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BBenenue

Cemeitnas runepxonecrepunemusi (CI'XC) sBnsercss HaclIeICTBEHHBIM ayTOCOMHO-
JOMUHAHTHBIM 3200JI€BAaHHEM, XapaKTEPU3YIOIIUMCS TOBBIIICHHEM YPOBHS B KPOBU OOIIETO
X0JIECTepUHA M JIUTTONPOTen10B HI3KoU riotHocTy (JIITHII), u, kak cneacTBue, mpuBosiee K
MIOBBILIEHHOMY PHUCKY MPEXIEBPEMEHHOIO aTEPOCKIEPOTUUYECKUX CEPAECUHO-COCYAUCTHIX
3a00JIeBaHUH.

PacnpocTpaHeHHOCTP TOMO3BMIOTHOW M TETEPO3UTOTHOM  (POpPMBI  3HAYUTEIHHO
ornuuatotrcs. ['omo3urotHas cemeitHas rtunepxonecrepuHeMus (roCI'’XC) oTHocuTcs K
ophanHbIM 3a00seBaHUsSIM. YacTOTa BCTPEUAEMOCTH JOITOE BpeMs pacieHuBanachk kak 1:1 200
000 Hacenenwusi, OJHAKO MO pe3yJbTaTaM MPOBEACHHOI0 0ojiee YriiyOJIeHHOTO UCCIEI0BaHuUs B
HEKOTOPBIX eBponeiickux crpanax (Hunmepnanapl, Utanus, Mcnanus) Obuta epeorieHeHa Kak
1: 650 000, u B mociemyromem 1: 160 - 300 000 [8]. I'ereposurorHas cemeiiHas
runepxoinecrepunemus (reCl'XC) sBisieTcst 01HOM U3 HauboIee 4YacTO BCTPEUAIOLIUXCS B MUPE
TeHETUYECKH OO0yCIOBIEHHBIX maronoruii. CorjacHO TOCIAEIHUM HCCIEAOBAHUAM €€
pacrpoctpaneHHocTh B CIIIA cocraBnser 1:250 uenosexk [1], B Karanonckoii Mcnanuu - 1:192,
u Ha 1: 137 yenoBek B Jlarckoit momysisiiuu [22].

BOJIBIIMHCTBO ~ MCCAENOBAaHM  CBUAETEIBCTBYIOT O  TOM, 4YTO  CEMEHHas
TUIEPXO0JECTEPUHEMHST OCTaeTCs HECBOEBPEMEHHO JIMAarHOCTUPYEeMOW MaTOJOTHEH, dYTo
COOTBETCTBEHHO MPHUBOJUT K MO3AHEMY Hayajdy TE€paluu U HENOJHOLIEHHOMY JjeudeHuto. [1pu
OKHJ]aeMOM KOJIMYECTBE MAlMEHTOB OKOJIO 34 MUJLTMOHOB BO BCEM MHpE, HA JaHHBIA MOMEHT
B OonbIIMHCTBE cTpaH uaeHTuduposano mexee 1% [9,10]. Toxbko 9% cTpaH B MUpe UMEIOT
cratiuctuky pacrnpoctpanenHoctr CI'XC B obmieit momyssium [11].

Mexnaynapoansie moaxonabl K guarHoctuke u JyedeHutro CI'XC OCHOBBIBAIOTCS Ha
IIMPOKOMACIITAOHBIX TMOMYJISIIUOHHBIX HCCIEAOBAHUAX, BHEIPEHHH CHCTEM KacKaJIHOTO
CKPUHHUHIa U IMPUMEHEHUU COBPEMEHHBIX T'€HETHYECKHX METOAMK. B eBpomeickux crpaHax,
takux Kak Hwunepnannel, Wcmanus, Wrtanus, chopmupoBaHbl HAIMOHAIBHBIE PETUCTPHI
MAIMEHTOB U BhIpaOOTaHbl CTaHAAPTU3MPOBAHHBIE TUArHOCTHUECKHE MIKaNbl. B To *ke Bpems,
OTEUYECTBEHHAsl IpakTuka B KaszaxcraHe B 1OcneNHHME TOABl AKTUBHO aJalTUPYET
MEXIYHapOAHBIA OMNBIT C YYETOM OSIHIAEMUOJIOTUYECKUX OCOOEHHOCTEM U pecypcHOM
JOCTYIHOCTH. Pa3paboTka HallMOHABHBIX KIIMHUYECKUX PEKOMEHIAINii, OpUEHTUPOBAHHBIX HA
PaHHIOI JMArHOCTUKY U A(G(EKTUBHOE JIeUeHUE, MPEJCTaBIsET COOOM BaXKHBIM IHar K
MHTErpaluy MEKIYHapOJIHBIX CTaHAApPTOB B IPAKTUKY Ka3aXCTAHCKOTO 34paBOOXPaHEHMSL.
(B TpeboBanusix s BBemenus Obulo  yKa3aHO, 4YTO HYKHO J100aBUTh CpaBHEHUE
OTEYECTBEHHBIX U 3apyO0eKHbIX pa3paboToK.)

[Ipu cTosb 3HAUUTETHHONW PACIIPOCTPAHEHHOCTH, U MPU 3TOM HU3KOW BBISBISIEMOCTH
ceMeiiHble (OPMBI THIIEPXOJIECTEPUHEMUH UMEIOT OYE€Hb OOJIBIIOE COLMATIbHO-3KOHOMUYECKOE
3HaueHue. Y mnanumeHtoB ¢ CI'XC B 10-20 pa3 Bbllle pHUCK pPa3BUTHS aTEPOCKIEPO3-
acCOIMMPOBAHHBIX 3a00JIeBaHUN KOPOHAPHBIX apTepuil, B 5-10 pa3 Bbllie pUCK BOSHUKHOBEHHUS
MaToJIoTuU mepudepuyeckux aprepuil. B uacTHocTH mpu ceMelHOW TreTepo3UroTHOM
TUIEPXO0JIECTEPUHEMUM Y MYKUYMH U JKEHIIVH, HE MOJIyYAIOLUX TEPAIUI0, PUCK DPA3BUTH
(daTanbHBIX U He (PaTaJbHBIX CEPACUHO-COCYTUCTBIX coObITHH K 50-60 romam cocrasiser 30-
50%. [14]. Cpenuuii Bo3pacT MOCTAaHOBKU JMArHo3a MpHU 3TOM cocTaBisieT - 50 JeT, K 3ToMy
MoMmeHTY 30% manueHToB yKe NePEHOCAT KaKk MUHUMYM OJTHO CEPJIE€YHO-COCYAUCTOE COOBITHE
[17].

enpto HacTosimert MoHOrpaduu SBISETCS OOECIeYeHHE EeIUWHBIX TOAXOJ0B K
JUAarHOCTHKE, CKPUHMHIY M JICYCHHIO CEMEHHONW TUIEPXOJIECTEPUHEMUU HA TEPPUTOPUH
PecniyOnukn  Kazaxcran. JIoKyMeHT HampaBlIeH Ha TIOBBIIIEHHE OCBEIOMIEHHOCTH
MEIULIUHCKUX paOOTHUKOB O T€HETHUYECKOW Mpupone 3a0ojeBaHMs, HEOOXOJUMOCTH paHHEH
UIACHTU(QUKAIMN TAMEeHTOB M UX POJACTBEHHUKOB, a TAK)KE ONTHMHU3ALNUU TEPANeBTUUYECKUX
CTpaTeruii ¢ y4yeToM IOCIEIHUX MEXAYHApOJHBIX NAHHBIX M JIOKAJIbHBIX peanuil. BakHbIM
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aCIIeKTOM SIBJSIETCSl BHEJIPCHUE CHCTEMbI KaCKaJHOTO CKPUHHMHTA M (POPMUPOBAHUE peecTpa
HAalUCHTOB JUISl YIYyYIICHHs JOJTOCPOYHOIO MPOTHO32a W CHIIKEHHS CEpACYHO-COCYIUCTON
3200J1€Ba€MOCTH B TIOMYJISLIHH.
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FeHeTHKa, KIMHUKA M AMAarHOCTUKA CEMeNHON rmnepxosnecrepuHeMnmn
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1. Onpenesienue/ Kaaccupuranns

CemeiiHasi runepxoJieCcTepUHEMHsI — 3TO ayTOCOMHO-IOMHHAHTHOE 3a00JIeBaHUE,
XapaKTEePHU3YIOLIEECs 3HAUUTEIIbHBIM IMMOBBIIIEHUEM YPOBHS JTUTTOIPOTEUI0B HU3KOM IIIOTHOCTH
(JITIHIT), panHUM  pa3BUTHEM aTEpPOCKIEpO3a U  COOTBETCTBEHHO  aTEPOCKIICPO3-

ACCOLMUPOBAHHBIX CEPACYHO-COCYTUCTHIX 3a00ICBaHUM, a TAKIKE HATNINEM KOXKHBIX KCAHTOM
U Kcanrenasm [1].
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2. JNMIeMHOJIOTHS ceMeiiHOM rumnepxoJiecTepuHeMHun

CeMeiliHasi TeTEpPO3UTOTHAsE TUIEPXOJECTEpPUHEMHS SBJISETCS Hauboliee 4acTo
BCTPEYAIOIIMMCS B MUpPE T'€HETHYECKHM OOYCIOBJICHHBIM 3abojeBaHueM. [lonaroe Bpems ee
yacToTa olleHuBas1ach Kak 1:500 yenoBek, oAHAKO IPOBEJCHHbBIE B ITOCIIeHIE o6l B EBpone u
AMepuKe Kpocc-CEKLIMOHHBIE W KOTOPTHBIE MCCIEAOBAHUSA IOKa3ajlu Oo0Jee BBICOKYIO
pacmpocTpaHEeHHOCTh JaHHOTO 3abosieBaHus. Mabuchi et al. omeHun pacmpocTpaHEHHOCTh
reCI'’XC B smonckoi momynsiuu kak 1:208 uemoBek [5]. Cpeau nammeHToB ¢ 0O0JIE3HBIO
kopoHapHbix aptepuii reCI'’XC BcTpevaercs ¢ yactoToit 1:30, my 1 u3 15 naureHToB ¢ paHHUM
ne0I0TOM CepIeUHO-COCYIUCTBIX 3a00JI€BaHUM, TMOO C TSHKETION AUCITUITUAECMUEH.

PacnipocTpaHeHHOCTh TOMO3UTOTHOM CEMEWHOM THIEPXOJIECTEPUHEMHUH Ha JTaHHBIN
MOMEHT omeHuBaercs kak 1:250 000 - 1:360 000 uenosex [2,3]. OxumaeMoe KOJIUYECTBO
narnueHToB B Mupe - npumepro 30 000, Ha TaHHBIM MOMEHT AHArHOCTHPOBaHO MeHee 5% [4].
B HEKOTOpBIX MONYJSIIKAX, TAKAX KaK KaHajackue (paHiy3sl, ahpukaneps! B FOxxHO# Adpuke,
a TakkKe XpHCTHaHCKasg auacriopa B JluBaHe, pacnpoCTpaHEHHOCTh TOMO3UTOTHOU
runepxosiecrepuiemMut B 10 pa3 Bblime, yeM B OOIIEH NOMYJALMU BCIEACTBUE HAIMYUS
denomena “ocuoBarens” [8,9]. Dddext ocHOBaTENs B TeHETHKE 03HAYAET CHIKCHUE TeHOMHOMN
M3MEHUYMBOCTH, KOTOPOE IIPOUCXOAMT, KOoraa HeOobLIas Ipymna oco0el oTaeseTcs ot bosee
KpynHoi momymsiuu. CorjacHO JaHHBIM —perucrpa MexXIyHapOJHON KIMHUYECKON
KoJu1abopaiuu 1no cemeiHoi romosurotHoi runepxosnecrepunemun (HICC), cpennuii Bo3zpact
NOCTAaHOBKM JuarHo3a - 12 nmer [4], mpudyem k 3ToMy MoMeHTy y 10% mNaunMeHTOB yxe
OTMEYAJIOCh IOPAKEHUE AaTEPOCKIEPOTHMUECKUM IPOLECCOM KOPOHApHBIX apTepuil u
aopTaJIbHOTO KjamaHa. B panpHeiiinem Ha ¢oHE Tepamuu TOJNbKO 5% MaIllMeHTOB AOCTUTIHN
nenesbix yposHeu JIITHIL.

2.1. 'eHeTHYecKHe aceKThI CeMEifHOM rumepxoJiecTepuHeMH I

'eHeTnka ceMEHON THUIEPXOJECTEPUHEMHUH JIOBOJBHO CIOXHA. B 3aBHCMMOCTH OT
TeHETUYECKOTO MPOQIIIS BEACTSIOT ABE (POPMBI:

1) romosuroTHas cemeifHas TMMEpXOIeCTEPUHEMHS - MyTalus B OOOMX aJIessix
OJTHOT'O M TOT'O K€ I'eHa, JTM00 CII0KHBIE TeTEPO3UTOThI, KOTOPhle (PEHOTUIMUYECKH TPOSIBISIOTCS
KaKk TOMO3WUrotHas Qopma. XapakTepuszyeTcsi KpallHe BBICOKMM YpPOBHEM XOJIECTEpPHUHA
aunonporenHoB HU3koi mioTHocTu (XC-JITTHIT), TsokenbM KIMHUYECKUM TeYEHUEM, paHHUM
pa3BUTHEM aTEepPOCKIIEPO3-aCCOLMMPOBAHHBIX 3a00JIEBaHUN CEPJICYHO-COCYAUCTON CHUCTEMBI,
MaHU(ECTUPYIOIUMH B IETCKOM BO3pPACTe, BBICOKUM YPOBHEM CMEPTHOCTH

2) reTepo3MroTHas ceMelHas TMIepXONecTEPUHEMHs - HANWYHE MyTallid B OJHOM
ajlelie TOPAXEHHOTo TeHa, Ooisiee OJaronpusaTHOE TEUEHHE, CONpPOBOXKIaroIeecs Ooiee
Hu3kuM ypoBHeM XC-JITTHII, manudecranueit cepiedHo-cocyaucThIX coOBITHI B Bo3pacTte 40-
50 ser.

IIpy >TOM B 3aBUCUMOCTH OT COYETAaHUS MYTalMi, HAJIWYUsI MOHOTE€HHOIO WM
MOJINTEHHOT'O XapaKTepa MOpPa)XeHHsI BBIACISAIOT UCTHHHYIO TOMO3UTOTHYIO (opMy, a Takke
KOMOWHHUPOBAHHbIE U COCTABHbIE F€TEPO3UTOTHI.

[Tourtu Bce cnydan CI'XC o0ycnoBieHbl MyTalusiMu B 4-X reHax:

1) ren, kogupyrommii perenrropsr JITTHIT;
2) ren, Kopupyrolumii 6e10k Ao B;
3) ren, KomUpyIOMHUii MPONPOTEHH KOHBEPTA3y CYOTENM3MH/KEKCHH 9;

4) penxas myramus LDLR1, mpusoasmas K ayTOCOMHO-PEHMCCHBHON (opMe cemeifHoit
TUIIEPXOJIECTEPUHEMUH.
VY nmanueHToB MOTYT BCTPEUYaTbCs KaK MyTallMd OJHOTO TI'€Ha, TaK U JIBYX TI'€HOB
OJTHOMOMEHTHO. B mocnemnem ciydae manueHT OyneT T€TEpPO3UTOTHBIM IO KaKIOMY H3
HNOBPEXJCHHbIX TeHOoB. Ilpum 3ToM, Tak Kak OyIyT HapylIeHbl J1Ba MEXaHM3Ma DPEryJsiluu

/)
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JUMUIHOTO TPOQHIIS OJHOBPEMEHHO, KIMHMYECKH 3al0oyieBaHHe OyAeT MpoTeKaTh I10
CLICHapHI0O TOMO3UIOTHON THIEpPXOJIECTEpUHEMUN. B03MOXKHBIE KOMOMHAIIMM T€HETHYECKHX
MyTaliii, TPUBOAALIMX K peaju3alid KIMHUKA TOMO3UIOTHOH THIEPXOJIECTEPUHEMHN
NpeJcTaBieHbl Ha pucyHke No 1.

Pucynok 1. BeposiTHble KOMOUMHAIMK F€HETUYECKUX MYTALUi, IPUBOASIIUE K KIMHUYECKU
TOMO3UTOTHOM runepxoiecrepuHemMud [1].
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- M.C. bek6ocbiHOBa
FeHeTUKa, KJIMHUKA U AUArHOCTUKA CeMeiHOW rmnepxosnecrepuHeMmumn

T.B. MBaHOBa-Pa3symoBa

HcTuHHBIE TOMO3UTOTHI - OTMEYAIOTCSl MYTAllMd B OJJHOM U TOM € ajulelie OJJHOTO U
TOTO 7K€ T'€Ha B KaXKJI0H XpOMOCOME U3 Maphl.

CrnosxHble TeTepO3UrOThl - HAIMYKE ABYX MYTAllMil B Pa3HBIX aJUIEISAX ONMPEAeNIEHHOTO
TEHHOTO JIOKYCa B KaXJI0H XpOMOCOME U3 Taphbl.

JIBoiiHAas reTepo3UroTa - HaJIlMuue JABYX MYTAllMil B pa3HbIX ajlIesX Pa3IMYHbIX T€HOB.

Bo wu3bexaHnn HEKOPPEKTHOW WHTPENPETAMH  PE3YJIbTaTOB T€HETUYECKOTO
TECTUPOBAHUS, COIIACHO MHEHMIO KCIIEPTOB, M3JI0)KEHHOMY B KOHCEHCYCHOM 3aKIJIIOUEHUU
EBpomneiickoro o0mecTBa arepockiepo3a, PEKOMEHAYETCS BHOBb NPUMEHSTh TEPMHH
“(heHoTUIIMYECKAsT TOMO3HMIOTHAs THIEPXOJIECTEpPUHEMHS . DTOT TEPMHUH OOBETUHUT IO
co00if BCe T'EHETHMYECKHE BapHAHTHI, TaKWe KakK ‘‘UCTHHHBIE” TOMO3UTOTHI, ‘‘CIIOKHBIE
FeTEPO3UrOThI”’, JABOMHBIE T€TEPO3UTOTHI. J[aHHBIII TEPMUH MOKHO TaKXK€ HCMOJIb30BATh B
cily4ae OTCYTCTBHSI T€HETHUYECKOTO MOATBEPKICHUSI, HO TIPU HAIMYME KIMHUYECKOW KapTUHBI,
XapaKTepHOW JI1 TOMO3UTOTHOM CEeMEWHOM rumepxojecrepuHemMun. HoBas reHeTnueckas
HOMEHKJIATypa TOMO3UTOTHON CEMEWHON THIIepXOJIECTEPUHEMHH IpEACTaBlIeHa B TabIuIe

Ne 1.

Ta6Jmua Ne 1. COBpeMeHHaH TCHCTUYCCKass HOMCHKJIATYpa Q)CHOTHHH‘ICCKI/I TOMO3HUTOTHOM
TUIICPXOJICCTCPUHCMU N

Tpa[mmmlmaﬂ HOMCHKJIATYypa, KOMMEHTaApuun
KIMHN4YeCKas OCHOBAHHAf HA TCHETHUKE
TEPMHUHOJIOTIUSA
IOMO3MIOTHasa Ou-ajiIebHas

MOJTyTOMIHAHTHAS 03HAYACT,
YTO MOHOAJIEIILHBIE
(reTepo3UroTHbHIE
[POJICTBEHHUKH) UMEIOT OoJiee

ceMelHas [10JIyZJOMMHAHTHAs
TUIIEPXOJIECTEPUHEMUS  [TUTIEPXO0JIECTEPUHEMUS
MOHOI'€HHAsl (€AMHCTBEHHBbII

ren) lTeTKOe TeUeHuE.
00yCIIOBJICHHAS myTanueit [85-90% Bcex Bapuaimii
reHa: 5-10% Bcex Bapuanuii
JITTHIT 1-3% Bcex Bapuanui
AtoB
PCSK9
ONPEIEIAETCS IPUPOIOU (hopMaIbHO “uctuHHasn”
BapuaIuu roMo3uTOoTHas popma;
® 2 KONWHU UACHTUYHOU |hopMaibHO “ciioxHas”
BapHaIliu: FETEPO3UToTa
e | xommd Kaxa0M 13
JIBYX Bapuaruu
2. Ou-amenbHas [lonynoMuHaHTHAs 03HAYAET, YTO
[OJTyIOMUHAHTHAS MOHO-aJUICIbHBIE
CUTICPXO0JICCTEPUHEMHUS (TeTepO3UTOTHBIC POJICTBEHHUKH)

MMEIOT OoJiee JIeTKOe TeUEHHE.
00yCIIOBJIEHHAS MyTtanuen | @opManbHO “IBONHas
reHa: rerepo3urora’
JIITHIT + AnoB
JITTHIT + PCSK9
AnoB + PCSK9
1 xonus KaxKa0W U3 ABYX
Bapualui
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- M.C. bek6ocbiHOBa
FeHeTUKa, KJIMHUKA U AUArHOCTUKA CeMeiHOW rmnepxosnecrepuHeMmumn

T.B. MBaHOBa-Pa3symoBa

[TaroreHeTnyeckue MEXaHU3Mbl [OBBIIICHUS YPOBHS JIUIIONPOTEUIOB  HU3KOM
IJTIOTHOCTH B 3aBUCUMOCTH OT BHUJIa TEHETUYECKON MyTallMM TpeAcTaBiieHbl Ha Pucynke Ne 2.

Haubonee pacnpocrpanennsivu npuunHamu CI'XC sSBISIOTCS namozennvle eapuannul
2ena peyenmopa JIITHII, kotopble OTBETCTBEHHBI 32 85—90% reHeTH4eCcKu MOATBEPKICHHbIX
clly4aeB CeMeiHoi runepxoiecrepunemun [2]. Ha naHHbIli MOMEHT MICHTUDHUIIEPOBAHO OoJiee
4900 BapuanToB rena LDLR, HO maroreHeTMdyeckoe 3HAYCHHE OOJBIIMHCTBA M3 HUX HE
nokasano [6]. Cpenu natoreHHbix MyTanuid reHa LDLR BbIENSIOT ABa OCHOBHBIX THIIA!

1) “HyneBoii” BapuMaHT - aKTUBHOCTH pEIENTOPOB JIHIONPOTEHIOB HHU3KOM
wiotHoctu (JITTHIIp) coxpanena menee yem Ha 2%;
2) BapuanT ¢ “ne)eKTHBHBIME pelentopamu” - coxXpaHeHo oT 2 10 70%

AKTUBHOCTH PELENTOPOB JUIIONPOTENIOB HU3KOM IITIOTHOCTH.

ITpu HanMuMK MyTaluyU B JaHHOM I'€HE, BO-TIEPBbIX, OTMEUYAETCS] CHUKEHUE KOJIUYECTBA
pPELENTOPOB JIMMONPOTEUJIOB HU3KOM IUIOTHOCTM HA ITOBEPXHOCTU KJIIETOK H, B-BTOPBIX,
JUIONPOTENH HM3KOM IIJIOTHOCTH HE MOXET CBS3aThCA C IATOJOTMYECKHM H3MEHEHHBIM
perienTopoM, uto nmpuBoauT k Hakoruieruto JITTHII B iupkynupyromieit kpoBu (pucyHok 2 (B)).

OtmeuyaeTcss  BBIp@KEHHAs  KOppeNsLUg  MEXKIy TE€HOTHIIOM  MalMeHTa U
(eHOTUNUYECKUMU TPOSIBIICHUSMHU 3a00JI€BaHMsl, B YACTHOCTH “HYJEBOI~ BapHaHT MyTalluu
rena LDLR xapaxrepusyercst 3xcTpeManbHO BbicOkuM ypoBHeM XC-JIITHIT u makcumanbHO
HU3KUM OTBETOM Ha MEAMKAMEHTO3HYIO Tepanuio. OIHaKo, FEHOTUI JAJIEKO HE BO BCEX CIIydasix
MO>KET JOCTOBEPHO ONPEAEIUTh (PEHOTUIHYECKYO dKcrpeccuto [10, 11].

Mymauyusa zena, kooupywuiezo 6enox Ano B oOycnosinuBaer pazsutue 5-10% Bcex
cirygaeB CI'XC. Ilo manubpiM peructpoB eBponeiickux crpan u CIIA, manHas myramus 6omee
4acTo BCTpeuyaercd y npeacrapureneil KaBkazckoil HAIlMOHAIBHOCTH, YEM B IPYTUX STHUYECKHUX
rpynmnax. AnoB mnpencraBnsier coboit mporemn maccoit 500 kDa, cocrosmmii u3 4,563
amuHOKHUCIOT. K Hambosee 3HAYMMBIM MAaTOTEHHBIM MYTAlUSM 3TOTO T'eHa, MPHUBOJIALINM K
dopmupoBarnro CI'XC otHOcuTcst mytanus Arg3527GIn. Anonunonporens B ocymectsiser
CBSI3bIBAHUE MOJIEKYJIBI JIMTIONPOTENIA HU3KON IIJIOTHOCTH C COOTBETCTBYIOIIMM PELIENITOPOM:
B ciyyae quchyHkuuu Ano-B mpoucxoaut orpannuenHoe ceszbiBanue JIITHII u ero yposens
B KPOBU COOTBETCTBEHHO MoBbImIaeTcs (pucyHok 2 (C)). [Ipu 3ToM y manueHToB ¢ MyTanuei
reHa, koaupymwoiero AnoB yposens JIITHII Oyaer Huxe, yeMm y naneHToB ¢ MyTaluel reHa
LDLR [7].

[TponpoTennkoHBepTasza 9-ro CyoTHIM3NH-KEKCHHOBOTO THUTIA - 3TO (DEPMEHT, KOTOPHIH
aKTUBHO BoBJeueH B npouecc nectpykuun peuentopos JIITHII. CoorBercTBeHHO, Mymanus
2ena, kooupyrwuiezo svipaoomky PSCK9, c ycunenuem QyHKIIUU, TPUBOAUT K MOBBIIIICHHOMY
paspymenuto peuenropos JIITHII, nx xonuuecTBO Ha MOBEPXHOCTH KIETOK YMEHBIIAETCS, B
pe3ynbrare yero orMeudaercsi ypenudenue konuentpauuu JIITHIT B miasme (pucynok 2 (D)).
Ora MyTranus ABISETCS NIPUIMHOMN pa3BUTHS 1-3% ciydaeB ceMEMHON TMIIEPX0IECTEPUHEMHH.
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FeHeTMKa, KIMHMUKA U AUArHOCTMKA CEMEHON rMNepXxonecTepUHEMUN

M.C. Bek6ocbiHOBa
T.B. MBaHOBa-Pa3symoBa
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Adapted from Shah et al. CCJM 2020;87:109-120 with permission. CCF
@ 2020
PI/ICYHOK 2 MexaHuzm Pa3BUTHA THIICPXOJIECCTCPUHCMHUU TIPU PA3JIMIHBIX BUAAX
MyTalu.

B HeJaBHEM BpPEMEHU ObLIa UIeHTU(DUIIMPOBAHA
aymocomno-peyuccuenan ¢opma CI'’XC, xkotopas oOycloBiieHa OH-aJUIeTbHOM MyTanuen
reHa LDLRAP1 ¢ notepeit ¢pynkiuu. Berpewaercs y 1% mnamuentoB ¢ CI'XC. LDLRAPL -
amantopHbiii 6enok 1-ro tuma peuentopos JIITHII, ydacTByeT B SHIOIMTO3€ pPELETITOPOB
JIMITONPOTENI0B HU3KOM TUNIOTHOCTH. KilmHMYeckast kKapTuHa pa3BUBAETCS TOJIBKO B TOM Cllydae,
€CITU MaTOreHHas MyTalus Oblia nepefaHa pedeHKy OT KaXJI0ro U3 poauTeneid. AyTroCOMHO-
pelyccuBHAs TUIEPXOJIECTEPUHEMHUSI - 3TO OYEHb PEIKOE HAcleJACTBEHHOE 3abojeBaHUe,
KOTOpPOE MOYKHO 3aIl0JI03PUTh B CiIydae, €Clid y 000UX pOJIUTENe oTMeuaeTcs HOpMallbHBIH
yposens JIITHII, mpu 3ToM y peOeHka oTMe4YaeTCcsi MACCUBHBIN KCAHTOMATO3 M KpaitHE BBICOKHE
ypoBuu JIIHII. Tepamus mnpoBOAUTCA 1O MPOTOKOJIY CEMEHHOM TI'OMO3UIOTHOHN
rumnepxosiecrepunemuu [12].

3. IuarHoCcTUKA ceMeilHO# runepxosjecTepuHeMuu

VYuurbiBass KpalilHE BBICOKME PHUCKH PAa3BUTHS aTEPOCKIEPO3 aACCOLMMPOBAHHBIX
3a00JIeBaHUN CEpAEUHO-COCYIUCTOM CHUCTEMbl Yy TMAalMeHTOB C CeMEeHHBIMU (opMaMu
TUIEPXO0JIECTEPUHEMHUH, PAHHASA JUArHOCTHKA SIBISETCS KIIOYEBBIM KOMIIOHEHTOM CTpaTeTruu
HaHpaBHeHHOﬁ Ha TOBBINICHUC IMPOAOJDKHUTCIIBHOCTH XWU3HU MW YIYUYIICHHIO €€ KadcCTBa.
OnHako, BO BCEM MHpE 3TO COCTOSHHME€ OCTa€TCs HEAOCTATOYHO JUATHOCTHPOBAHHBIM.

https://izd-mn.com/
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FeHeTUKa, KJIMHUKA U AUArHOCTUKA CeMeiHOW rmnepxosnecrepuHeMmumn

T.B. MBaHOBa-Pa3symoBa

Haubonee BaxHbIMH OapbepaMH  SBISETCS HHM3Kas OCBEJOMJICHHOCTh Pa0OTHHKOB
3[pABOOXPAaHEHHUs] M HEYAOBJIETBOPUTEIbHOE BHEAPEHHE B KIMHUYECKYIO IPAKTHKY
UMEIOIIUXCS KIMHUYECKUX PYKOBOJCTB.

3a uckioueHneM romo3urotHoil I'X cemelHblil GOpPMBI SIBISIFOTCSI TaK Ha3bIBAEMBIM
“HeMbIM” 3a0oseBaHueM. IIpm roMo3uroTHoil GopMe Takue MPOSBICHUS KaK KCAHTENIA3MBI,
CYXO0KMJIbHBIE KCAHTOMBI U JIMIIU/IHAS 1yTa pOrOBUIIbI OSBIISAIOTCS B IETCKOM Bo3pacte. Toraa
KAaK COIVIACHO JIaHHbIM KOTOPTHOTO HCCJIEIOBAaHUS CEMEMHON TIMIIEpXO0JIECTEPUHEMUH,
IIpOBEIEHHOro B Mcnanuu, npu rerepo3uroTHoi popmMe KCaHTOMBI OTMEYAIMCh Y MEHEE UeM
15% narueHTOoB, a IUMUHAS Jyra pOoroBUilbl TOJIbK0 y 30%. (15).

JluarHocTuka ceMeiHbIX (POpM I'MIIEPXO0JECTEPUHEMUN OCHOBBIBAETCS HA KOMOMHALIUU
TUNAYHBIX  KIMHUYECKUX  IIPOSBIICHWM, CEMEMHOM W INEPCOHAIBHONW  HMCTOPUHU
TUIIEpXO0JIeCTEpPUHEMUN U IpexkaeBpeMeHHoro pa3Butus A3CC, naHHBIX J1IaOOPAaTOPHBIX U
TEHETUYECKUX UCCIIEIOBAHUM.

3.1. AHaMHecTHYECKHE JaHHbIEe

[Ipn mopo3peHue Ha HanU4yue CEMEUWHBIX (POPM T'MIEPXOJIECTEPUHEMHH HEOOXOIUMO
BBISICHUTh B aHAaMHE3€ y POJICTBEHHUKOB IAaIMeHTa 1-0if U BTOpOW JMHMU POJCTBA paHHEE
BO3HHUKHOBEHHUE IPOSBICHUI aTepoCKiIepo3a M pa3BUTHE aTEPOCKIEPO3 aCCOLMMPOBAHHBIX
3a0oseBaHuil (Y My»XUUH B Bo3pacTe Miajiie 55 jer, y xeHIuH - miaame 60 ser). Tak ke B
MEPCOHAIHHOM aHaMHe3€ MaIleHTa HeOOX0JMMO YTOYHHUTh HaJTMure 3a00JIeBaHHI CepeuHO-
COCYIUCTOI cuctemMbl M BpeMs uX (opmupoBaHusa. Kpome Toro: mmeer 3HaueHUE paHHEE
pa3BUTHE KOXHBIX MPOSIBICHUNW - KCAHTOMbI M KCaHTENa3Mbl, KAK B CEMEWHON Tak U B
NEePCOHATIBHON UCTOPUH.

3.2. Knunnyeckasi KApTHHA ceMeliHOM runepxoJiecTepuHeMHuH

B 3aBucumocTH OT TOro, Kakue apTepuu NOpPa)KeHbI aTEPOCKIEPOTHUECKUM MIPOLIECCOM
B KJIIMHUYECKOW KapThHE OyAyT MpeobsagaTh CUMITOMBI HIIEMUYECKOW OOJIe3HM cepala,
MOpaXeHUsI TNepudepruecKux aprepuid, LepeOpOBacKYIsIpHbIE CHMIITOMBI, HPHU3HAKU
AOpTAJIBHOTO CTEHO3a. YacTO OTMEUaeTCs CyCTaBHasi CUMIITOMATHKA: TEHIEHUTBI, apTPaJITHH.

OI[HI/IM W3 BaXHEHIINX CHMIITOMOB SBJISIETCSI KOXKHOE MMOPAKCHUE, KOTOPOC
MaHH(eCTUPYeT B paHHEM BO3pacTe:

® [JIaHApPHBIE KCAHTOMBI - PACIOaralTcs B 00JIACTH PYK, JOKTEBHIX CYCTaBOB,
ATONUIl W KOJICHHBIX CYCTaBOB; XapaKTEepPHbI JUISI TOMO3ZUTOTHON (OpPMBI,
OTJIMYAIOTCS OT APYTHX KOXKHBIX KCAHTOM JKEJITO-OpPaHKEBOM OKPACKOM;
® TyOepo3HbIE KCAHTOMBI - PACIONIAraloTCs B 00JIaCTH PYK, JTOKTEBBIX U KOJIEHHBIX
CyCTaBOB;
® CyXOXWIbHBIM KCAHTOMAaro3 - ONpENeseTcs MNPEeUMYUIECTBEHHO Ha
pasrubaTenbHBIX CYXOXKIIHIX U B 00JIACTH AXUIUIOBA CYXOXHUITHS, TIOSIBIISIIOTCS
M03K€ JPYIMX KOXKHBIX MPOSIBICHUH.
JlunuaHast ayra poOTOBUIIBI MOXKET OBITH JUArHOCTHPOBAHA y JETEH C TOMO3WUTOTHOM
(dbopMoii, Tora Kak Mpu reTepo3UroTHON (hOopMe BHISBISETCS KpaliHe PEIKo.
[Tpu rerepo3urotHoil ¢opMe K TpeTheil NeKaje >KU3HU CYXOKUIbHBIH KCAaHTOMAaTO3
pa3zBuBaercsa y 60% HenedeHHBIX NalUEeHTOB.
B cnydae dopmupoBaHus aopTaIbHOTO CTEHO3a, MPEUMYIIECTBEHHO B paHHEM
BO3pacTe Mpu TOMO3UTOTHON (hopme, ompenensercs aycKyabTaTHBHAS KapTHHA, XapaKTepHas
JUISL TOTO KJIAITAHHOTO MOPAXKEHHUS.

3.3. JIaGopaTopHasi TMaArHOCTHKA

VYposenr  XC-JITHII HATOIAK BKJIIOYEH BO BCE JUArHOCTHUYECKUE

HXQ El/l https://izd-mn.com/
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FeHeTUKa, KTMHUKA U ANArHOCTUKa ceMmeiiHOM runepxosieCrepyHeMmum

M.C. bek6ocbiHOBa

T.B. MBaHOBa-Pa3symoBa

KPUTEPHUH U SBJISIETCS KIIIOUEBBIM B IMATHOCTHUKE CEMEUHBIX Gopm. B Tabnuie
Ne 2 npencraBieHbl HOpMAaTUBHBIE 3HAYEHUS BCEX MOKA3aTeNIel JIMMUAHOTO CIEKTPa Al B3POCIIBIX.

Tabnuma 2. HopMaTruBHBIC 3HAUCHHSI TIOKa3aTeleH JTUITUIHOTO CIIEKTpa

Iloka3aTeian

I[narﬂocnmecxoe SHAYCHHUC

MyxK4YnHBI
MMOJIb/JI, MI'/IJI

KeHmunpl
MmMoJs/a, Mr/nJi

O06mmii xosecrepud (0XC)

HopmanbHblii ypoBEHb

< 5,2 MMOB/IT

< 5,2 MMOJIB/NI

Hu3Kkoi mioTHoctu (XC-JIHII)

<200 mr/mn <200 Mr/m1
Bricokuit 5.17 - 6.18 mmonw/n  |5.17 - 6.18 mmonb/a
HOPMaJIbHBI 200 to 239 mr/mn 200 to 239 mr/mn
i (morpaHUYHBIN)
Beoicokuil ypoBeHb 240 mr/mn 240 mr/mn
6.21 MMoIIB/IT 6.21 MMOIB/1T
XoJecrepoa - <3,0 MMOIIB/IT <3,0 MMOJB/1T
JIMTIONIPOTEHHBI

Tpurauuepuasi (TT)

<2,0 MMOJIB/JT

<2,0 MMOJIB/JT

Xosecreposa -  JIMNONPOTEHHBI
BbICOKOH m1oTHoCcTH (XC-JIBII)

>1,0 MMOaB/1T

>1,0 MMOJB/1T

AnosmunonporenH B (AnoB)

66 — 133 Mr/mn

60 — 117 mr/non

AnojunonporenH A (AnoA)

110-180 mr/mn

110 — 205 mr/mi

Jlunonporeun (a) (JIn(a))

< 50 mr/on

<50 mr/mon

VY nereil M MOAPOCTKOB MMEIOTCS HEKOTOPHIC OTIMYHS B OIEHKE HOPMBI JIUIHIHOTO
cnektpa. CornacHo ganubM National Education Cholesterol Program (NCEP), [Tonbima, B aTux
BO3PACTHBIX TPYIIIAX IeJIecO00pPa3HO BBIICISITh HOPMAIbHBIC, TOTPAHWYHBIC W BBICOKHE
3HAYEHUS JMIONPOTEUA0B U TPUTIUIEPUIOB, UTO TMO3BOJSET OOJee TIIATeNbHO MPOBOAUTH
JTMHAMUYECKOe HaOII0/ICHIE, ITapaMeTphl MpeicTaBieHsl B Tabmuie Ne 3 [46].
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- M.C. bek6ocbiHOBa
FeHeTUKa, KJIMHUKA U AUArHOCTUKA CeMeiHOW rmnepxosnecrepuHeMmumn

T.B. MBaHOBa-Pa3symoBa

Tabnuma 3. [lokazaTenu 3HaYCHHUI TUMHUIHOTO CIIEKTPa y JETEH U MOJIPOCTKOB.

nmorkasarteJib HOPMAJIbHbIC MOrpaHUIHbIC BbICOKHNE 3HAYCHUSA
BHAYCHUA BHAYCHUA

mmol/l) (4.4-5.15 mmol/l) mmol/l)

JITTHEIT < 110 mg/dl (< 2.84] 110-129 mg/di > 130 mg/dl (> 3.36
mmol/l) (2.84-3.34 mmol/l) | mmol/l)

XO0JICCTCpU

1 me-JITIBIT < 120 mg/dl (< 3.1} 120-144 mg/di > 145 mg/dl (> 3.75
mmol/l) (3.1-3.7 mmol/l) mmol/l)

TPUTIIAMLHCPUIBI

0-9 ner < 75 mg/dl (< 0.85 75-99 mg/dI > 100 mg/dl (> 1.13
mmol/l) (0.85-1.12 mmol/l) | mmol/l)

10-19 ner < 90 mg/dl (< 1.02] 90-129 mg/dl > 130 mg/dl (> 1.47
mmol/l) (1.02-1.46 mmol/l) | mmol/l)

JITIBIT > 45 mg/dl (> 1.2| 40-45 mg/dI < 40 mg/dl (< 1.0
mmol/l) (1.0-1.2 mmol/l) mmol/l)

MapkepaMu reTepo3uroTHON CEMENHOMN THIEPXOJIECTEPUHEMUHN Y B3POCIIBIX CUUTAETCS
noseiieHue yposHst JIITHIT > 190 mr/mn, y mereir > 160 mr/an. B ciydae BbIsIBIEHUS Y
HEJIeUYEHHBIX MalMeHToB ¢ Aucnunuaemueit yposus JITTHIT > 400 mr/mn (> 10 MMob/11) BBICOKA
BEPOSATHOCTh TOMO3UTOTHON (hOPMBI CEMENHOM THIePX0JIECTEPUHEMUH.

3.4. UHCTpYyMeHTAJIbHBIE HCCJIeTOBAHUS

[Ipu nmogo3peHuu Ha reTepo3uroTHYI0 U 0COOEHHO Ha roMO3UroTHyio Gopmy CI'XC
NAIMEeHT JOJDKEH OBITh HANpaBJieH B CHEIMATM3UPOBAHHBIA LIEHTP M JaibHEWIIas JieueOHas
TaKTHKa JIOJKHA OMPENesAThCS MYIbTHANCUUIUIMHAPHOW KOMaHAON. YUUTHIBas TUTENbHBIN
NEepUOJT TMArHOCTHKH, TTO3/JHIOK0 BepU(UKALIUIO JHAarH03a, CUCTEMHBIN XapakTep 3a00eBaHMs
HEeoOXOIMMO JieTalbHOE O0OCIEe0BaHUE CEPAEYHO-COCYJUCTON CHUCTEMBI Cpa3zy Iociie
YCTAHOBKH JrarHo3a. Pekomenyemblit 00beM 00CiIeIOBaHUS BKIIIOYAET:

L V3" OpaxmoniepaibHBIX apTepuid, COCYJOB BEPXHUX M HUIKHUX KOHEYHOCTEH.
ATEepoCKJIEpOTHUECKUE OJISIIKH, PACIONOKEHHbIE B COHHBIX apTEepHsX, a TaKxkKe
YTOJIIIEHNE KOMILJIEKCA MHTHUMa-Melua SBISAIOTCS PaHHUMHU MapKepaMy pa3BUTHUS
aTepockiepo3a. Y JeTed OLEHKa TOJIIMHBI KOMIUIEKCA HMHTUMa-MEIMa COHHBIX
apTepuil sBisieTcs HEOOXOAMMBIM KOMIIOHEHTOM IEpBUYHOTO OOCIEIOBaHMS, a
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TaK)ke HMHCTPYMEHTOM JaJbHEHIIEro JUHAMUYECKOro HabmroxeHus. M3mepeHue
npoBoauTcs 3-1b1 Ha ypoBHE Ha 1,5 - 2,0 cM Hike OudypKai COHHON apTepHH B
KOHIIE TMAcTOJbl, 3HAU€HUE BbIIIE 95-TO NMPOLEHTUNS SABIAETCS ITUArHOCTUUYECKUM
[41].

OXOKI' mpoBoauTcsi 00s3aTENBHO IMPHU TMEPBHYHOM OOCIIEOBAaHUM C OICHKON
CTPYKTYpbl Ce€pAla M aopThl, JajJee PEKOMEHIYETCS IOBTOPSITH E€KErOAHO.
Y CKOpeHHOE pa3BUTHE aTEPOCKIIEpO3a Yallle BCEro COIPOBOXKAACTCS IOPAKEHUEM
Oyrd aopTbl M YCTbeB KOpOHapHbIX aprepuil. Ilo wmepe yBenmdeHus
MIPOJOIDKUTEILHOCTH KU3HHU BCE Yallle Y TAKUX MAIlHEHTOB (PUKCUPYETCS KAJbIIMHO3
AOpTAJILHOTO KJIAlaHa.

KT-anrmorpagust ¢ KOHTpacToM JOJDKHA OBITH MpOBEAEHA KaKk MUHHUMYM 1 pa3 y
IIALMEHTOB CTapume 3-X JIET I OLEHKH aHaTOMUU KOPOHAPHBIX apTepHi, AyTH
AOpTHI.

Tectbl ¢ Harpy3Koil MOryT OBITH NMPOBEAEHBI TOJIBKO MOCIE UCKIIOYEHUS CTEHO30B
KOPOHApHbIX apTepUil M TeMOJMHAMHYECKM 3HAYMMOIO CTE€HO3a Aao0pTajbHOTrO
kinanana. llens npoBeneHUs - BBIABICHUE WIIEMUM MHOKapAa, OIpPENEICHHE
[IOKa3aHUW Il WHBa3MBHBIX METOJIOB  HCCJIEIOBAaHUS, B YaCTHOCTH -
KOpOHapOaHTHOTpauH.

JE€TH C TOMO3UTOTHOM CEMEHHOW TI'MIEepXOJECTEpUHEMHUEH JIOJKHBI  OBITH
HaIpaBJICHbl Ha KOHCYJbTAalMI0 K JETCKOMY KapIuOJIOry s COCTaBJICHUS
KOMILJIEKCHOTO I1aHa MHCTPYMEHTAIBHOIO o0cnenoBaHus, BKJIFOYAst
KOpoHaporpaguro.

3.5. 'eneTH4ecKkoe TeCTUPOBAHUE

Z[I/Ial"HOB CI'XC MoxeT OBITh MOATBCPIKACH ITPHU MO3UTUBHOM PE3YJIbTATC TCHETUYCCKOI'O

TECTUPOBAHUS, HO HE MOXET ObITh HUCKJIIOUEH MPU OTCYTCTBUU MIPUUMHHON MyTallMy. Y MallieHTOB
B 30-40% ciydaeB He OyaeT Bepu(pHUIMPOBAHO U3BECTHOM MYTAllUH, YTO HE UCKIIFOYAET ceMeHbIN
XapakTtep 3a00JIeBaHMsl, a CBUJETEIBCTBYET TOJIBKO 00 OTpaHUUYEHHOCTH HAIIMX 3HAHUHM O CIEKTpe

MaTOTEHHBIX MyTaluil. [ eHeTHuueckas JUarHoCTUKa MOXKET BKJIIOYATh B ce0sl KaK ompeeNieHue
M3BECTHBIX MaTOTCHHBIX BAPHAHTOB I'€HOB TaK U MOJTHOTEHOMHOE CeKBeHHpoBaHue [19]. V
MAIMEHTOB C HE BBIABICHHBIMU MYTALIUSIMHA THIIEPXOJIECTEPUHEMUS MOKET ObITh BTOPHYHOM 1O
OTHOIICHHUIO K HE UACHTHU()DUIIMPOBAHHOW MYyTAIlUU WJIM HOCUTh TIOJIUTCHHBIN XapakTep.

[IpoBeneHne reHeTHIeCKOro TECTUPOBAHUS Y MAIMEHTOB C MMOJ03PEHNUEM Ha CEeMEHHBII
(GOpMBI  THIEPXOJECTCPUHEMHUH HWMEIOT KaK CBOM JIOCTOMHCTBA, TaK W HEJIOCTaTKU
(npencrasnensl B Tabnuie Ned) [47].

Ta6Jmua Ne 4, I[OCTOI/IHCTBa " HEAOCTATKU IMPOBCACHHUA I'CHETHUYCCKOI'O TECCTUPOBAHU
Yy NaueHTOB C TOMO3UTOTHOM TI/IHCpXOJlCCTCpI/IHCMI/ICI\/II.

JOCTOUHCTBA HEJ0CTATKH

II03BOJISAET UACHTU(DUIPOBATH HU3Kasg  JIOCTYIHOCTb U BBICOKAs
JINarHo3 CTOMMOCTD
II03BOJISAET O0BEKTHBHO | HE BCErja MpPEeJCTaBISAETCS BO3MOXHBIM Ha
BU3YyaJIU3UPOBATH CIOKHOCTb | OCHOBAHMM  T€HOTHUIIA  IPOTHO3UPOBATH
HCXOJTHOM TEHETUKU CEMEHHOH | BBIPA)KEHHOCTh (heHOTUNTHYECKUX
TUIIEPXOJIECTEPUHEMUH MIPOSIBIICHUN
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OTKPBIBAET JIOCTyI K
AOKCHEPUMEHTAIBHOM TEpAMM B paMKax
TEKYIIUX U TJIAHUPYIOIIUXCS KIMHUYECKUX
HCCIICIOBaHUI

MAaTOreHHOCTh  OOJBIIOTO0  KOJIMYECTBA
BapuantoB JIHK He sBusercs AOCTOBEPHO
YCTaHOBJICHHOM

PE3yIbTaThbl TCHECTUYCCKOI'O
TECTUPOBAHUA ITIO3BOJIAIOT
IMPOrHO3UPOBATH TAXKCCTD TCUCHUA

3a00JIeBaHUs U CTENEHb OTBETA Ha TEPpAIINIO

HEKOTOpBIE MalUEHThI c
¢benortunmueckn  romoszurotHoit  CI'XC
MMEIOT TOJBKO OJHY MO0 HH OJHOU U3
U3BECTHBIX MATOTCHHBIX MYyTalUi

MO3BOJIIET MCKJIIOYUTHh HAJIWYUE CXOXKUX
KJIMHUYECKMX  COCTOSIHUH,  TpeOYOIIMX
JIpyroi Tepanuu (CUTOCTEPOIEMUS])

HE00XO0AUMO n30eraTbrumep
MHTEPIpeTaluH pe3yJabTaToB
T'€HECTHUYCCKOI'O TCCTUPOBAHUA

MCIUIINHCKHMH pa6OTHI/IKaMI/I

MOJI0XKUTEIbHBIN pe3yjibTart HpO(I)eCCI/IOHaHBHOG Ipe- n

TCCTUPOBAHUA ABJIACTCA TPUITCPOM JIA | IOCTTECTOBOC TCHECTUYCCKOC

MMPOBCACHUA KACKAaAHOTO CKpUHUHIA U | KOHCYJIIBTUPDOBAHUC SABJIACTCA

BBISIBJICHHUS HOBBIX ITAIIMCHTOB HGO6XOILI/IMI)IM, HO 3a49acCTyro
HEAOCTYITHBIM

pe3yibTaThl MOTYT OBbIThH
UCIOJIb30BaHbl B MPOLECCE MPEHATAaIbHOIO
KOHCYJIbTUPOBaHMS

MOBBIIIAET IIPUBEPKEHHOCTD K
Tepanuu

3.6. Kpurepuu TMarHoCTUKH ceMeifHOM rumepxoJiecTepuHeMHH

Ha naHHbBII MOMEHT HET OOIIENpPU3HAHHBIX BO BCEM MHUPE KPUTEPUEB AMATHOCTHUKH
CEMEMHON  TUIEPXOJIECTEPUHEMUHN, OJHAKO HMMEETCS  HECKOJIbKO  JUarHOCTHYECKHX
MHCTPYMEHTOB (OallbHBIX WIKad), KOTOpble MpUMeHstoTcss HanOonee yacto: US Make Early
Diagnosis to Prevent Early Death (MEDPED mikana, CIIIA), UK Simon Broom System
(KpuTepuu perucTpa ceMeiHoi runepxosiectepuHeMun B BemukoOpuranum), Dutch Lipid
Clinic Network Criteria (kpuTepHuu rojulaHACKUX JIMIUIHBIX KJIMHUK) U peKkoMeHauu National
Lipid Association. HecMoTpst Ha TO, 4TO yKa3aHHBIE IIKAJIbl OTIIMYAIOTCS APYT Jpyra Kak Io
CTPYKTYp€, Tak U 1o quarHoctuueckomy yposHio X C-JIITHII, nccnenoBanus nokasanu, 4To UX
MPOTHOCTHYECKAsh 3HAYMMOCTh comoctaBuMa [18]. YkaszaHHbIe IIKanbl TPEICTaBICHBI B
npunoxenusx Ne 1,2,3. Kputepun ['omtaHICKUX JUNMIHBIX KIMHUK NPEICTaBISAIOT Oojiee
JETabHBIM U CHCTEMaTHU3WPOBAHHBIN MOAXOJ] K OLEHKE BEPOATHOCTH HAJIUYMS Yy MallleHTa
reTepO3UrOTHOM CeMeHHOW rumepxosiecTepuHeMuu. JlaHHas mIKana BKIOYaeT B cedd
MpakTUYecku Bce auarHoctuyeckue acnektbl CI'XC - ceMeiHbId U MEePCOHAIBHBIA aHAMHE3,
JaHHble (U3MKAIBHOTO 00CIe0BaHUsA, pe3yabTaThl JaOOPAaTOPHOIO M TE€HETHYECKOTO
uccinenoBanus. Kaxxaplii npusHak nMeeT cOOCTBEHHYIO OayuibHYIO olieHKy. [lo pesynbratam
KOHCOJIMJUPOBAHHOM OLIGHKH, €CIM CcymMMa OajuioB > §, TO y TNAalMeHTa HMeeTcs
MOJTBEPXKICHHAsT CeMeWHas TUIEePXOJECTEPUHEMMs], Ja)Xe IpPU OTCYTCTBHM pPE3YJIbTaTOB
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TCHETHYECKUX HccaenoBaHui. ['eHeTHUecKuil aHamu3 B JaHHOM ciydae TpeOyercs s
ompeeeHusl TUIa nmopakeHHoro rera. Cymma OawtoB 6-8 - BeposTHas cemeiiHas ¢opma,
cymma OamioB 3-5 - BO3MOXKHBIM HACJEICTBEHHBI TeHE3 IUCIUMUAEMHUH, Tpedyercs
nuHamuueckoe HaoOmoneHue. OTHOCHUTENBHO TMEAMATPUYECKHX IalMeHTOB Haubousee
ONTUMAaJIbHBIMU HpuU3HaHbl Kpurepuu CumoH-bpym, KoTopble B MEHbBLIEH CTENEHU
CKOHLIEHTPUPOBAaHbl Ha KIMHUYECKUX NIPHU3HAKAX, OTHOCUTEIBHO PEAKO BCTPEUANOIIMUXCA Y
nerei) [45].

B 2023 roxy B 0OHOBIIEHHBIX peKOMEHIanusIX EBporeiickoro o0IecTBa arepockieposa
no ['OMO3HUTOTHON CEeMEHHON THIepXO0JeCTEPUHEMUH OMyOIIMKOBAaHBl ~ HOBBIE

JIMarHOCTUYECKUE KpUTEPUH, NpeJcTaBieHHbIe B puiiokeHun Ne 4 [47].

3.7. InddepeHuuanbHas AMATHOCTHKA ceMeiHOM runepxojeTepuHeMunu

Bo Bpems 1uarHocTuKy AUCIUNUAEMUYECKUX COCTOSTHUI HE00X0ANMO UCKITFOUNUTh

BTOpUYHbBIE IPUYMHBI HapyILIEHUH JUIHIHOTO npoduns. Hexkoropsie
[IATOJIOTUYECKUE COCTOSHUSA ~ COIIPOBOXKIAIOTCS MOBBIIIEHUEM

o6mero xonecrepuna, JIITHII u Tpurimnepuaos, COMOCTABUMBIME C TAKOBBIMH MTPH CEMEWHBIX
¢dopmax. K 1aHHBIM COCTOSHUSIM OTHOCSTCS:

®  TUNOTHPCONIIN3M,

® HedpoTHuecKuil CHHIPOM;

®  caxapHblii qualer;

® cunapom Kymmunra;

® nopdupus;

® anopekcus [36].

Kpowme Toro, k NOBBIIIEHNIO YPOBHS JIUIIUAO0B IPUBOIUT JUIUTEIbHBIN IPUEM HEKOTOPBIX
MEIMKAaMEHTO3HBIX IPENapaTroB, B YaCTHOCTU IETJIEBBIE JIUYPETUKH, KOPTUKOCTEPOUIBI,
LUKJIOCTIOPUH, 3CTPOreHbI, MPOTECTHHbI, PETHUHOW/bI, MHIMOUTOpPHI MpOTea3 U HEKOTOpPbIE
NICUXUATpUYECKUe TMpenaparbl (TPULUKIMYECKHE aHTHUICNPECCAaHThl M CEJIEKTUBHBIE
AHTHUTICUXOTUYECKHUE mpenaparsi) [37].

B cnywae HapymeHMl HECKOJNBKHMX 3BEHBEB JIMIHUIHOTO CIEKTpa HE0O0X0AUMO
UCKJTIOYUTh CEMEHHYI0 KOMOMHUPOBAHHYIO AUCIUIUAEMHIO. DTO COCTOSIHUE XapaKTepHU3yeTcs
MOBBIIICHHBIM YPOBHEM TPUIIULEPUAOB U cHUkeHUEM ypoBHA JIIIBII, yposens JIIHII mpu
3TOM MOKET ObITh B HOpME WM MOBbIIIEH. CeMeliHasg KOMOMHUPOBaHHASI JUCIUITUAEMHUSI YacTO
BCTPEYAETCS Yy TMAalMEHTOB C U30BITOYHBIM BECOM U OXHPEHHMEM M CONPOBOXKIAECTCS
HMHCYJIHUHOPE3UCTEHTHOCTHIO [38].

VY naunueHToB ¢ (EHOTUIMYECKH TOMO3MIOTHOW CEMEWHOM rumepxoyiecTepuHeMueit
HEO0OXOMMO MPOBOJUTHh U dEepeHINATbHYI0 JHAarHOCTUKY C PEAKUM  ayTOCOMHO-
peLMCCUBHBIM 3a00JIeBaHIEM CUTOCTEeposIeMueii. 3a0oeBaHNe XapaKTepU3yeTCs MOBBIICHHO
abcopOruel pacTUTENBHBIX CTEPOJIOB U3 TOHKOTO KHUIIEYHUKA, YTO NMPUBOJAUT K MOBBIIIEHUIO
cTeposioB B Iutazme kpoBH Ha 30-100%. KnuHuueckue nposiBIeHHs MOTYT BapbHpOBaTh OT
MPAKTUYECKH MOJHOTO OTCYTCTBHSI CHMIITOMOB /0 KpaiHe TsDKeIbIX (OpM C pa3BUTHEM
KOXKHBIX M CYXOXHJIBHBIX KCAHTOM, PaHHETO aTepoCKiepo3a, UIIEMUYECKOi 0oJe3HH cepla,
nH(papKTa MUOKap/a, BHE3arHo# cepaeunoit cmeptu [38]. [l JMarHoCTUKHM 3TOrO COCTOSHUS
PEKOMEHYETCSI BKIIOYUTh B CTAHIAPTHYIO FEHETUUECKYIO ITAHENIb UCCIIEI0BAaHUS TAIMEHTOB C
nono3zpenreM Ha CI'XC Ttaxke rensl ABCGS5 and ABCGS, oTBeuaromue 3a pa3BUTHE
curocteposemun [49].
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4. Crpatuduxkanus pucka y nanueHton ¢ CI'XC

Nmeromuecs: faHHble CBUAETEIBCTBYIOT O TOM, YTO ypoBeHb cMepTHOCTH oT ACC3 y
MAIMEHTOB C MOHOTEHHBIM TUIIOM HACJIEI0BAHUSI CEMEUHOI IMIepX0JeCTePUHEMUU BBIIIE, YEM
IIPY MTOJIMTEHHOM MOopakeHUHU. MyTalus B KaKJI0M U3 3-X IPUUMHHBIX T€HOB aCCOLIUUPYETCS C
Pa3IMYHOM CTENEeHbIO PHCKA MOpPaXKEHHs] KOPOHAPHBIX apTepuii, B yacTHocTu OR st reHoB
JITTHII, AnoB, PCSK9 cocrasistor 1,8, 3,4 u 19,9 coorBercTBerno [20].

B 2016 rogy MexnyHapomaHoe OOIIECTBO aTepOCKIEpO3a BBITYCTUIO SKCIEPTHOE
3aKJIIOYCHHE, COTJIACHO KOTOPOMY CeMEWHasi THIIEepPXOJIECTepHUHEMHUs Kiaccuduuupyercs Ha
TSOKEIYI0O U HE TSKelylo GopMbl B 3aBUCUMOCTH OT ucxoaHoro ypoHs JIIIHIT u manuuus
M3BECTHBIX KIMHHUYECKUX (hakropoB pucka pazsutus CC3. K daxTopam prcka OTHECEHBI -
Bo3pacT > 40 net 6e3 Tepanuu, MYKCKOW T0JI, KypeHue, ypoBeHb Lp (a) > 50 mr/mi, panHee
pa3BuTHE O0JIe3HEH KOPOHAPHBIX apTEepHil Y POJCTBEHHUKOB MEPBOM JHMHUU pojcTBa, UMT >
30, HanMYMe B aHAMHE3€ caxapHoro auabeTa U XpOHUYECKOo Ooe3Hu mouek [21].

CornmacHo nmaHHBIM MEXIYHApOIHOTO OOIIECTBA AaTEPOCKIEPO3a, y HEICYEHHBIX
MAMEHTOB MPH MEpPBUYHON MaHU(decTaluu ceMelHas TUIEPXOJIECTEPUHEMHUS OMpeesieTcs
KaK TsDKeJasi Py HAJIMYUK OJHOIO U3 CIEAYIOIIUX apaMeTpOB:

® yposenb JIITHIT > 400 mr/m1 (10,3 Mmmonb/m);

® yposens JITTHIT > 310 mr/mn (8,0 Mmon/i) + daxTop pucka;

® yposens JIITHIT > 190 mr/an (4,9 mmonb/n) + 2 u 6omee GakTopoB pHUCKa.

MHorouuciaeHHble KIMHUYECKUE HCCIIEI0OBAaHUS CBUJIETENILCTBYIOT O YETKON 3aBUCHUMOCTH

MEXIY CTENEHBI0 BBIPAKEHHOCTH THUIEPXOJIECTEPUHEMUN W PUCKOM HEOIAarompusTHBIX
CEepACYHO-COCYTUCTHIX NCXOA0B. Y ManueHToB ¢ Tsoxénoit popmoit CI'XC, onpenenseMoii Kak
ypoBens JITHIT > 400 mr/mn (10,3 mmons/i) wim > 310 mr/an (8,0 MMOIB/) pu HAIUYUH
JOTIOJTHUTEIBHBIX (PAKTOPOB PHUCKA, OTMEYAETCS 3HAYUTENHbHO Ooyiee BBICOKHN YPOBEHB
KaJbIM(PUKALMU KOPOHAPHBIX apTEePHid, yBETMUEHUE TONIIMHBI KOMIIJIEKCA UHTUMa-MeIua, a
TaK)X€ YCKOPEHHOE pa3BUTHE aTEPOCKIIEPO3a IyTHU a0PThl U YCThEB KOPOHAPHBIX apTepuil [19,
22]. Crparudukanus pucka JI0JKHA yUYUThIBaTh He ToIbko ypoBeHb JIITHII, HO u monurenHsie
MoaudukaTopsl, ypoBeHb JIn(a), Hanuure MmyTtanuil ¢ HyneBoil pynkuueit rena LDLR, a Taxxke
CKOPOCTh  TPOIPECCUpPOBAHUS  CYOKJIMHHYECKOTO aTepockiepo3a MO  JAaHHBIM
BH3ya3upyromux MetooB. [To nanueiM padotsl Hu et al. (2020), manueHThl ¢ TeHETUYECKH
NOJATBEpkAEHHON OnanensHoit popmoit u yposHem JIITHIT > 13 mmounb/a1 umerot 3-kpatHoe
YBEJIMUEHUE PUCKA KOPOHAPHBIX COOBITMH B CPaBHEHHUHU C MalMEHTaMH C T€TepPO3UTOTHOMN
¢dopmoit mpu JITTHIT < 8§ MMoutb/11, 1axe Mpu COOCTaBUMOM KOHTPOJIE APYTHX (PaKTOPOB pUCKa.
Takum o00pa3oM, TSKECTb COCTOSIHUSI JOJDKHAa paccMaTpUBaThCS KAaK HMHTETrpalIbHBIN
MoKa3aTeab, OTPAXKAIOUIMA HE TOJBKO OMOXMMHMYECKHH MpoQuib, HO M TI'eHETUYECKHUE,
KJIMHUYECKME M aHAaTOMMYECKHWE XapaKTePUCTUKH MAllUEHTa, OIpPEAEISIONINEe HCXO b
3a00JIeBaHus.

4.1. OcnoxxHeHHsI ceMeiiHo runepxojecTepuHeMun

K ocnoxHeHusM ceMelHON T'HIEpXOJECTEPUHEMUN OTHOCATCS KpalHue (QOpMBI
MIOPAKEHUSI PA3JIMYHOIO TUIIA COCYI0B, IPUBOASIINE COOTBETCTBEHHO K HUKEIIEPEYUCIICHHBIM
COCTOSIHUSIM.

® umeMuyeckas 00JIe3Hb cep/ia/ cTabuiibHass CTEHOKAPIUS;

datanbHBIN 1 HedaTaabHBIN HHAPKT MUOKap/a;

3acTOWHAs cep/ieYHast HeIOCTaTOYHOCTh;

1epeOpOBaCKYIISIpHbIE COOBITHS (MHCYJIBThI, TPAH3UTOPHbIE UIIIEMUYECKHUE aTaKH);
CTEHO3 a0pTAJIbHOI'O KIIalaHa;

CepACYHO-COCYTUCTAsE CMEPTh;
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® (osie3HH nepudepuuecKux apTepHii;
4.2. CucteMa CKPUHMHIOB MIPH ceMeiiHO runepxoJiecTepuHeMHun

OnHo¥l W3 ommuil paHHEH IUArHOCTUKH CEMEWHBIX (OPM THIEPXOJIECTECPUHEMHUH
SBIISICTCA CHCTEMa CKPMHHHIOB HA BBISBJICHUE TUCIUIHUAEMUil. B 3aBucMMocTH ot Maciraba
OXBara HacelleHUs, (POKYCHON TpymImbl, BpEMEHH MPOBEACHUS BBIICISAIOT HECKOJIBKO BUIOB
CKPUHMHTA.
® VYHUBEpPCAIbHBINA CKPUHUHT:

PekoMenayercsi mpoBelleHWE YHHBEPCAJIbHOTO CKPUHHUHTA JHUIHIHOTO Mpoduis y
JIETCKOTO HAaceJIeHUs B Bo3pacTHOM uHTepBaie ot 5 1o 11 ner [13]. HaunoHanbHbI HHCTHTYT
cepama, jgerkux u KpoBu (National Institute of Heart, Lung and Blood), Amepukanckas
neauarpudeckas akagemus (American academy of Pediatrics), Amepukanckass Accoruanus
Cepana (American Heart Association), Hanmonansnas Accouunanust Jlumumonoros (National
Lipid Association) peKOMEHIYIOT NMPOBEJICHUE YHHUBEPCAIHLHOTO CKPHUHMHTA Y JeTeill B Ooiee
y3KOM BO3pacTHOM uHTepBasie oT 9 1o 11 ner. JlaHHbIN nEepUOA CUUTAETCS ONITUMAIBHBIM, TaK
KaK Jajnee B IyOepTaTHOM NEeprojie OTMEYaeTCsl (PU3UOJIOTHUECKOE TPAH3UTOPHOE CHIKEHHE
ypoBHst XC-JIITHII, uro MokeT npuBeCTH K MUCUHTEpIIpEeTaluu pe3ynbTaroB [16]. Ha nanubiii
MOMEHT rpynna 3kcrneproB EBponeiickoro obmectsa ATepockiepo3a peKOMEHyeT enle 0olee
aKTUBHYIO TakKTHUKy, B u4acTHocTu: COriacHO TEKyIIMM pPEKOMEHAAUSIM HEOO0XO0AUMO
IIPOBOAUTH CKPUHUHIOBOE UCCIIEJIOBAHUE JUIUAHOTO npoduis y Aeted muazame 2-X JeT. A
TakkK€ PEKOMEHIYeTCS pacHIMpeHUe TMeIUaTPUYECKOr0 CKPUHUHTA C  BKJIIOYCHHEM
HOBOPOXKIICHHBIX, €CIIM M3BECTHO, YTO Yy OOOMX pOIUTENEH HUMEIOTCS MPOSBICHHUS
reTepo3uroTHoi  (Gopmbl, JIUOO0 PpErHoH TMPOKUBAHUA UMEET BBIPAKEHHBIA “dddeKT
OCHOBaTeJsA” . YHUBEPCAIbHbIA CKPUHUHT IPOBOJUTCS HA CTPAHOBOM YPOBHE, KOHTPOJIUPYETCS
HAI[MOHATILHBIMU KOOPJMHATOPAMHU, OCYIIECTBISETCS CHJIaMU OO0IIei JeueOHOM CeTH.

o Onnopmynucmuyeckuil CKpuUHUH2: B JIaHHOM ciydae J00OHW  CIIeIMaluCT,
CTOJIKHYBIIMHCA C XapaKTEPHbIMHU MPOSIBICHUAMU TUCIUIUAEMUN Yy HAlUEHTa MOXKET
MHALMKApOBaTh onpenenenue yposHs JIIIHII. Hanpumep: nepmarosior npu Haluduu
KOXHBIX MPOSIBJICHUH, PEBMATOJIOTH ¥ OPOTIEAbl IPU HAJMYUHY Y MAllUEHTa TEHOCUHOBUTA
WIM KCaHTOMaro3a AXWJUIOBA CYXOXKHIWA, O(TaTbMOIOTH - Y TMalUEHTOB C
MPEXKIEBPEMEHHBIM Pa3BUTHEM JIUITHTHON JYTH POTOBHIIBI.

e Kackaonwuii ckpunune:

BrisBnenne cemeitHoil ¢GoOpMBl THIEPXOJIECTEPUHEMHH y peOCHKAa WM POJUTENS
CTAaHOBUTCS OTMPABHON TOYKON [N WHUIMAIMM KACKaJHOTO CKPUHUHTA, BKIIIOYAIOIIETO
onpeaenenue ypoBHs JIHIHIT wu, ecnum 3TO BO3MOXKHO, NPOBEAEHUE T'€HETHUYECKOTO
TECTUPOBAaHUsI Ha TPEIMET BBISABICHUS W3BECTHBIX MYTallMi Yy pPOACTBEHHHKOB. Ecim y
POJICTBEHHUKA TMEpPBOW JIMHMM POJCTBA IO OTHOIIEHHIO K HHJIEKCHOMY MaIlUEHTY
nuarHoctupyercs CI'XC, To 0H B CBOIO 04€peIb CTAHOBUTCS] HOBBIM JIOKYCOM JJIs1 JaIbHEUILIEr O
KaCKaIHOT'0 CKPHHUHTA, BKITFOYAOIIETO YK€ POJACTBEHHUKOB BTOPO# U TpeThel auuuu [22, 23].
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5. Jleuenne
5.1. O01mue NPUHUMIBI

Huera u monuduxanus odpasza KU3HH SIBISIIOTCS CTAPTOBBIMH MO3HUIMAMH B Tepanuu
ceMeiHbIX (¢opm. IlanmeHTam CTPOro HE pPEKOMEHIYETCS KypUTbh, HPUMEHSTH BEHIIBI.
PekoMennoBanbl peryisipHble (hU3MUECKHE Harpy3KH, MOJJIEp:KaHWe HOPMaJbHOTO Beca, a
TaKXKe JIeYeHHE KOMOPOUIHBIX COCTOSHUM. VI3MeHeHue AHMeThl PEKOMEHIOBAHO BCEM
MeJMaTPUUYECKUM MAalMEHTaM HAuMWHAsl C 2-X JIETHEro BO3pacTa. PEKOMEHJOBAHO CHUYKEHHUE
notpeOieHnss XKUpoB 10 7% OT oO0IIero KojuuyecTBa Kayjopuil. B pammone HeoO0Xoanmo
YBEJIMUYUTH OO0 MOPCKOU PBIOBI, OBOILEH, (PPYKTOB, OPEXOB U SITOJ, 100aBUTh PACTUTEIIbHbIC
cranoibl u crepunbl [39]. K coxanenuro, 3pQEeKTUBHOCTh TUEThl C HU3KHM COICPKAHHEM
KHUPOB Yy MAIMEHTOB C CEMEHHBIMU (pOpMaMH THIEpPXOJIECTEPUHEMHUH OrpaHHuYeHa. 3aMeHa
HACBILICHHBIX JKUPOB HA MOJHMHEHACBIIIEHHBIE XUPbI MO3BOJISIET CHU3UTH ypoBeHb JIITHII
ToabKo Ha 5-15% [40]. [TosTOMy MeaMKaMEHTO3Hast TepaIus SBJISIETCS HEOThEMIIEMOM YacThIO
TEpaneBTUUECKOW CTpaTeTMd Yy TAlUUEHTOB C ceMeiHbiMH (opmamu. HHTEHCHBHOCTH
MEIMKaMEHTO3HOW Tepamnuu, a Takke IneneBbie ypoBHu JIITHII Oynyr ompenensitcs kak
TeHEeTHYECKUM cyOcTpatoM (rOMO WM TeTepo3urotHas (opma), TaK U TSHKECTHIO
(heHOTUNTUYECKUX MPOSIBICHUN 3a00JIeBaHUSI.

AJNTOPUTMEBI TIOCJICIOBATEIIFHOTO HA3HAYCHHSI JIeYeOHBIX Mep (Moaudukaus obOpasza
KU3HK W MEOUKaMEHTO3Has  Tepamus) MpH TeTepo-d  TOMO3UTOTHOW  ¢opmax
TUIIEPXOJIETCEPUHEMHHM MPECTABIEHBI B IPHIIOKEHUHU Ne 5.

5.2. JleueHue reTepo3uroTHON ceMeiiHOi ruNepxojecTePpUHEMUH Y B3POCJIbIX

HwmeroTcs yOemuTenbHbIE JaHHBIE O TOM, YTO paHHEE HAYajo JIMITH[-CHHIKAIOIICH
Teparnyuy NPUBOIUT K 3HAYUTETHbHOMY CHH)KEHHIO YKCIIa CEPACYHO-COCYAUCThIX coObIThii [30].
B o6cepBaiimoHHOM WCCIENOBAHUH TPOJODKUTENIBHOCTRIO 8,5 ser, Bkiodaromiem 1950
narueHToB ¢ CI'XC, oTMeuanocs CHIKEHHE KOJTHYECTBA CEPIEYHO-COCYAUCTHIX COOBITHI Ha
76% B rpytre, Mojdy4aBiied jgedeHue cratuHamu [31]. YuuThiBas BBICOKMI PUCK pPa3BUTH
CepJEYHO-COCYIUCTHIX 3aboneBanuii y marueHToB ¢ CI'XC pekoMeHyeTcs HaunHATh TepParuio
C BBICOKOMHTEHCUBHBIX CTAaTHHOB. PacmpeselieHne CTaTHHOB 110 BBIPAXCHHOCTH JIUTIHI-
CHIDKatomero 3pQexra nmpeacraBieHbl Ha pucyHke Ne 3.
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Pucynok Ne3. Pacnpenenenue MpenapaToB CTaTUHOBOTO pama B
3aBHCHMOCTH OT MHTEHCUBHOCTH JIUTIUI-CHIXKaromiero s dexra.

A
CIEGEIEIHIWAN  Atorvastatin 40-80 mg

-

50% Rvastatm 20 4g
/ Atorvastatin 10-20 mg

) ) Fluvastatin 40 mg 2x/day; XL 80 mg
Moderate intensity - -
LDL-C reduction Lovastatin 40 mg Pitavastatin 2-4 mg
30-<50% A : : ;
Pravastatin 40-80 mg | Simvastatin 20-40 mg

Rosuvastatin 5-10 mg

Low intensity

Fluvastatin 20-40 mg J Lovastatin 20 mg
LDL-C reduction
<30% y Pitavastatin 1 mg | Pravastatin 10-20 mg J Simvastatin 10 mg &

[IpoBenenune MMNUACHNKAIOIIEH TEPANINH, €€ NHTEHCUBHOCTD, OIPEAENIAETCS LIEJIEBBIMU
ypoBHsamu JIITHII, koTopble B CBOIO O4Y€pelb PACCUMUTHIBAIOTCS B 3aBUCUMOCTH OT CTEIECHHU
pucka paszsutusa ACC3. Llenessle napametpsl JIITHII y B3pocibIx NameHTOB C reT€pO3UTOTHON
¢dbopMoit mpeacTaBieHbl B TadmuIe No 5.

Tabnuma Ne 5. Ilenessie 3nauenus JIITHII y manueHTOB ¢ TeTEpO3UTOTHON (hOpMOI ceMeitHOI
TUIEPXO0JIECTEPUHEMHUEN B 3aBUCUMOCTH OT pucka pazsutus ACC3.

I'pynna pucka pazeumus ACC3 1eneeoii yposenw JIIITHIT

[TanmeHTHI 0e3 aTepockiepos (< 2,5 MMoJIb/J
ACCOLIMUPOBAHHBIX  CepAEYHO-cOoCyAUCThIX (<100 mr/mm)
3a00J1€BaHN U 3HAYUMBIX (PaKTOPOB pUCKa

[Tpu nanuuun npuznakoB ACC3 no nanHsM [< 1,8 MMoIb/1
WHCTPYMEHTAJIBHBIX HccenoBanuii oo |(<70 Mr/mm)
3HaYMMBIX (PAaKTOPOB PHUCKA.

[Ipy HanuYMM KIMHAYECKUX MPOSBIECHUH 1,4 MMOIB/T

ACC3 rpymnma 3KCTpeMajabHO BBICOKOTO|(<55 Mr/m)
ucKa - moBTOpHbIN 3301 ACC3 B TeueHue

IZ) e e pa c ; aroleii Tepa < 1.0 mons/n
X JIeT npuemMa JMNUACHIKAOWeH TePAIttl () ey

B MaKCUMAaJIbHO MEPEHOCUMBIX J103aX.
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6. [lenmaTpryecKkue MalUeHTHI ¢ ceMeliHbIMU (hPopMamMu

Ha naHHBIE MOMEHT HE CYIIECTBYET JIMTEIbHBIX MPOCIEKTUBHBIX HCCIIEIOBAaHUM,
JOKa3bIBAIOMIMX A(PPEKTUBHOCTh PAHHETO0 HA3HAYCHUS JIUIHJ-CHIKAIOIICH Tepanuu B
OTHOIICHUU YacTOThl Pa3BUTHUSL COCYAMCTBIX COOBITHH y JeTeil. Y CTaHOBIEHO, YTO y JeTel C
CT'XC B Bo3pacte 8-10 et oTMeuaeTcst 3HaYMMO 00JIbIIask TOIIIMHA KOMIUIEKCa MHTUMAa-Melha
[0 CPaBHEHHIO CO 370poBbIMH cubmuHramu [24]. FDA omo6pwuiio 7 mpenapaTtoB U3 IpyIIIbI
CTaTUHOB JUUIS IPUMEHEHUS B KAYECTBE JIMIINI-CHUKAIOILIEH Tepanuu y nerei. Pekomennyemslil
BO3pAcTHOM nepuoj /i Hayana tepanuu - 8-10 ner. Pe3ynbrarsl 20-1eTHEro TMHAMUYECKOTO
HAOMIOACHUS TEIUAaTPUUECKUX MAIMEHTOB C TEHETHYECKH IOATBEPKIACHHOW CEeMEHHOM
TUIIEPXO0JIECTEPUHEMHEN CBUIETEIBCTBYIOT O TOM, UTO T€paIus CTaTUHAMU, Ha4aTas B J€TCKOM
BO3pacTe, 3aMeJUISIET IPOrPECCUPOBAHNE YTONILEHUS KOMIUIEKCA UHTUMA-MeINa.

eneBoit yposenb JIITHII y mammeHTOB AETCKOro BO3pacTa BapbUPYET COIVIACHO
Pa3IMYHBIM peKoMeHaanusaM oT <2,8 MMoutb/1 (<110 mr/mr) mo < 3,4 mmonb/i (<130 mr/mr)
[25].

[Ipu rerepo3uroTHoii ¢Gopme y pAeTell Tepamuio PpPEKOMEHIYeTCs HauWHATh C
Moaudukanuu obpaza xu3Hu. Ecnu uepe3 3-6 mecsaieB y pebenka B Bo3pacte 8-10 ser
coxpansiercs Bbicokuit ypoBeHb JIIIHIT > 160 mr/mn, pekomeHIyeTcss Havaio mepanuu
cmamunamu [26]. FDA 0100puio npuMeHeHHE y JETel MpaBacTaTiHA U MUTaBaCTaTHHA C 8
JIeT, OCTaJbHBIE IpenapaThl 0o100peHs! K npuMeHenuto ¢ 10 er. Ha ¢pone Tepanun HeoOXxoaumo
JIOCTUTHYTH 11eieBoro ypoHs JITTHII, nubo cHmwkenus va 50% ot ucxoaHoro ypoBHs [27].

Tepanus ctatnHamu y AeTel HAYMHACTCS ¢ HAUMEHBIIUX JOCTYITHBIX /103, 00brdHO 2-10
MI//I€Hb B 3aBUCUMOCTH OT Ipenapara, 1 pa3 B IeHb, IPEINOYTUTENbHO B BeuepHue yachl. [lanee
JIO3UPOBKY IIperapara HE0OX0AUMO OCTENIEHHO MOBBIILIAThH A0 JOCTUKEHUS TEpAaleBTUUECKON
uenu. [lomusiit 5 dexT BausHus cTaTHHA HAa MeTa0O0JIM3M JIMIHUIOB TIOCTUTAeTCs yepe3 6 Hellelb
HenpepbIBHOTO nprema [42]. K coxkalieHH o B e JHaTpUIeCKON OMYIISAIUK MAIlMEHTOB KpaifHe
penko ypaercs AOCTUrHYTh LeneBbix mnapamerpoB JIIIHIL, 3To cBA3aHO ¢ HECKOJIBKUMH
(akTopaMu: MeJJIEHHOE TUTPOBAaHUE, IIPUEeM HEOOOCHOBAHHO HU3KHX J103 CTATUHOB B TEUEHUE
JUTUTEIbHOTO BpeMeHu [43].

MeTtabonuueckuii mpo@uiib U PeKUM JT03UPOBAHUS CTaTUHOB Yy JE€T€l BapbUpYyET B
3aBHCUMOCTH OT IipernaparoB. B Tabnue Neb npeacraBieHbl peKOMEHyeMble J03bI IpenapaToB
IPYIIIBI CTATUHOB, OJI00PEHHBIC K MPUMEHEHUIO B IEIUATPUUYECKOM pakTuke [44].

Tabnuia Ne6. Pekomenayemble 10361 IPENapaToB IPYIIIbI CTATUHOB Y MEUATPUUYECKUX
MAIMEHTOB.

Ilpenapam Jlosuposka 6 eo3pacmnoit| [lo3upoeéka y Oemeil
2pynne 6-9 1em cmapue 10 1em
pO3yBacTaTUH 5-10 mr/ nenn 5-20 mr/neHb
aTOpBaCTaTHH HavanmpHas go3a - 10 wr

MakcuMalibHasg 1o3a - 40 mMr

IATaBaCTaTUH 2 Mr/neHs 4 mr/neHs
/)
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Bo Bpems Tepamuum cTaTHHaMH HEOOXOJMMO KOHTPOJIMPOBATH  IOKAa3aTeNd
nesitepHOCTH TiedeHu. YpoBeHb AJIT u ACT nmomken ObITh ompenesieH MCXOMHO 0 Havasia
Tepanuu, NOBTOPHO OLIEHEH uepe3 8-12 Hexmenp, 3ateM kaxjable 6 mecsies. [Ipu noBwieHun
MEYCHOYHbIX (epMEHTOB B 3 pa3a BbIIIC YPOBHS BEpXHEW TIpaHULIbI HOPMBI HEOOXOIUMO
OTMEHUTH JIUIUJICHIDKAIONIYIO TEePaIuio, TM00 YMEHBIIUTH 03y Ipernapara. 3areM uepes3 4-6
Henenb ypoBeHb AJIT u ACT Heo6X01uMO O1IeHUTh TOBTOPHO. [ToBBINIICHHE TEYEHOYHBIX TTPO0
OOBIYHO SBJISIETCS TPAH3UTOPHBIM SIBICHUEM M KYIUPYETCSl CAMOCTOSITENIFHO yepe3 2-3 mecsia
nociie oTMeHbl npernapara [45]. Taxke 10 Havana MEIMKaMEHTO3HOM Teparuu HEOOXOAUMO
onpeaenuTh ypoBeHb kpeatnHpochokunazbl (KDK), B caydae ecnu OH MPEBBIIACT BEPXHUI
JIMMUT HOPMBI B 4 pasa, Tepanusi CTaTUHAMU He Ha3HauyaeTcs. PyTMHHOE omnpesesieHne ypoBHs
K®K nHa ¢one Tepanuu Ha JaHHBIA MOMEHT HE PEKOMEH/AYeTCs, MPOBOAUTCS B Cilydae
MOSIBJICHUSI MPU3HAKOB MHOIATUU (MblleyHass Ooyib W MbliieyHas ciabocth). OnHAKO y
MAlMEHTOB JIETCKOTO BO3pacTa IenecoodpasHo omnpenensath ypoBeHb KOK mpu kaxmgom
MOBBIIICHWU JI03bl CTAaTHHOB BCJEACTBHE creunbuku Bo3pacTHOM rpynmbl [45]. He
pexkoMenryeTcs onpenensaTs ypoBeHb KOK nocnie nHTeHcuBHOM (PU3nyecKoi Harpy3K WK Ha
¢oHEe aKTUBHOTO HH(EKIIMOHHOTO TMpolecca BO H30eKaHHWE HEBEPHOW HMHTEPHpETaluu
pe3yabpTaToB. B psine nccienoBaHuil MOTy4YeHbl YOS TUTEIbHBIC JOKA3aTeNbCTBa 0€30TaCHOCTH
CTaTUHOB B MEIMATPUYECKOM MPAKTUKE, OJHAKO HMMEETCS pPsAJ NPOTUBONOKA3aHUU K HUX
HA3HAYEHUIO:  TUIEPYYBCTBUTEIBHOCTh K  Ipenapary, MbIIIEYHOE  IOBPEXKACHUE,
aCCOILMUPOBAHHAA C TIPUEMOM CTATHHOB MUOMATHSI, TOBBILICHUE YPOBHSI aMUHOTpaHCcdepas B 3
paza u Bbme Ha (OHE Tepalmuu CTAaTHHAMH, MOYEeYHAs HEJOCTAaTOYHOCTb, TSDKEIbIHA
MH(MEKIMOHHBINA Tpolecc, OONBIIOE XUPYPTHUUYECKOE BMEIIATENBCTBO, TPAaBMa, TSXKEIbIE
MeTaboIMUeCKUe, HHAOKPUHHBIE U  JAJIEKTPOJMTHBIE  HApYLIEHUs, HEKOHTPOJIHUpyeMas
snunerncusa. CrnenuanucT, Beayluid pedeHKa ¢ CeMeHHOUN THIepXOoJecTepUHEMHEH TOMKeH
OCMaTpHUBaTh €ro Ha Tepalnuy CTaTUHAMU Kaxable 3-6 MecsueB B TedeHue 1-ro roja, gainee 2
pasa B roj [46].

I3ememud onobpen FDA nng jneyeHHs NDalMEHTOB C TeTEPO3UTOTHOH (QopMoit
TUIEPXO0JECTEPUHEMUN 0€3 BO3pPAaCTHBIX OrpaHMYEHUM, OJHAKO Ha CETOJHSALIHUM JEeHb
OTCYTCTBYIOT JJaHHBIE HCCJIEIOBAaHUM O €r0 IPUMEHEHUH y nmanueHToB < 10 yet. B pe3ynpraTe
MIPOCIIEKTUBHOI0, MYJIbTHIIEHTPOBOIO, IMJ1a1le00-KOHTPOJIUPYEMOTO UCCIIEI0BAaHUs, B KOTOPOE
ObUT0 BKIIIOUYEHO 248 neteii B Bo3pacTe oT 10 1o 17 net ¢ cemeiiHoil runepxonecrepuHeMueii,
MOJIy4YEHbl JaHHbIE, O TOM, YTO Ha3HAuY€HUE 33€TUMHUOA TPUBEIO K JIOMOJHUTEILHOMY
cHmkeHnto yposHs JIITHII Ha 16% mno cpaBHeHuUto ¢ MOHOTEpanuel cumMBacTaTuHOM. Kpome
TOTO, YKa3aHHBIN IMpernapaT HE OKa3blBa€T OTPULIATEIBHOIO BIUSHUS HA POCT, PU3NYECKOE U
MOJIOBOE Pa3BHUTHUE, a TAKXKE HA MPOJIODKUTEIFHOCTh MEHCTPYAIbHOTO UKIA y JeBouek [28].
KoMOuHMpoBaHHas Tepamnusi CTaTUHAMU B COYETAHUU C 33€TUMHOOM I03BOJSIET CHU3UTH
ypoBens JIITHIT gononnutensHo Ha 15-25%, 0OBIYHO MaKCUMATbHBINA TUIIOIUITUAIEMUYECKHIA
addexT mocturaercs yepe3 2 Henenu npueMa. Pekomenayemas n1o3a 33etumuda - 10 mr/ness,
Tepamusi XOpOLIO MEePEHOCHTCs, Hanbojee YacThiM TPAH3UTOPHBIM MOOOYHBIM 3¢ (heKToM
SBJIETCS AUapes.

Eme omun mnpenapar, onoOpenusii FDA nns neueHus cemedHbBIX (opMm - 3TO
Koniecegenam (CeKeecmpanm HceauHvlX KUCaA0m), BOSMOKHO IIPUMEHEHNE Y MAJIbUUKOB U Y
JIEBOYEK I10CJIE YCTAHOBJIEHUS MEHCTPyaJbHOrO IMKiIa. B MoHoTepanmuu 3¢ ekt maHHOTrO
npenapar He O4YeHb BhIpaxeH, nocturaercs cHmwkenue JIITHIT na 13-18%, HO MOXeT ObITH
3¢ GeKTUBEH B cOCTaBE KOMOMHUPOBaHHOU Teparuu [29].

Hueuoumopvr ¢pepmenma PCSK9, xotopble NpHUBOAAT K MOBBILICHUIO 4YHCIA
peuenropos JIIIHIIH u cuwxkenuto yposHs JIIIHII B KpoBH COOTBETCTBEHHO, Ha JAaHHBIN
MOMEHT He O0J00peHbl K NPUMEHEHHWIO B JETCKOW mpakTuke. Ha cerogHsmHuil 1eHb
MPOAOIDKAIOTCS KIMHUYECKUE HCCIIEOBAaHUS B OTHOLIEHWH alMpoKymalda M 3IBelOKymada.
[Ipenapats! »TOM Tpynmbl 3pdexkTuBHO cHUXKaOT ypoenb JIITHII, a Takke moioXuTenbHO
BIMSIIOT Ha JPyrue mapamerpbl JMIUIHOTO NPOQUIISA: CHIKAIOT YPOBEHB XOJIECTepUHa He-
JITIBII, Amno-B, TpurnuuepuaoB u Jin (a), moseimarot ypoers JITIBIT u Ano-Al. Uatepecen

/)
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onbIT [Tonbun B npuMeHeHnn nHruouTopos pepmenta PCSK9 y nereit, B 2024 roxy crpanoBas
IporpaMMa HOpPHUMEHEHMs »HBOJOKyMaba NpH AUCIMIHAEMMSX OblUla pacilupeHa M Ha
NeAUaTpUYeCKUX NAlMEHTOB B Bo3pacre crapuie 10 jer, KOTopble HE JIOCTUIVIM LIEIEBBIX
napametpos JITTHIT < 100 mr/mt (< 2.6 mmol/l) [46]. DBuHokymab 611 HemaBHO 0100peH FDA
K IPUMEHEHUIO Y JieTel B Bo3pacte 5-11 ner.

KnuHuueckue pekoMeHJalMy 110 BEJECHUIO MALMEHTOB JETCKOIo BO3pacTa ¢ CeMEeHHOM
rerepo3urotHoil ' XC cymmupoBansl B npuioxeHuu Ne 6.

6.1. Tepanus cemeiiHOi runepxojecTepuHeMiu y OepeMeHHbIX KeHIIHH

B mepuon O6epeMeHHOCTH Yy BCEX KEHIIMH OTMEYAETCS TPAH3UTOPHOE IOBBIIICHUE
ypoBHs obmero xonecrepuna u JIITHIT na 30-50%. ¥ OepeMeHHBIX KEHIIUH ¢ CEMEHHBIMU
dbopMaMu OXKMIACTCS BBIPAKEHHOE IMOBBINICHUE YypoBHS nunuaoB [32]. Kpome  Toro,
PEKOMEHYeTCsl MPEeKpaTUTh MPUEM JIMMUA-CHIDKAIOUIMX MPEernapaTroB, TaKMX KaK CTaTHHBI,
a3eTuMu0 1 uHrHOUTOpHI PCSK9, Ha Beck mepros; 6EpeMEHHOCTH U TPYIHOTO BCKAPMITUBAHHSL.
CekBeCTpaHThI JKETUHBIX KHCIIOT, KOTOPhIE HE UMEIOT CUCTEMHOT0 3 (exTa, a TakKe TUMUAHBIN
adepes 0100peHbI 1 IPUMEHEHUs B Tiepro] Oepemernocta [33].
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/. Tepanusi NalMEHTOB ¢ TOMO3UIOTHOI THIlepPXo0JiecTePUHEeMHUEN

[Ipy BBISIBIEHMM MAaLMEHTa C TOMO3UIOTHOM CEMEMHOW TMIEPXO0JIECTEPUHEMHUEH, OH
JIODKeH OBITh  HampaBiieH B peQepeHTHhId LeHTp Uil  [Moa0opa  ONTUMAlIbHOU
JUNUICHWKAIOIIEH Tepanuy M WHUIMALMU KacKaJHOTO CKpHUHUHTra. JlunuacHmwkaromas
Tepanus J0JDKHA OBITh HauaTa MaKCHMaJbHO OBICTPO, B Heajie cpa3dy MOCJe yCTAHOBJICHUS
JMarHo3a. AJropuTM IMOCIEA0BaTEIbHOIO Ha3HAYEHUs [IPErapaToB ObLI IIPECTABICH paHee B
npuioxeHuu Ne 5 B cpaBHEHHH ¢ reTepo3uroTHeiMu hopmamu. B 2023 Eponeiickoii 001iecTBo
aTepoCKJepo3a B KOHCEHCYCHOM 3aKJIIOYEHUH OITyOIMKOBaN0 OOHOBIEHHBIM Te€pareBTHUECKUI
JIrOpUTM, Npusoxenue Ne 8.

Tak ke kak u npu Apyrux GopMax runepxoiecTepUuHEMHUH JUNUICHUKAIOIAS Tepanus
HMEET CBOEH LieNblo TocTUKeHue LeieBbix napamerpos JIITHII, kotopeie y mannentos ¢ CI'XC
OIIpeJIeJIEHbl Ha CIIEYIOIUX 3HAYECHUAX:

® JICTH U TIOJAPOCTKH - < 3 MMOJIB/1 (< 115 Mr/mn);

® B3pOCIIbIe NPU OTCYTCTBUM JONOJIHUTENBHBIX (hakTOpoB pucka - < 1,8 Mmons/n (<70
MI/101);
® B3pociusie npu Hannuuu ACC3 wiu daxtopos pucka ACC3 (Beicokuii ypoBeHb Lp (a),

nuaber) - < 1,4 mmouw/i (<55 mr/mn) [34].

HoBble nekapcTBeHHBbIE Mpenaparbl, 3()(eKT KOTOpBIX HE 3aBUCUT OT OCTAaTOYHOM
aktuBHOCTH LDLR Bce Gosiee mUpoKo BHEAPSIOTCS B PYTHHHYIO KIMHUYECKYIO MPAKTHKY. B
YaCTHOCTH  JIOMHMTAllMA -  [EpOpajbHbIE ~ MHrUOMTOp  Oenka,  OCYIIECTBISIOLIETO
MHUKpPOCOMAJIbHBI TpaHCEp TPUIIIMLEPUAOB, HPUBOAUT K cHMkeHHto cuHTeza JIITOHII,
sapisitomuxcst  npekypcopamu  JIITHII. B peanbHOM MHPOBOM KIMHUYECKOM MPAKTHKE
nomuranuy cHukan yposenb JIITHII nononnurensHo Ha 60% miiroc K OCHOBHOW Tepanuu, a
TaKXe JONOJHUTEIbHO CHIKaN ypoBeHb Lp (a) Ha 15% B Tedenue 26 Henens. Jlomuranupg
JEMOHCTpUpYeT JTydminii koHTposb Haj ypoHeM JIITHII, yem munumasbiii agepes. OnHako
COXPAHSIETCA BBIPAKEHHBIM PHUCK CTEATOrenaro3a, U COOTBETCTBEHHO BO BpEMs Tepanuu
TpeOyeTcst KOHTPOJIb CTPYKTYPhI U QYHKIUH TTEYEHHU.

7.1. JInmuaubii agepes

Jlununuelii  adepe3 'y B3poCABIX M J€T€l € TOMO3MIOTHOM  CEeMEWHOM
TUIIEPXOJIECTEPUHEMHUEH sBISeTCs OJHUM U3 (YHJAMEHTAIbHBIX METOJIOB JICUEHUs, B
JIOTIOJIHEHWU K JPYTUM BHJIaM JIMIHA-CHUKAIOIIEH Tepanuu. OrpaHUYeHUs] B NMPUMEHEHUU:
HEPABHOLIEHHBIM JTOCTYH, BBICOKAas CTOMMOCTBH INPOLELYPHI, JUIMTEIBLHOE BpEMs IPOBEACHHUS
Tepanuu, 4YTO HapyllaeT KauyecTBO KM3HU MalnueHTa. JIunuaHsiil agepes nokeH ObITh Hadat
KaK MOYKHO paHbllle, B HJealle cpa3y Mnocie 3-X JeT, HO He no3aHee 8 jer. CeaHchl MpOBOIATCS
1 pa3 B HeJeln0. y B3pOCIIbIX OMKCaHa BhICOKask 3(GEKTUBHOCTh JUMUAHOTO adepesa, BIUIOTh
no pesopbuuu kcantoMm. Oddekt “puxomera” B TedeHue 30 mHeH mociie MpOBENEHUs
MpoLeaypsl O0siee BhIpaKEH Y MAIllMeHTOB C TOMO3UTOTHOM MO CPaBHEHUIO C T€TEPO3UTOTHOM
dbopmoii. B cpennem otmeuaercs cHkenue yposHs JIITHIT na 55% u ypoBus Lp (a) va 50%.
PekoMenganu 1o  MpOBENEHUIO JUOUAHOTO adepesa NpU  CceMeHWHbIX  (popmax
TUIEPX0JIECTEPUHEMUHU NIPEACTABIEHBI B TpHIIoKeHUH Ne 9 [35].

XosecTepyuH CHUXarOIMi 3 ekt nunuaHoro adepesa J0HKEH MOHUTOPUPOBATHCS Ha
OCHOBAHUU OIPEJICIICHUS CTENIeHH ocTporo cHrbkeHus yposHs JIITHII (B uaeane Ha 65-70%) u
pacuera cpeJHero MHTepBaia Mexay IpoleaypaMu mpu nomouu popmyisl Kpona:

C mean = C min + k(Cmax- Cmin), rae

C max - yposens JIITHII no mpouemypsr;

C min - yposens JIITHII nmocne npoueaypsr;

k - 0,65 ns manuenToB ¢ ['oCI'XC, 0,71 i nanueHToB ¢ reTEPO3UTrOTHOMN (HOpPMOii.
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7.2. TpancnjaHTanus neYyeHu

TpaHcmlaHTaMsl MEYEHH PacCMaTPUBACTCS KAK TEPAIEBTUYECKas ONUUs y OYEHb
MajeHbkoi KoropThl mamueHToB ¢ ['0CI'XC. B OCHOBHOM 3TO JE€THU C TSDKEIbIM
aTepOCKJIEPOTHUYECKUM IPOILIECCOM, T€HETHYECKH C OHaulebHBIM HYJb-BapuaHTOM. Moxker
OBITh pacCMOTpPEHAa KaK 3aKJIIOUYMTENbHAS OIMLUS JJS TMAalUeHTOB, Y KOTOPBIX OTMEYaeTcs
nporpeccupoBanre CC3, HECMOTpsl HA MPOBOAUMYIO MaKCUMAJIbHYIO TEPAIUIO U COXpPaHEHUE
yposus JIITTHIT >1,8 MMob/i1; niu mpy HATMYUU MUHUMANBHBIX 1iposiBiieHnid CC3 U BBICOKOTO
ypoBas JIITHIT > 13 mmons/n. [TanuerTam ¢ OBICTPBIM MPOrpecCUpOBaHUEM 3a00JICBaHUS U
BBIPQKEHHBIM TMOPAXKEHUEM CEepACYHO-COCYIUCTONM CHUCTEMBI MOXKET OBITh PEKOMEH/IO0BaHA
COJIpY’KECTBEHHAs IIepecaika MeueHu U cep/ia. MHOKeCTBEHHbIE IMyOIMKAIMK O KIIMHUYECKUX
ClIy4asix JIEeMOHCTpUpPYIT Hopmanmsauuio yposHs JIIIHII depe3 Heckonbko Henens Iocie
TpaHCIUIAHTAIMK JOHOPCKON MeueHu, 3P(PEeKT CoXpaHsAeTcs B TEUCHHE B cpelHeM 28 JerT.
D¢ ekt TpaHCTIIAaHTALWH IEYSHU HAa KOPOHAPHOE MOPAKEHUE HE TaK XOPOIIO JOKYMEHTAIbHO
MOATBEPKJIEH, OJHAKO OTMEYaeTcss yMepeHHas perpeccusi mporecca, 3(h(eKTUBHOCTH B
OTHOIIEHHUE a0PTAJIILHOI'O CTEHO3a OCTAETCS HE JI0Ka3aHHOM.
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