue MyTaluy TOATBEpP-
KIaeT IMarHo3 CeMeHOoN rurepxoyiecTepuHeMuu. Jersm
C YPOBHEM XxoJjiecTepuHa Oosee 3,5 MMOJIb/JT Ha3HAYaeTCsI
MeIMKaMeHTO3Hoe JiedeHue. [Ipu Gojice HU3KOM ypOBHE
XOJIECTepUHA JINTIONTPOTEMHOB HU3KOW TJIOTHOCTU JETei
OepyT IO IWCMAHCEpPHOE HAOMIOAeHUE ¢ KOHTPOJIEM
B Bo3pacte 8, 10 j1eT, najiee eXXeroaHo.

B otcyTcTBUE MyTalMii y AeTeit nanbHERIIas TaKTUKA
3aBUCUT OT YPOBHS XOJIECTEPUHA JINTIONPOTEMHOB HU3-
KOU TUIOTHOCTU:

— 1ipu 6osiee S MMoJib/J1 (190 Mr/miT) BEposiTHO Hallu-
yye TUTEPXOJeCTepUHEMUN, TTOKa3aHO MeIUKaMEHTO3-
HOE JIeYeHUe;

— nipu 6osree 4,0 Mmomb/n (160 mr/mn) B codera-
HUU C OTSITOIIEHHOM MO0 paHHUM CEPAEeYHO-COCYINUCTHIM
3a00/IeBaHUSIM  HACJIENICTBEHHOCTBIO TaKXe BepOsITHA
ceMeifHasT TUTIEpXOJIeCTEPUHEMUST U TI0OKa3aHO MeIuKa-
MEHTO3HOE JIeUeHNE;

— npu MeHee 3,5 MMOJIb/J JMArHo3 CeMenHOoM
TUTIEPXOJIECTEPUHEMUN MAaJIOBEPOSITEH, TTPOIOJIKAETCS
NMHAMUYecKoe HalJIloJIeHUe.

Btopoit BapuaHT cTpaTeTMHn OCHOBaH Ha BBISIBIIEC-
HUU BBICOKOTO COIEpKaHUs XOJeCTepuHa y POAUTENEi
pebenka. B Takoil cuTyallnu clieAyeT YTOYHUTh MPUYUHY
BBISIBJICHUST TUTIEPXOJIECTEPUHEMUM (CITydalfHOE BBISB-
JIEHWE TIpU TIJIaHOBOM 00CJIeOBaHUM 0e3 KITMHUYECKUX
CUMIITOMOB, COYETaHWE C CHUMITOMAMU paHHEW WIle-

MUYECKOl OoJie3HM cepalla, 00CienoBaHWE B paMKax
KacKagHOTO CKpUHMHra). B manbHelilemM ocyuiecTBisi-
ercst IHK-o6cnenosanue poaureneii. [Ipu monrBepxie-
HUU y HUX MyTaiuu npooautcst JJHK-tect y nereii:

— eclii y pebeHKa Tak:Ke BbIsIBJIeHA JaHHAast MyTaLusI,
TO JIMATHO3 CEMEMHOM TUIepXOJIeCTepUHEMU Bepudu-
LIMPOBaH, Ha3HAYaeTCs Teparus;

— ecau y pebeHKa MyTallusl He BBISBISIETCSI, TO OH
OepeTcs mon HabJoeHue, KOHTPOJb JUITONMPOTEMHOB
MPOBOJAUTCS B BO3pacTe 5 W § JieT; 1uarHo3 ceMeiHou
TUTIEPXOJIECTEPUHEMUM MAJIOBEPOSITEH;

— €CIM 'y poauTeNeil MyTaius He BBISIBISIETCS,
TO JaJbHEHINAsT TAKTUKA OMpeAeliIeTcs] YPOBHEM XOJle-
CcTepuHa JIMTIOTIPOTEMHOB Y pedeHKa:

* €CJIM YPOBEHb XOJIECTEPUHA JIUTIOTIPOTEMHOB HU3-
KOW TUIOTHOCTH BbIlie 5,0 MMOJIb/JT Y UCKIIIOUEHBI BTO-
PUYHBIE TPUYUHBI TUTIEPXOJIECTEPUHEMHUH, TO TUArHO3
CeMeHOM TUIepX0JeCTepUHEMUN Y peOeHKa BEepOsITEeH,
MoKa3aHO MEeIMKAMEHTO3HOE JIeUeHUE;

* €CJIM YPOBEHb XOJIECTEPUHA JIUTIOTIPOTEMHOB HU3-
Koi muioTHOoCcTH Bbile 4,0 MMOJIb/JT M MMEETCSI OTSITO-
1IEHHAs TI0 PaHHUM CEepAeYHO-COCYIUCThIMU 3a00JieBa-
HUSIM HACJIEICTBEHHOCTh (3a00JieBaHWE y POAUTENEit),
TO IMArHO3 CEMEHHOI TUIIEPX0JIeCTePUHEMUN BEPOSITEH,
MoKa3aHO MEeIMKAMEHTO3HOE JIeUeHUE;

* €CIM  YpOBEHb XOJIeCTepUHA JIUTIONIPOTEUHOB
B HOpPME, TO TMArHO3 CeMEMHOU TUrepxojecTepuHeMun
CHUMAEeTCSI.
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Jleonmvesa U.B. COBpeMCHHaﬂ CTpaTerusd IMarHoCTUKU U JICUEHUA CEMEIHOI I‘eTepOSHl‘OTHOﬁ TUTIEPXOJIECTEPUHEMUU yﬂCTeﬁ

Juddepenuuanbuas qmuarnoctuka. CemeitHyio rumnep-
XOJIECTEpUHEMMIO  HeoOxoauMo  nuddepeHInpoBaTh
OT cleAylouuX 3a00JeBaHUIl: ayTOCOMHO-PElLEeCCUB-
HOI1 TUMEePX0JIECTEPUHEMUHN, CUTOCTEPOJIEMUU, OOJIE3HU
JIN30COMAJIBHOTO HAKOTUIEHUsI 9(UPOB XOJIeCTepUHA.

AymocomHo-peyeccugnas eunepxonecmepuremus pas-
BUBAETCSl BCJICACTBME MYTAllMU B FeHE ajanTopa perern-
TOPOB XOJIECTepUHA JUMONPOTEMHOB HU3KOW TJIOTHOCTU
niepsoro tumna (LDLRAPI). I1pu 3TOM pelienTopbl JUTO-
MPOTEUMHOB HU3KOU TIJIOTHOCTU HE CITIOCOOHBI K WX ajie-
KBaTHOMY BBIBEJIEHUIO M3 KPOBOTOKA, YPOBEHb XOJIECTE-
pUHA JIUITONPOTEMHOB HU3KOW TUIOTHOCTU TPUBBIIIAET
4,0—5,0 MMob/J1, XapaKTepHO HaJIMYMe KCAaHTOM OOJIb-
moro pasmepa. Bo3aMoxxHO paHHee pa3BUTHE UILIEMUYE-
CKOI 00s1Ie3HM cepjlla Ha TPEThbeM AECSITUICTUM XKU3HU.
VY 1erepo3UroTHBIX POAMTENIC TAllMEHTOB OTMEYaeTcs
HOpMaJIbHBIII ypOBEHb B KPOBU XOJECTEpUHA JIUTIO-
MPOTEMHOB HU3KOM MioTHOCTU. MyTtauuu B reHe LDLR
OTCYTCTBYIOT |2, 3, 8].

bema-cumocmeponemus BO3HUKaeT Ha ¢doHE MyTa-
uuit B reHax ABCGS n ABCGS, Konupyronmx COOTBET-
crBytoniue TpaHcnoprepsl  ABCGS5, ABCGS8 (ctepo-
guH 1, 2). Ilpu srom pe3ko (B 30 pa3 BbIllle HOPMBbI)
YCUJIMBAETCSl  BCAaChblBAHUE  CTEPOJIOB  (CUTOCTEpoJa
U XoJecTaHojla) B KHIIEUHUKE, OHW HaKaruIuBalOTCsI
B TKaHsX [32]. YpoBeHb 00IIero xojecteprHa B KpOBU
BapbupyeT OoT 17 MMOJIb/JT 1O HOPMBI; YPOBEHb XOJIeCTe-
pUHA JIMTIONTPOTEMHOB HU3KOM TUIOTHOCTU B HOpMe. Bo3-
MOHBI KOXHBIE Y CYXOXUJbHBIE KCAHTOMBI (Ha CyXO-
KWJIMSIX — pasrubatenieii  pykK, KOJEHHBIX CYCTaBOB),
AOpPTAIbHBIN CTEHO3. XapaKTepHO paHHee pa3BUTUE aTe-
pockiepos3a. HYacTo BcTpeyaeTcsi TeMoJii3 3PUTPOLIUTOB.

CrietuIecKUM MPU3HAKOM CITYKUT YBEJTMYEHUE COMEP-
JKaHUs OeTa-CUTOCTepoJioB B KpoBu ot 120 1o 270 mr/m.

Aymocomuo-peyeccugnasi — 001e3Hb  AUBOCOMANLHOZO
HaxKonaeHus 3Qupos xorecmepuHa CBsI3aHa ¢ MyTallUSIMU
B reHe LIPA, oTBevyawIleM 3a CUHTE3 JTU30COMHOM KKC-
Jioit mumasbl. [en kapTupoBaH Ha xpomocoMe 10, Hace-
JIOBaHWE TI0 ayTOCOMHO-PEIIECCUBHOMY THUIly. MyTaiuu
MPUBOISIT K 3HAYUTEIBHOMY CHIKEHWIO WA OTCYT-
CTBUIO aKTUBHOCTU (hepMeHTa JIM30COMHOI KHCIIOM
nunasel. [Ipy 3TOM XOJecTepuH JUIONPOTEMHOB HU3-
KOW TIJIOTHOCTU 3aXBaThIBAETCSI C TTOMOIIBIO COOTBET-
CTBYIOILIETO PELIETITOPa U TPAHCTIOPTUPYETCS B JIM30COMY.
JInzocoMbl yBeIMUYMBAIOTCS 3a CuUeT M30bITKa 2(UPOB
XOJIECTEPUHA Y TPUTIULIEPUIOB, U KJIETKU 3aTOJIHSIOTCS
qunuaaMu. BMecte ¢ TeM curHasibl 00paTHOI CBSI3W yKa-
3bIBAlOT HA CHMXKEHWE BHYTPUKJIETOUHOTO CONEpKaHUS
CBOOOJHOTO XOJIECTepUHA M CBOOOMIHBIX JKMPHBIX KMC-
JIoT. [l yBeTm4eHMs 3aXBaTa XOJeCTeprMHA TTOBBIITAETCSI
BKCIpPeCcCcus pelenToOpOB JUTOTTPOTEMHOB HU3KOM TIJIOT-
HOCTH BO MHOTHX TKaHSIX, MIPU 3TOM TMPOUCXOAUT aKTHU-
BallMsl CUMHTE3a XOJIeCTEpMHA JUITOTIPOTEMHOB HM3KOM
TUIOTHOCTU. [emaTouuTsl BHICBOOOXAAIOT B CUCTEMHYIO
LUPKYJISIUIO OOJIbIlIE XOJECTepUHA JIUIOTPOTEMHOB
0YEeHb HU3KOM IMIOTHOCTU U MEHBIIIE X0JIeCTepUHA JIUTIO-
MPOTEMHOB BBICOKOI TuioTHOCTH [33, 34]. KitmHnyeckue
NposiBJieHUsT 3a00JieBaHUs XapaKTepU3YIOTCs Topaxe-
HUEM TIe4eHH B Buae Gmbpo3a M Lmuppo3a, MeIeHOUHO
HEI0CTaTOYHOCTU. Y 94% MmauneHTOB OTMEUAeTCsl pe3Koe
MOBBIIIIEHWE YPOBHST XOJeCTepUHA JIMTTOTTPOTEMHOB HU3-
KOW TUIOTHOCTHU U CHMXKEHHUE XOJIeCTepUHA JIUTTOTIPOTEeU -
HOB BBICOKOI IJTIOTHOCTH, YTO TTPUBOAUT K paHHEMY pa3-
BUTHIO aTepocKiieposa [34].
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Puc. 2. Cxema TAKTHKY BeJIeHHs JIeTell ¢ reTepo3uroTHOM runepxosiectepuHemun. Anantuposano n3 U. Ramaswamia u coast. [4].
02K — o0pa3 xkusuu; AJIT — ananunamunorpancgepasa; ACT — acnapraramunorpancgepasa; KK — kpearnnkunasa; XC JITTHIT —
XO0JIECTEPHH JIMNONPOTENHOB HU3KOii IioTHOCTH; OH — oTsiromenHas HacjeacTBeHHOCTh; AC — aTepocKiiepos.

Fig. 2. Scheme of management tactics for children with heterozygous hypercholesterolemia. Adapted from U. Ramaswami et al. [4].
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Crparernsi BeJeHHS TAIMEHTOB C TeTePO3UTOTHOM
ceMeiiHOii runepxoJiecrepuHemueii. Jletn ¢ ceMeiiHoit rete-
PO3UTOTHOI THIEepXOJeCTEpUHEMUEN TOJKHBI HaAOJIO-
JAThCsl Y TIEAUATPOB, AETCKUX KapAMOJIOTOB, TTPOIIEIIITNX
JIOTIOJTHUTENTBHYIO TIOATOTOBKY TT0 Jumnumonorun. Crpa-
TETHsI BeJIeHUS MTalIMeHTOB TIpeAcTaBieHa Ha puc. 2. Hop-
Maju3alus obpasa XXU3HM — 00S3aTeJIbHBI KOMITOHEHT
Ha TepBOM 3Tare BeleHUsT AeTeil. OHa BKITIOYaeT HOP-
MaJIM3alliio YPOBHS (DM3NYECKOI HArpy3KH, yCTpaHEeHHe
JIOTIOJTHUTENTBHBIX (PaKTOPOB pUCKa Pa3BUTHUST CepaeYHO-
COCYIUCTBIX 3a00JIeBaHUI, THUITOXOJECTEPUHEMUIECKYIO
nvety. ExXeqHeBHBIN 00s13aTeIbHBINM YPOBEHb YMEPEHHOMN
¢usunyeckoii Harpy3ku — He MeHee 30 muH. [TonnepxaHue
PETYIISIPHOTO eXXeTHEBHOTO YMEPEHHOTO YPOBHST (hr3nYe-
CKOM Harpy3Km OCOO€HHO HEOOXOIUMO TIpU TEeHICHLINU
K M30BITOYHOM Macce Tena [4, 9, 17].

BaxHbIM HarpaBlieHHMeM BelIeHUSI OOJIbHBIX JeTei
SIBJISIETCST KOPPEKIUST IPYyTUX (DaKTOPOB PUCKA Pa3BUTHS
CePIEYHO-COCYAUCTBIX 3abojeBaHuii. Cpend HHUX 00s-
3aTesieH OTKa3 OT KypeHWs, B TOM YKCJE MacCUBHOTO,
HOpMaJTU3amusl apTeprabHOTO AABJICHUS W yCTpaHEHHE
n30bITOUHOM Macchl Tena [3, 5, 13]. [lpu atom cremyer
VYUTBIBATH, YTO MPOTHOCTMYECKOE 3HAUYEHME YKa3aHHBIX
(akTOpOB y AeTel ¢ TUMepXoaecTepuHeMueil uMeeT 00JTb-
1ee 3HaYeHWe JUT TTOTEHIIMATbHOTO PUCKa BO3HUKHOBE-
HUS CepAEYHO-COCYIUCTHIX 3a00JIeBaHUIA 1O CPaBHEHUIO
C JeThbMU C HOPMaJIbHbIM YpPOBHEM XoJjiecTepuHa [35].
B upeHTH(UKAIMY TTOBBIIIEHHOTO PUCKA Pa3BUTHS Cep-
JIEIHO-COCYIMCTHIX 3a00JIeBaHUIA TIOMOTaeT ompeeecHIe
JIUTIONpOoTerHA (a). YBeJnyeHue 3Toro nokasaresisi 6osee
50 Mr/m1 yBeIMUMBAET PUCK PAHHETO pa3BUTHS UILIEMUYe-
CKoli 0ose3HU cepaua B 1,5 pasza [2, 17]. KpaithHe BaxHO
TTPOBOAUTH JIeUeHUE COITYTCTBYIOIINX 3a00IeBaHUMI, yBe-
JIMYUBAIONINX PUCK Pa3BUTUS  CEPACUYHO-COCYIUCTHIX
3a00JIeBaHMIT; cpear HUX caxXxapHbId auabeT 1-ro M 2-To
TWTIa, XpOHWYECKUe 3a0oJieBaHUS TIOUeK, 3a00JieBaHUs
COeIMHUTEILHON TKaHu 1 1p. [4, 5,9, 13].

Jlneta mMeeT ormpenessdiollee 3HaUeHUE B KOPPEK-
IIMU CEMEHON TUIIepXOJIeCTEPUHEMHUH B JIETCKOM BO3-
pacte. OrpaHnvyeHue B MUTAaHUKM HE PacIpOCTpaHsIeTCs
JINIIb Ha JeTeil MepBOro roja XXuU3HU. Y AeTeil cTapiie
roma OONIyI0 KaJOPWITHOCTh TUIMM cHUXaloT Ha 30%
3a CYET CTPOTOrO OTPaHWYEHUS] KOJIMYECTBA HACHIIICH-
HBIX JXMPOB M TPAHCXKUPOB, COMAEPKAILIMX HanOOJbIIee
KOJIMYECTBO XoJiecTeprHa. Jlojs XKUpOB B CYTOYHOM
pauMoHe AOoKHa ObITh MeHee 30%, TIpU 3TOM HaChI-
IIEHHBIE XUPHBIE KUCIOTHI JOJIKHBI COCTaBISITH MEHee
7—10%. TloTpebaeHue XosecTeprHa He JOJIKHO MPEBLI-
mathb 300 mr/cyT, XenatenbHo 200 mr/cyt [36]. Bmecte
C TeM pa3pelnaloTcs MPOAYKTHI, COMepXKalllle XOJIecTe-
PVH, HE CBSI3aHHBIA C XMPAMM HACHIIIEHHOTO IPOUC-
XOXKIEHUST U TpaHCKupamu. PeKoMeHIyeMble TIPOIYKTHI:
xJieO rpy0oro rnmomoJia, puc, Xpycrsiiue Xjaeo1bl, MOJIOKO
U CBIPBI ¢ HU3KOW KUPHOCTBIO, BCE CBEXME, BBICYIIECH-
Hble WIM 3aMOpPOXEHHBIE (PYKTHI M OBOINM, phIOAa,
pBIOMIT XMUp, BOCTOYHBIE CJIAAOCTU, HYyTa, JEICHIIBI,
Trepell, Topuniia, Crelun, rpelKre Opexu, MUHAAIb [36].

OB30PbI JINTEPATYPbI

Bo3MokHO yBennueHUe TOTPEOJECHUST TIPOAYKTOB,
OoraThiX MUIIEBBIMU CTEPOJIAMU,/CTAHOIAMU (3€PHOBBIE,
opexu, aBOKajo0/CoeBbie, paricoOBOe€ Macjo) J0 2 T/CyT.
PacTutebHBIE CTEPOITBI/CTAHOJBI TIOXOXHU 10 CTPYKTYpe
Ha XOJIECTEPUH, OHU COJAEPXKATCs B opexaxX, 00OOBBIX,
3J1aKax; BBIMYCKAIOTCS CIeIMaIbHble HOTYypThI, oOoTa-
1meHHble putocteponamu [37]. B HECKOJIBKMX KIMHUYE-
CKUX MCCIIEAOBaHMUSIX OBIJIO TTOKA3aHO, YTO YIIOTPeOIeHIE
pacTUTENbHBIX CTEPOJIOB/cTaHo0B (1,5—3 r/cyT) y nereit
C CeMeiTHOM TUTIepXoiecCTepUHEMHUEH TTO3BOJISIET CHU3UTh
YPOBEHb XOJIeCTepUHA JIUTIONTPOTEMHOB HU3KOM TIJIOTHO-
cti Ha 9—19% [24]. YnorpebieHre CTaHOJIOB/CTEPOJIOB
MOXHO HauMHATh ¢ 6-1eTHero Bo3pacta [37]. B Heckob-
KUX HEeOOJBIINX MCCIeTOBAHUSX ToKa3aHa 3(h(MeKTUB-
HOCTb TIpUMEHEHUs TIpernapaTtoB TCH/UTMyMa, YeCHOKa
U J0K03areKCaeHOBOM KMCIOThI, OTHOCSIIEHCS K TTOTH-
HEeHACBIIIIEHHBIM XKMPHBIM KHUCJIOTaM Kjlacca omera-3,
JUTS JIEYEHUS] CEMEMHON TUTIEPXOJECTEPUHEMUHN Y IETEN
[38—40]. OgHako 3TH cpencTBa HE BKIIIOYEHBI B PEKO-
MEHJALUU 10 JICUEHUIO CEMEWMHOI TUIIepXOJIeCTepUuHE-
Muu. BMecte ¢ TeM UX MOXKHO TIPUMEHSTD TIPU JIeYeHUU
JeTeit 1o 8-JeTHEro BO3pacTa B CBSI3M C HEBO3MOXKHO-
CTBhIO Ha3HAYeHUs CTATUHOB. PaHHee Hauaio mpoduiiak-
TUYECKUX MEPOTPUSITUM IO M3MEHEHUIO 00pa3a XXU3HU
MO3BOJISIET 3aKPEMUTh TPUBBIYKKA K 3J0POBOMY 00Opasy
JKU3HM JI0 TTyOepTaTHOTO BO3pacTa, YTO CITOCOOCTBYET MX
COXPAHEHUIO B JaJIbHEMIIEH XU3HU.

MenukaMenTo3Hoe JiedeHue. llenb JjredyeHmss reTepo-
3UTOTHOM THUTEPXOJECTEPUHEMUN B JIETCKOM BO3pacTe
COCTOWT B CHIDKEHUW YPOBHSI XOJeCTeprHa JIMITOIPO-
TeMHOB HM3KON IiotHocT Ha 30—50% oT ucxogHOro
st gereii B Bospacte 8—10 et u Ha 50% y nerteit crapiie
10 siet, u/unm JOCTUXKEHUST B TIOCTISIYIOIIEM YPOBHSI XOJie-
CcTeprHa JIMTIONPOTEMHOB HU3KOM TJIOTHOCTM MeHee 3,5
mMoinb/n (135 mr/mn) [2—4, 6]. CremyeT MOTYEPKHYTh,
YTO 1IeJIEBOW YPOBEHb XOJIECTEpUHA JIMTTONTPOTENHOB HU3-
KO TJTOTHOCTH Y JIeTeii Gosiee MSITKUIA, YeM Y B3POCITBIX —
2,5 MMOJTb/JT B OTCYTCTBHME COMYTCTBYIOIIEH MIIIEMUIECKOM
0oJie3HM cepiiia U MeHee 1,8 MMOJTb/JT TIPU KITMHUYECKUX
MPOSIBJIEHUSIX aTepocKiepo3a [2—4, 6]. B mociaeqHnx peko-
MeHpanustx ot 2019 . 1st TonpOCTKOB HauMHasI ¢ 14-y1et-
HEero Bo3pacTa TpejuiaraeTcsl 0ojiee JXeCTKUM peXXUM CHU-
JKEHUST YPOBHSI XOJIECTEpUHA JIUTIONPOTEMHOB HU3KOI
TUTOTHOCTH JI0 11eJIeBOro — MeHee 2,5 mmoJib/ (100 mr/mr)
MPY HAJIMYMK COMYTCTBYIOILETO caxapHOro nuabera 1-to
U 2-TO TUTOB WJIM OTSITOLLIEHHOM IO paHHEMY aTepOCKJie-
pO3y HacC/IeACTBEHHOCTH [4]. Y MaJIbuMKOB U IeBOYEK 1ieJie-
BBIE YPOBHM XOJIECTEpPUHA JIMTIONTPOTEMHOB HU3KOI TUIOT-
HOCTH He pazinJaiorcd [2—4, 6].

Cmamunsi. OCHOBHBIM KJIaCCOM TIpenapaToB, pruMe-
HSIEMBIX IUJIS1 JICYEHUS] TUTIEPXOJIeCTEPUHEMUN Y B3POC-
JIBIX, SIBJISTIOTCST MTHTUOUTOPHI 3-TUAPOKCU-3-METHII-TITIO-
Tapuia KOH3UM A penykrasbl (cTaTMHbl). Bo MHorux
HCCIIEIOBAHUSAX, TIPOBEACHHBIX Y B3POCBIX MAllMeHTOB
C CeMeiHOl TrurepxoJieCTepruHeMHUe, ObIJIO TOKa3aHo,
YTO MPUMEHEHNE CTATUHOB 3((MEKTUBHO CHIXKAET YPO-
BEeHb XOJIECTepUHA JTUTTOMPOTEMHOB HU3KOW TJIOTHOCTH,
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MO3BOJIIET OTCPOUYUTH BO3HMKHOBEHUE KITMHUYECKUX
MPOSIBJIECHUI aTepoCKJIepo3a, CHU3UTh WHBATMIN3AINIO
u cmeptHocts [1-3, 11, 17, 41]. MenukameHTO3HOE
JIedeHre Y MOJIOJBIX TALIMEHTOB TIPU CEMEMHOM ThIep-
xoJiecrepruHeMnu 6osiee 3¢hGeKTUBHO, YeM y TIallMeHTOB
C pa3BepHYTBIMU MTPOSIBICHUSIMU aTepocKiiepo3a. PaHHee
Hayajo TUMOJUIUAEMUIECKOM Teparui O3BOJIIeT CHU-
3UThb PUCK Pa3BUTHSI CEPACIHO-COCYIUCTHIX 3a00IeBaHUIA
110 cpaBHEHUIO ¢ OoJiee mo3mHUM ctaptoM [21]. Hauvaio
JIEYeHUsI CEMEIHOM TUTIEPXOJIECTEPUHEMUHM Y JIUIL MOJIO-
JIOTO BO3pacTa CHMXaeT YpOBEHb XOJeCTepUHA JIUTIO-
MMPOTEVMHOB HU3KOM TJIOTHOCTH, YTO yIy4IaeT (yHKIIUIO
SHIOTENUS, 3aMeJIsIeT aTePOCKIEPOTHUECKUIA TIPOIIece
1 B KOHEYHOM CYeTe CHUXKAET CKOPOCTh Pa3BUTHSI KOPO-
HaApHOTO aTepocKiepo3a M BO3PACT €ro KIMHUYECKUX
nposiBiieHwmit [6, 17, 21, 41].

B HacTosiiiee BpeMs CTaTMHBI CTaJIM TTPUMEHSTHCS
JUIST JIEUEHUST CEMEMHOMN TUIIepXOJIeCTepUHEMUN B JET-
CKOM Bo3pacte. PellleHWMe o0 Ha3HaYeHMM CTATUHOB
JIOJDKHO TIPUHUMATBCS BpAayoM COBMECTHO C POAUTE-
JIMU U pebeHKOM, 0Oa3Mpysich Ha BO3pacTe, YpPOBHE
JINTIOTIPOTEMHOB  HU3KOM TUIOTHOCTH, OTSATOIIEHHOM
MO0 paHHEMY aTepOCKJIePO3y HACIEeACTBEHHOCTH (UIIe-
Muueckass 0osie3Hb cepiia). JOMOJHUTETbHO MOXHO
VYUTHIBATh YPOBEHb JIUTIONPOTeWHA (a), OJHAKO 3TO
He 00si3aTeTbHO. COTIaCHO COBPEMEHHBIM PEKOMEHIa-
LIMSIM CTATUHBI He Ha3HAJaloTCs JETAM MiIamdiie § JieT.
HckitouyeHre COCTaBISIIOT OETH C TTOBBIIIEHHBIM PUC-
KOM Pa3BUTHS aTepOCKIIEp0o3a, UMEIOIINe YPOBEHb XOJie-
CcTepyHa JIMIONPOTEeMHOB HU3KOM MUIOTHOCTH OoJjiee 5,0
MMOJIb/J (190 Mr/mwi) U OTArolIeHHYIO 10 PaHHUM Cep-
JIEYHO-COCYIUCTBIM 3a00JIeBaHUSIMKM HACJIEICTBEHHOCTD
(3aboneBaHue y poauTeseit). ¥ HUX Takke MOXKHO pac-
CMOTpPETh BOIPOC O Ha3HAYEHUM CTATUHOB TIPU Hedd-
(heKTUBHOCTYU TUTTOIMTITUAEMUIECKOM TUETHI (CM. puC. 2).
Jetrssm 8—10 1eT ¢ OTATOIIEHHON IO aTepPOCKIEpPO3y
HAaCJIe/ICTBEHHOCTBIO CTATMHBI Ha3HAYAIOTCS TTPU YPOBHE
XOJIeCTepUHA JIMTIOTIPOTEMHOB HU3KOM TUIOTHOCTHU OoJjiee
4 mMonb/n, B Bo3pacte 10 JieT oHU MOTYT OBITh Ha3Ha-
YeHBI yKe Ipu ypoBHe Oosee 3,5 mmonb/n. Eciu He yna-
€TCsT IOCTUYb 1IeJIEBOTO YPOBHST, BO3MOXHA KOMOWHALIHST
CTaTMHOB M 33eTMuOa. HeobxommMmo KOHTpOIMpOBATh

CBIBOPOTOUHBINM ypOBEHb IEYEHOUHBIX TpaHCaAaMUHA3,
KpeaTMHKWHA3bI 10 Ha3HaYeHUSI CTATUHOB, Ha 3-M 1 6-M
Mecsilax 1mocjie Ha3HauyeHus TpernaparoB, 3aTeM KaxKable
6—12 Mec Ha TiepBOM roay jJeueHwus |3, 4].

YcraHOBIIEHO, 4YTO Hayajo Teparnuu CTaTUHAMU
y nereir ¢ 10-jeTHero Bo3pacTa CHMXKAeT yBeJIWYEHHE
YPOBHS XOJIeCTepUHA JIMTIOTIPOTEMHOB HU3KOM TIJIOTHO-
ctu K 18 rogam Ha 15%. I1pu aTOM Ha3HAYeHUE CTATUHOB
¢ 10 et 6osee 3(hheKTUBHO, YEM HAYAJIO JIEYSHUST B BO3-
pacre 18 et [42].

ITo maHHBIM MeTaaHajM3a, BKIIIOYABIIEro 26 paHIo-
MM3UPOBAHHBIX KOHTPOJIUPYEMBIX MCCIEAOBAHUI, MPO-
BEJICHHBIX y HeTeil (Oosee THICSYM TMAIlMEHTOB), MOKa-
3aHO, YTO CTaTUHBI CHUKAIOT COIep>KaHUEe XOJIecTepuHa
JINTIONIPOTEMHOB HU3KOM MIOTHOCTU Ha 25—40% 1 11OBBI-
11aI0T YPOBEHb XOJIECTEPUHA JUITOMPOTEMHOB BBICOKOM
mwioTHocTH [43]. YcTaHoBiaeHa 6e30ITacHOCTh IPUMEHE-
HUSI CTaTUHOB, HE OTMEUYEHO YBEJIMYEHMS] aKTUBHOCTU
MeYeHOYHBIX TpaHCAMMHA3, KpeaTUHKUHA3HI, He HabJII0-
najach mMuomnaTtus. Bmecte ¢ TeM MpOIOIKUTEIbHOCTD
3TUX WCCIeNOBaHUIT HebGosblIasg — OT 6 Hem a0 2 JIeT.
B c¢Bsi3u ¢ 3TMM 71 OTBEeTa Ha BOIPOC O 0€30MacHOCTH
CTATUHOB TIPU JIEYEHUsI TUTIEPXOJIECTEPUHEMUNH, HAYM -
Hasl ¢ AETCKOTo BO3pacTa, HEOOXOMUMBbI 0oJiee JTUTEb-
HBIe TIPOCTIEKTUBHEIE McCIenoBaHus [44].

K HacrosiiiemMy BpeMeHM TIpOBEACHO HECKOJbKO
pPaHJIOMM3UPOBAHHBIX KOHTPOJHMPYEMbIX HCCIIeTOBAHUI
C WCTTOJIb30BAaHMEM Pa3IMYHBIX MPENapaToB W3 TPYIIIbI
CTaTUHOB.  PekoMmeHmyeMble  J03bI  TIPEICTaBICHBI
B Tabsm. 2 [43-50].

HaumHaTth Tepamuio y JeTeil ¢ TeTepO3UTOTHOM
TUTIEPXOJIECTEPUHEMUEH ClIeMyeT ¢ HU3KUX 1103 (po3y-
BacTaTMH 5 Mr/cyt, aTtopBactaTuH 10 Mr/cyTt, cuMBa-
cratuH 10 mr/cyt, npaBactatuH 20 MT/CyT, JIOBaCTaTUH
10 mr/cyt). Ecnu 1ieneBoit ypoBeHb XOJecTepruHa JUIOo-
MPOTEMHOB HMU3KOW TUIOTHOCTU HE MOCTUTHYT, TO IPO-
BOAUTCS TUTpOBaHWE N03bI B TeueHue 4 Hem. CremyeT
MOAYEPKHYTh, YTO OTCYTCTBYET JIMHEWHAs 3aBUCUMOCTh
MEXIy 10301 Ha3HayaeMbIX CTATUHOB U CTETIEHbIO CHU-
SKEHUS COIepKaHMS XOJieCTepUHA JIUTTOMPOTEMHOB HU3-
KOW TIJIOTHOCTHU. YBEJIMUEHHUE JTO3bI TIPEraparoB B 2 pasa
MPUBOIUT K JIOMOJHUTEIBHOMY CHIDKEHHMIO YPOBHS

Tabauya 2. TIpuMeHeHHe CTATHHOB Y J€Tell C TeTEPO3UTOTHOI rUIepXoJiecTepUHeMHUEi
Table 2. Use of statins in children with heterozygous hypercholesterolemia

Bospacr aereii,

IIpenapar - Jo3a, Mr/cyr KommenTapuu VICTOYHMK JTUTEPATYPbI
ATopBacTaTuH 10—17 10—-20 TurpoBaHue B TeueHHUE 4 HEl [45]
®nyBactaTuH 10—17 20—80 TuTtpoBaHMe B TeUeHKE 6 HEll [46]
JloBactatis 10-17 10—40 Turposarue b redere 4 ner, [47]

3atem 20 Mr/cyT
8—13 netr — 20 mMr/cyt
IIpaBacTaTu 8—18 20—40 14—18 11t — 40 Mr/cyT [48]
PosyBacrarnx 10—17 5-20 TurpoBaHue B TeueHue 4 Hell [49]
CumBacTaTuH 10—17 10—40 TutpoBaHue B TeueHue 4 Hell [50]
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XOJIECTepUHA JIMTIONIPOTEMHOB HU3KOM TUIOTHOCTU BCETO
Ha 6—7% [51]. BmecTe ¢ TeM ciaeayeT OCTOPOXHO OTHO-
CUTHCSA K Ha3HAYEHUIO BBICOKMX 103, OCOOEHHO Yy JeTeid
¢ U30BITOYHOI MacCOii Tejla WJIu HapyllleHUeM ToJIepaHT-
HOCTH K TJTIoK03e [24].

B HeCcKONBKMX MCCITeOBaHUSIX TTPOIEMOHCTPUPOBAHO
MO3UTUBHOE BJIMSIHUE CTATUHOB HA COCTOSTHUE COCYIOB.
Taxk, 6bUT0 MOKa3aHO, YTO UCITOJIb30BaHNE CUMBACTaTHA
MPUBOAWIIO K YIYYIIEHUIO TTOTOKOB B OpaxuoliedaibHbIX
aptepusix [50]. ITo maHHBIM mmuTeabLHOTO (6 JET) TIPU-
MEHEeHUsI po3yBacTaTUHA OTMEUEHO 3aMeJIEHHE Ipo-
IpPEeCCUPOBAHMS YBEIMYCHUS KOMITJIEKCa MHTUMA-MeIua
COHHOI apTepuy B TeYeHME TIEPBBIX 2 JIeT, TI0 OKOHYa-
HUU UCCIIeI0BAaHUS TONIIMHA KOMITJIEKCa MHTUMA-MeIua
Oblj1a JOCTOBEPHO OoJiee HU3Kas B TPYIIIe, MoJydyaBlIei
npermapar [52].

B kImHMYeCKUX paHIOMU3UPOBAHHBIX TJIalIe00-KOH-
TPOJUPYEMBIX UCCIIETOBAHUSIX OBIJIO TTOKA3aHO, YTO TIPU-
MEHEeHUEe CTaTUHOB TMO3BOJSIeT 3((MEKTUBHO CHU3WTH
YPOBEHb XOJIECTepUHA JIMTTONIPOTEMHOB HU3KOM TIIOT-
HOCTHU HE TOJIBKO Y T€TePO3UTOTHBIX, HO U Y TOMO3UTOT-
HBIX TTAIIMEHTOB C TUIepxojiectepuHemueit [43—50]. Tak,
MpUMeHEeHe CUMMBACTaTHHA B BBICOKMX 033X CHUKAET
YPOBEHb XOJIECTEPUHA B CBIBOPOTKE Y ToMO3UTOT Ha 30%,
Ha3HauyeHMe po3yBacTaTuHa B no3e 20 Mr/cyT obecreun-
BaeT yMEHBIIIEHNE 3TOTO MmokKa3aTess Ha 50% oT ucxon-
HOTO, HO TOJbKO Yy 40% MalmeHTOB YpOBEHb CHIKAETCST
no ueneBoro [50, 52]. CHukeHUe ypOBHSI XOJeCTepuHa
JINTIOTIPOTEMHOB HU3KOM TUIOTHOCTU TOCTUTAETCST Jake
y  «peleNnTOp-HeTaTUBHBIX» JeTeii C TOMO3HMTOTHOM
runepxojecrepuHeMueii [15, 43].

BesormacHOCTb CTaATUHOB TIPH JIEYCHUM IETEH OLIEHU-
Bajlach O JAaHHBIM KPYITHOTO MeTaaHaJIn3a, BKITIOYMB-
mrero 170 ThIC. MAIMEHTOB, MPU 3TOM aKTUBHOCTh TPaHC-
aMMHa3 B OCHOBHOI TPYIIIe He OTJNYAIach OT TAKOBOTO
B TpymIe, IMOJydYaBlleil Tutane6o, HeTaTUBHOTO BITMSI-
HUsS Ha pOCT W pa3BUTHE JeTeil He mosydyeHo [53].
CyliecTBOBaJId  OTpeNe/icHHbIE OIAaceHMsT TI0 BIUSI-
HUIO CTATUHOB Ha TOPMOHAJIbHbIE HApYIIeHUs Y JeTeid,
ocobeHHO B Tepuon myoeprara. B uccnepoBaHuun
M.J. Braamskamp [54] He BbISIBJIEHBI U3BMEHEHUS YPOBHSI
MOJIOBBIX TOPMOHOB Ha (DOHE TIpUMEHEHUsI CTaTUHOB
10 CPaBHEHUIO C KOHTPOJIBHOM rpymnmoit. BMecte ¢ TeM
IUTUTENIbHBIE HaOmomeHus B TedeHue 10 jieT m Gojee
JI0 HACTOSIIIET0 BPEMEHU OTCYTCTBYIOT, YTO OOOCHOBBI-
BaeT HEOOXOAMMOCTb TMPOJIOHTUPOBAHHBIX PAHIOMU3U-
pPOBaHHBIX UCClIeTOBaHMI [44].

I[IpuMeHeHue CTaTMHOB OOYCIOBIMBAET HEOOXOMM-
MOCTb KOHTPOJISI 32 aKTMBHOCTBIO TTEYEHOUYHBIX TpaHC-
aMMHa3 ¥ KpeaTUHKWHA3bl. MaKCcUMallbHOE TTOBBIIIICHUE
YPOBHSI TpaHCAMWHA3 He MOJIKHO TPEBBIIIATh BEPXHIOO
IpaHUIly HOPMBI Oojiee 4eM B 3 pa3sa, KpeaTWHKMHa3a
KOHTPOJIMPYETCS Tepea HayaloM Teparvu U TPU TOSIB-
JIECHUW CUMIITOMOB MUonaThu. Eciii uMeroTcss GuoXumu-
YecKWe HapylIeHUs, TO CJIeAyeT TMPEeKPaTUTh JeueHHre
10 UX HOPMaJIM3allM C MOCJIEAYIOIIUM TTPOIOKEHUEM
Tepanyi B MEHbIIIeH 103e ¢ 6oJiee YaCThIM OMOXUMMYE-

OB30PbI JINTEPATYPbI

CKMM MOHWTOPUHTOM. YPOBEHb TJIIOKO3bI W/WJIU TIU-
KUPOBAHHOTO TEMOTJIOOMHA KOHTPOJUPYETCS KaXIble
6 Mec y aeTeld, TTONy4alOlIUX BBICOKHE MO3bI CTATMHOB,
MPU COMYTCTBYIOIIEM OXWUPEHWU W HapyIIEHUU TOJie-
paHTHOCTHM K mitoko3e [3, 4]. OuyeHb BaXXHO, UTO TIpU-
MEHEeHWe CTaTMHOB HayMHas ¢ JEeTCKOT0 BO3pacTa,
no3BojisieT B 30 romam m30exkaTb pa3BUTHUST UILIEMUYE-
CKOIt 60JIe3HM cep/lia, Toraa Kak y MallueHToB, He MOJTy-
YaBIIUX CTAaTMHOB, 3TO 3a00JieBaHWE IMATHOCTUPYETCS
B 93% cny4daes [55].

Dzemumub (33€TpO) — UHTUOUTOP BCACHIBAHUS JIUTTH-
TTOB B KUIIIEYHUKE, B HACTOSIIIIEE BPEMST TAKKe MCITONTb3Y-
eTcsl JUIsI JIeYeHUST TEeTepO3UTOTHOM THIepXoJieCTeprHe-
mun [1—4, 17, 25]. B psine ciyyaeB Ha3HaYeHWE CTaTUHOB
He TI03BOJIIET JOOUThCS LIEJEBBIX YPOBHEN XOJIecTepuHa
JIUTIOTIPOTEMHOB HU3KOM TUIOTHOCTU. B aToit cutyarum
CTaTMHBI MOXHO KOMOWHWPOBATH C 33¢TUMHUOOM, KOTO-
poIit ycunuBaeT 2 dekT ctaTuHOB. [To60uHBIM 3(hdekTom
MOXeT OBITh IMapesi, HO OHa Yallle HOCUT TPaH3UTOPHBIIA
xapakTep. Pe3ynbraThl 60JIBIIOT0 KITMHUIECKOTO UCCITEN0-
BaHUs ¢ BKiIoueHueM 6osee 700 manueHTOB ¢ ceMeitHOM
runepxonectepunemueii (ENHANCE) [56] mokasanu,
YTO KOMOWHALIMSI CMMACTaTUHA C 33€TPOJIOM TIO3BOJISIET
JOTIOJTHUTENTbHO CHM3UTh YPOBEHb XOJEeCTEpUHA JIMIIO-
MPOTEMHOB HU3KOM MoTHocTu eule Ha 20%. Tlpenapar
HasHauaetcsi ¢ 10 JeT, KOMOMHMpYETCS CO CTaTUHAMM,
XOpol11Io niepeHocuTcs [57].

Monokaonanvuole anmumena k PCSK9 (uneubu-
moput PCSK9). Tlociie OTKPBITUSI PO TIPOTIPOTEHH-
KOHBepTasbl cyoTunusuH/kekcuH 9-ro tuna (PCSK9)
B TIpollecce JAerpagallii W peLMKIWHTA pelernTopoB
JIUTIOTIPOTEMHOB HU3KOM TIJIOTHOCTA OBUIM  CO3JaHbI
MpernapaTbl — MOHOKJIOHAJbHbIE aHTHUTEJa, MOAaBIISIO-
1€ aKTUBHOCTb MPOMPOTEMHKOHBEPTA3bl, TEM CaMbIM
MOBBIIIAIONINAE KOJWYECTBO/AaKTUBHOCTL — PELENTOPOB
JIMTIOTIPOTEMHOB HU3KOM TIOTHOCTH M CHIKAIOIIIME YPO-
BEHb XOJIECTEPMHA JIMTIOTIPOTEMHOB HU3KOU TJIOTHOCTU
B utasme. OauH U3 rIpernapatoB 3Toro Kimacca — AMG 145
(3BoTykyMa0). B nBoitHOM ciernoM ucciefoBaHUM ObLIO
MPOAEMOHCTPUPOBAHO, YTO 3BOJIYKYMaOd 3((hEeKTUBHO
CHMXXaeT YPOBEHb XOJIeCTEpUHA JIMTTOTTPOTENHOB HU3KOM
mioTHocTH (Ha 60% 1o cpaBHEHUIO ¢ TUTanebo0) y B3poc-
JIBIX TIAIMEHTOB C TETePO3UTOTHOM THUIEPXOJeCTepH-
HeMuell B ciydasiX, Korja KOMOWMHUpOBAaHHAsI Teparust
CTaTUHAMM M 33€TPOJIOM He IMO3BOJIsIa TOCTUYD LieJie-
BBIX ypOBHeii xosiecteprHa [58]. OnHako 10 HACTOSIIIETO
BpeMEHU KJIMHWYECKNEe MUCCIeI0BaHUS 110 TIPUMEHEHUIO
MoHOKJIOHabHBIX aHTuTen K PCSK9 y nereit ¢ rerepo-
3UTOTHOM TUTEepXoJieCTepuHeMHeil He 3aKoHUeHbI. Clie-
JIyeT TIOMHUTh, YTO TIpernapaThl Ha3HA4YalOTCS B MHBEK-
musax 1 pa3 B mecsil (MonkoxHo B no3de 420 mr/3 mi),
YTO MOXET MyraTh psijl MalieHTOB JeTCKOTo Bo3pacra [4].

Cexsecmpanmol  JCeAYHbIX KUCAOM, UOHOOOMEHHble
cmonvt (KOJECTUTION, KOJIECTUPAMUH) TaKKe MOTYT TIPU-
MEHSITBCS JUTSl JIEUEHUST TETEPO3UTOTHOM TUTIEPXOJIeCTe-
pUHEMMU, HauMHasI ¢ 6-JeTHero Bo3pacTta. OHU CBSA3bI-
BalOT KEJTYHBIE KUCIOTHI M XOJIECTEPUH B KMIIEYHHKE,
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TeM caMbIM TIPETISITCTBYSl WX BcachbiBaHMIO. [Ipu aTOM
B TIEYE€HU MOBBIIIAETCS CHHTE3 KETYHBIX KUCIOT U3 XOJIe-
CTepWHAa, YTO BeleT K CHUKEHUIO YPOBHS OOIIEro XoJjie-
CTepUHA U XOJIeCTepUHA JIMTIOMPOTEMHOB HU3KOM TUTOT-
HOCTHU. DTHU TIpernapaThl ITMPOKO MPUMEHSITUCH 10 TTOXU
Ha3HaYeHMS CTATMHOB, OTHAKO OHU 00J1aIal0T HEPHSIT-
HBIM BKYCOM, YTO 3aTpPYyAHSIET WX MPUMEHEHHE y JAeTei.
IMprem TipenapaToB HapylIaeT BcachIBaHUE JXKUpPOpac-
TBOPUMBIX BHMTAMWHOB, YacTO BBI3BIBAET TOOOYHEIE
peaKkInu XKeJyT0YHO-KUIIEYHOTO TpaKTa (ITOBBIIIIEHHOE
ra3oobpa3oBaHue, TOIIHOTA, PBOTAa, AWapes, CTeaTo-
pest) [4]. Kpome Toro, ykazaHHBIE JIeKapCTBEHHBIE CpeJl-
CTBa He 3apernMcTpUpoBaHbl B Poccum Tt IpuMeHeHUsT
y I€TEH.

IIpuBep:KeHHOCTh K JieYeHHI0. DTO OYEHb BaXKHbIN
aCIleKT IJIsI TIPeIOTBpallleHUsT PaHHUX CepAeYHO-COCY-
JUCTHIX 3a00JeBaHUA TIPU CEMEMHON TUIepXoyecTe-
puHemuu. OOIIas MPUBEPKEHHOCTh K TIPUEMY THUIIO-
JINTTUAEMUYECKUX TIPETiapaToB y MOAPOCTKOB HITKE, YeM
V B3pOCJBIX MAalleHTOB, KOTOpbIe B OOJIBIIEN CTETIEHU
MOHUMAIOT PUCK Pa3BUTHUS TSKETBIX aTEePOCKIEPOTH-
yeckMx ocJiokHeHuil [3, 4]. Bmecre ¢ TeM pesynbraThbl
10-nreTHero HaGMOACHMS 3a 214 MOAPOCTKAMU, TIOJTyYaB-
IMMMU CTATUHBI, TTOKa3aau, 9To 82% MpomoirKaau mpu-
HuMath npenapatbl. [ToboyHble 3heKTh (B OCHOBHOM
MBITIIEYHAsT ¢J1ab0CTh) pa3BUBAIUCh y 19,5% malneHTOB.
Kpome Toro, HabGa0AQIUCH XKEJTyTOUHO-KUIIIEUHbIE CUM-
MITOMBI, OTHAKO MPOSIBICHUST ObUTH JIESTKMMU, W TOJBKO
1,5% O6O0NbHBIX IMOAPOCTKOB IEPECTANIM MCIIOJb30BaTh
craTtuHbI [59].

3aknovyeHue

CeMeitHas TUIIEpXOJeCTEpUHEMUST — KpaiftHe TsoKe-
JI0€ 3a00IeBaHKE C HEOJIAaronpusITHBIM ITPOTHO30M, pa3-
BUTHEM aTepPOCKIECPOTUIECKOTO TOPaXKEeHUST COCYIOB
U BO3HUKHOBEHMEM WIIEMHUYECKON OOJIE3HN cepia
B Bo3pacte 20—30 jet. PactipocTpaHeHHOCTh ceMeHOI
TUTIEPXOJIECTEPUHEMUM B OOIIEH TOMYJISIIMU  JTOCTa-
TouyHo Bemka — 1:500, a mo nocneqHuM naHHbiM 1 1:200.
BMmecte ¢ TeM, K coxXaJleHWIO, TUArHOCTMKA 3a00jeBa-
HUSI OCTaeTcsl KpaliHe HU3KOH, MpU 3TOM OO0 pas3Bep-
HYTBIX KIWHUYECKMX TPOSIBIIEHUN ITHarHOCTUPYETCS
He Oosiee yeM y 1% mnauueHToB. 3abojieBaHME Hacie-
JIyeTCsl MO0 ayTOCOMHO-JAOMWHAHTHOMY THITY, COOTBET-
ctBeHHO 50% neteit pomuTeieil ¢ TUTEPXOJeCTepUHE-
MHell M WHGApKTOM MUOKapla B MOJIOIOM BO3pacTe
OynyT uMeTh nogodHoe 3adosieBaHue. [1o nanHeiM Poc-
koMmcrara, Ha 1 ssuBaps 2020 roga YMCIeHHOCTD 1e€TCKOTO
HacesneHust Poccuu (1o 15-yeTHero Bo3pacra) coctaBuiia
22 264 003 nmeteit (15,2% ot Bcero Hacenenwmst). [TpuHu-
Masi BO BHUMaHMe pacyeTHbIE JaHHBIE O paCIIpOCTpaHEeH-
HOCTHU TUTIEPXOJIECTEPUHEMUH, MOXHO OXUAATh, YTO 1O
KpaiiHe Mepe 44 Toic. aeTeit B Poccun Moryt umMerh 3TO
3abosneBaHue. Bmecte ¢ TeM 10 HACTOSIILETO BpeMEeHU
MeauaTpbl HETOCTATOYHO WHMOPMUPOBAHBI O KIWHU-
YeCKOM TEYEHMM W COBPEMEHHBIX TOIXOJaX K paHHeu
JIMaTHOCTUKE U JIEUEHUIO STOM MAaTOJIOTHH, B CBSI3U C YeM

meHee 0,5% neteil HAOMIOMAIOTCS W TTOTYYaOT COOTBET-
CTBYyIOIIYIO Tepanuio. HemoctaTouHo HaslakeHa Mpeem-
CTBEHHOCTb MEXJy KapauoJioraMM, mearaTpamMy U JeT-
CKMMHU KapAuoJioTaMu, 4YTO 3aTpydHSIET TIpOBeIeHUE
KacKaJHOTO CKpMHMHTa Kak HaubOosiee 3(hGhEeKTUBHOTO
IIJIST BBISIBJIEHUST CEMEITHOM TUTepX0JIeCTEpUHEMUU.

Terepo3uroTHasi TUIEpXOJeCTEPUHEMUSI B JIETCKOM
BO3pacTe MpoTeKaeT OECCUMITOMHO, U MHOTHE POAUTEN
U Jaxe JAeTCKHWe Bpayu He MMEIOT MH(OpMaluyu o Halu-
YUU MOBBILLIEHHOTO YPOBHSI XOJIECTEPUHA JIMTIONTPOTENHOB
HU3KOW TUIOTHOCTU Y JeTeil. DTO MPUBOIUT K paHHEMY
BO3HUKHOBEHUIO U TIPOTPECCUPOBAHUIO TMTOPAXKEHUST COCY-
nucroro pycia. Hanbonee apdekTuBHBIM METOIOM HEMH-
Ba3WBHOIM paHHEN AMArHOCTUKHU aTepOCKIEPOTUUYECKOTO
MopaXeH!sI COCYIMCTOrO pyclia CUYMTAeTCsl AYTUIEKCHOE
CKaHupoBaHue OpaxeoliedalibHbIX COCYIOB. YBEIWYEHUE
TOJILIMHBI KOMIUIEKCA WHTUMa-Melra COHHOW apTepuu
MO3BOJISIET BHIBUTh paHHEE aTepOCKIJIEPOTUUYECKOE Iopa-
KeHue. MOHUTOpUPOBaHME 3TOTO TOKa3aTes B JajlbHel -
11IeM JaeT BO3MOXHOCTb OLIEHUTh 3(PHEKTUBHOCTH TMITO-
JIMTIUAEMUYECKOM Teparuu.

B MHOroumcieHHbIX WCCIENOBAHMSIX, TIPOBEJICH-
HBIX Y B3POCJBIX C MIIEMUYECKOIl OOJIe3HbIO cep/lia
¥ CeMeMHOM TUTepXxoJieCTepuHeneli, ObLIO YCTAHOBIJIEHO,
YTO TIPUMEHEHUE CTaTMHOB 3(P(MEKTUBHO CHUXKAET ypO-
BEHb XOJIECTEepPUHA JIUIIOTIPOTEMHOB HU3KOM TJIOTHOCTH,
npenoTBpalasi n1ajbHeliee MporpeccupoBaHne aTepo-
CKJIEpOTHYECKOTO mpoiiecca. Mcronb3oBaHuEe CTaTUHOB
IUIST JISYeHUS] CEeMEMHOM TurepxojieCTepuHEMUN, HaYu-
Has ¢ IETCKOTo Bo3pacTa, ObLIO MPEeIMETOM JITTUTETbHBIX
MUCKYCCUI TenuaTpuieckoro coobuiectna. [leauarpbl
oracajuch MOOOYHBIX SIBJIGHUI OT TPUMEHEHUs 3THUX
npernapaToB, OTPUILIATEILHOTO BIUSIHUSI HA POCT U TOP-
MOHaJIbHbIe U3MEHEHUs y aeTeii. BmecTe ¢ TeM HecKob-
KMX KpPYIHBIX pPaHIOMU3MPOBAHHBIX HCCIIEIOBaHUI
nokasajau, 4To CTaTUHbI 3(PHEKTUBHO CHUXKAIOT COMEP-
JKaHWe XoJIeCTepUHa JIMTIONIPOTEMHOB HU3KOW TUIOT-
HOCTHU, HE UMEIOT BBIPAKEHHBIX TMOOOYHBIX peaKIIUi,
He BJIMSIIOT Ha POCT U TIOJIOBOE Pa3BUTHE IETE, IPU 3TOM
3¢ GEeKTUBHO TPeIOTBpaIlIaloT MPOrpecCupoBaHue aTe-
POCKJIEPOTUYECKOTO TIOpaXkKeHUsI COCYIOB U HEPENKO
cracaroT XXU3Hb MOJIONBIX Jitofieit 30-1eTHero Bo3pacTa.

OcHoOBHasl 3ajaya MearuaTpPUIEcKOro CooOIecTBa
B HacTrosIee BpeMsl — YiydllleHWe paHHel JuarHo-
CTUKM TUIIEPXOJECTEPUHEMUM TIyTEM MCITOJIb30BaHUST
BceX BUIOB CKpuHMHra. HeoOxomumo ynydinath mipe-
€MCTBEHHOCTb MEXIy TeauaTpaMu, NeTCKUMU Kapauo-
JloraMyd ¥ KapAuoJjoTraMH, 4YTO CO31acT TPeArOChUIKU
IIJIS1 BHEIpEeHUsI KacKaaHoro ckpuHuHTa. LlenecoobpazHo
pacuIMpsITh TeHETUYEeCKOe TeCTUpOBaHUE JUISl Bepudu-
KallMy JMarHo3a CeMeWHOW TUIepXOJIeCTepUHEMUU.
Bonee omnpaBmaHo HauMHATH €r0 C B3POCJBIX TaAllMEH-
TOB C TUIMEpPXOJeCTepUHEMUEH, TIepeHecIInX HH(apKT
MUOKapna. 3HaHME O CeMEHHOM XapakTepe 3aboJieBa-
HUS CO3/1aCT TPEAIOCHUIKM K TIOBBIIIEHUIO MOTUBAIIUUA
IUIST U3MEHEHUsT 00pa3a XXU3HU, YBEJIUUYUT TIPUBEPXKEH-
HOCTb K PEKOMEHIYeMOW TMITOJUMUAEMUYECKON Tepa-
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muu. Takum oOpa3oMm, paHHee BBISIBIICHHE CeMEHHON
TreTepO3UTOTHOM
HEeMEIMKAMEHTO3HbIX M MEAWKAMEHTO3HBIX METOJI0B
KOPPEeKIMM HapyIIEeHUN JUITUIHOTO OOMEHa TMOCTYKUT
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