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BBEJAEHUE

AKTYaJIbHOCTH TEMbI

B nocnenHue rojibl BO BCEX CTpaHAX MUpPa HAOIIOJAETCS YCTOMYMBBIN POCT
ceplieyHo-cocynucThix 3aboneBanuit (CC3), KOTOpble CTAaHOBATCA OJIHOM U3
[NIABHBIX TPUYMH HWHBAIWAW3ALUM M CMEPTHOCTHM HaceneHud. [lo oneHkam
BcemupHoli opranuzauuu 3apaBooxpanenusa (BO3), exerogno Bciencteue CC3
nmorubaer okoino 18 wuH uenmoBek [77]. HecMmorps Ha peanu3yeMble
NpOQUIAKTUYECKUE MPOrpaMMbl, HAIpaBICHHbIE Ha CHH)KEHHE 3TOro OpeMeHH,
MOKA3aTeN JIETAIBHOCTH OCTAKOTCS BBICOKUMH M JEMOHCTPUPYIOT TEHIACHLHUIO K
JanpHeWeMy ysennuenuo [25, 191].

OngHum u3 OCHOBHBIX (dakTopoB pucKa BO3HUKHOBEHUS
aTepOCKJIEPOTUYECKUX 3a00JIEBaHUM Cep/lla U COCY/AOB SIBIISIIOTCSI aTEpPOIrCHHBIE
JUCIUIUAEMUH, KOTOpPbIE HMMEIOT HACIEACTBEHHYIO MPEAPACIOIOKEHHOCTh |
MOTYT OBITh BBISIBICHBI YK€ B paHHeM Bo3pacte [136, 180, 212]. B cBs3u ¢ uem,
npoBenenue nepBuyHoi nmpodrnaktuku CC3 aTepocKIepOTHIECKOTO reHe3a cpeau
JeTell W TMOJAPOCTKOB SIBJIIETCA OCHOBOIOJIATAIOIIMM ISl MPEJOTBPALLEHUS
pexAeBPEMEHHON cMepTHOCTH [155].

Cemeitnas runepxonecrepunemus (CI'’XC) ortHOcuTcs K  Haumbolee
pacnpoCTpaHEHHbIM HACIEACTBEHHBIM HapyUIEHUSM JHMOUAHOIO oOmeHa. B
OOJBIIMHCTBE CIy4yaeB OHAa MEpeNaeTcss MO ayTOCOMHO-JAOMHUHAHTHOMY THILY.
3HAUUTENHbHOE MOBBIIICHUE KOHIIEHTPALUUA XOJIECTEPUHA JTUIONPOTEUHOB HU3KOM
miotHocty (XC JIHII) Beper k panHemy (hOPMHUPOBAHHMIO ATEPOCKIEPOTUUECKUX
M3MEHEHHN B KPYNHBIX COCyJaX U CYIIECTBEHHO YBEIMYMBAET BEPOSTHOCTh
cepaedHo-cocyaucTeix coObituii [11, 20, 48]. BoeiBiaenue CI'XC y npereil u
MOJIPOCTKOB CONPSIKEHO € OMPEAECIIEHHBIMU TPYTHOCTSIMU, ITIOCKOJIbKY BBIPAKEHHbBIE
KJIIMHAUYECKUE CHUMIITOMBI 3a00JIeBaHMsI, KaK IMPaBUJIO, OTCYTCTBYIOT M €CIIM HE
MPOBOJAWTh PAHHIOK JUArHOCTUKY, CBOEBPEMEHHOE BMEIIATENbCTBO, TO
aTEePOCKIEPOTHUUECKUN MPOIIECC MOKET Pa3BUBATHLCS YK€ B Bo3pacte 1435 ner, B

pe3yJbTaTe Yero pUcK OCTPHIX CEPACUHO-COCYIUCTHIX KaTacTpod B 25—40-neTHem



BO3pacTe BO3pacTaeT NpUMEpPHO B 17 pa3, a cpedHsss NpOJOJIKUTEIbHOCTD KU3HU
cokpamaercs Ha 20-30 mer [23, 148]. Ilo JaHHBIM  pPOCCHMCKUX
AMUAEMHUOJIIOTUYECKUX HCClieJoBaHuM, yacTtora MoHoreHHo ¢opmbl CI'XC B
Halllel CTpaHe JOCTUTAaeT OJHOTO citydasi Ha 173 uenoseka [47].

Takum o6pazom, npu BbicokoM pacnpoctpaHeHHocTH CI'XC u Hanmuuum
3G ()EKTUBHBIX METOJIOB JIMarHOCTHKW U JICYEHUS, Ha MPAKTHUKE COXPAHSETCS
KPUTHUYECKA HHU3KUH YpPOBEHb BBIABISIEMOCTH 3a00JieBaHUsI Cpeau JeTed u
noapocTKoB B Poccun. OTcyTcTBHE YHUDUIIMPOBAHHON CKPUHUHTOBOM CTpaTeruu,
OrpaHUYCHHAas HUHQPOPMHUPOBAHHOCTh Bpadyeil U poOJOUTENICH, HEAOCTaTOUHAS
MapHipyTu3anus 1 ciadoe pa3BUTHE HUMPOBOTO COMPOBONKICHUS BBIABICHUS U
BepudUKaAIUU AUArHo3a TPEOYIOT CUCTEMHOTO aHaJM3a.

B »9Toil cBfi3M aKTyanbHOM MpEACTaBISIETCS OLEHKAa 3(PQPEKTUBHOCTH
pa3IM4YHBIX MOAXOJ0B K TmepBUYHOMY BbIABIeHUIO CI'XC cpemum nereir u
MOAPOCTKOB, C LEJIBIO MOCIEAYIOIIETO BHEAPEHUS ONTUMHU3UPOBAHHOW MOJIEIHU
paHHEH  JMArHOCTUKH,  AJAaNTUPOBAHHOM K  BO3MOXXHOCTAM  CUCTEMBI

3apaBooxpanenus: Poccuiickon denepamuu.

Crenenb pa3padOTAHHOCTH HAYYHOU MPOOJIEeMbI

AHanu3 JTaHHBIX OTEYECTBEHHON W 3apyOeKHOUN JUTEepaTyphl MOKa3bIBACT,
YTO CEMEWHas TUIMEepPXOJIECTEpUHEMHUS  TPEACTaBiseT coOoi  HaumboJsiee
pacnpoCcTpaHEHHOE TeHEeTUYECKOe 3a00JIeBaHUE, B OCHOBE KOTOPOTO JICKHUT
HapylieHue oOMeHa JIMMHUAOB M, KaK CIEJICTBUE, Pa3BUTHE U MPOTrPECCUPOBAHUE
CepICUHO-COCYAUCTRIX 3a0osieBanuii [4, 8, 14, 23, 45, 47, 73, 96, 153, 197].

Pesynbrath onenku pacnpoctpaneHHoctu CI'XC B o6miei momymisiuu, 1o
NAaHHBIM Me€ETa-aHalan3a, BKIIodaromero 2 458 456 MWIIMOHOB HAOJIOICHUM,
nokaszanu, yTto oHa coctaBiseT 1:250 [60]. YuuThiBasi 4acTOTy BCTPEUAEMOCTH,
YUCJICHHOCTh MaIMeHTOB C rerepo3urotHoil gopmoit CI'XC B Poccum moxer
NPUOIMKATBCA K OJJHOMY MHJIJIMOHY, U3 KOTOPhIX mopsiaka 200 000 cocTaBisioT
maua a0 18 ner. Ilpu 3TOM  1edeHANpaBlICHHBIX — AIHIEMHOJIOTHYECKUX

MCCIICIOBAHUM, oOlleHUBawnmx pacnpocrpaneHHocTh CI'XC cpeau gereid u
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ITOJPOCTKOB B HAIIIEH CTPAaHE MOKa HE BhINONHAIOCH. B Poccuiickoit denepanun
ceeaenuss o mnamueHtax ¢ CI'XC mpencraBieHbl B HAaMOHAJIBHOM PETUCTPE
«PEHECCAHC» (Peructp mauuEHTOB ¢ cemeliHo#l rumepxojiecTepuHEMHUEH U
NAlMEHTOB O4YeHb BbICOKOTro cEpneuHo-Cocyauctoro pucka ¢ HenoCTATOYHOU
rbdextuBHOCTHI0), Ha OCHOBAHMH KOTOPOT'O OPUIIUATBHO YUTEHO JUIIH OKOJIO 1,7
ThIC. manueHToB ¢ CI'XC, 4T0 3KBUBAJICHTHO MEHeE 4eM 2% OT CyILIECTBYIOLIETO
konuuectBa [47]. BeipaxkeHHoe yinydiieHue nokazareneid BoisiBisiemoct CI'XC
OTMEYAEeTCs B TOCylapcTBax, TIJ€ B paMKax HAUWOHAJIBHBIX MpPOrpamMm
3paBOOXPAHEHHUS] BHEIPEHBI CKPUHUHTOBBIE HccnenoBanus [ 198].

Jns BeiaBieHus: naiueHToB ¢ CI'XC mpoBoAST YeThlpe BUAA CKPUHUHTA!
YHUBEPCAJIbHBIN, ONMOPTYHUCTUUECKUM, KaCKaIHBIN U TapreTHbIi [12, 202].

YHUBEpPCANbHBIN  CKPUHHUHI  IPEANOJATracT MPOBEICHHE  MACCOBOTO
oOceloBaHUsl ONpPENENIEHHBIX BO3PACTHBIX TPYIMI Ha TMPEAMET BBISIBICHUS
nanueHToB ¢ CI'XC. B BennkoOpuTaHun yHUBEPCATbHBINA CKPUHUHT TPOBOIUIICS B
paMmkax mwioTHoro npoekra cpeau 10 095 nereit B Bo3pacre 12-24 mecsues, npu
KOTOPOM CpeAM Ka)JOoH ThICAYM OOCIEIOBAHHBIX OBLIO BBISBICHO B CPEIHEM
yeThIpe pebeHka U, Osaroaaps MOCIEAYIONIEMY KaCKaJHOMY CKPUHHUHTY, YEThIpe
ponutens ¢ noarBepxkAcHHBIM auarHo3zoM CI'XC, 4YTO 3KBHBAJIEHTHO
pacnpoctpaneHHocTH 1:273 denoBek [202]. UccnenoBanus MpoBOJUINCH TAKXKE B
CroBeHMHM cpeau HOBOPOXKAECHHBIX M JeTed 5-6 JeT, y KOTOpBIX YpPOBEHBb
xonectepuna JIHIT onpeaensicss ABaXabl, YTO MO3BOJIAIIO BBISIBUTh TOMO3UTOTHBIE
dbopmbl CI'XC cpa3zy nocie poxxaeHus U JeTsAM C HanboJiee arpecCUBHBIM TCUSHUEM
00JIe3HU CBOCBPEMEHHO Ha3Hauvallach runoymnuaeMuyeckas tepanus [183,138]. B
Coenunennbix IllTarax AMEpUKM YHUBEPCAIbHBIM CKPUHUHT PEKOMEHAYIOT
MIPOBOANTH y JieTer B Bo3pacte 9—11 yer, mOCKOJIbKY aHHBIA BO3PACT CUMTAETCS
ONTUMAJIbHBIM Il BBISIBJICHUS HAPYIICHWN JMMHUIHOTO OOMEHa /0 Hadaja
TOPMOHAJIBHBIX U3MEHEHUN MyOepTaTHOTO MEPUOJa, YTOObI CHU3UTHh BEPOSTHOCTD
JIOKHOOTPHULIATENBHBIX pe3yabTatoB [175,23]. Ilpu npoBeleHUN YHUBEPCATBLHOIO
CKpUHMHIAa B ['epmMaHMM TeHETMYECKUE MYTAllud, CBSA3aHHBIE C CEMEMHOMN

rurnepxoyiecTepuHeMueii, ObLIN BeIsIBIEHBI Y 1% oOcnenoBannbix [173].



7

B nacrosmee Bpems B Poccuiickoit @enepanunu BoisiBiienne CI'XC y nereit u
MOJIPOCTKOB OCYLIECTBIISIETCS MIPEUMYILIECTBEHHO MOCPEJICTBOM
OMIMOPTYHUCTUYECKOTO0 CKPUHUHTA, 3aKIII0YAIOIIErocs B CIy4ailHOM OOHApY>KEeHUH
runepxonecrepuieMun (I'’XC) mnpu oOpalleHHMH TanMeHTa 3a MEAUIMHCKON
MIOMOUIBI0 B YUPEKICHUSA 3/IPABOOXPAHEHUS NEPBUYHOTO 3BEHA 10 MOBOIY
COIMyTCTBYIOIIEro 3a0oseBanus. [lepCreKTUBHBIM SIBISIETCS BHEIPEHUE CUCTEMBI
aBTOMATU3UPOBAHHOI'O OMOBELIEHUS O BBISIBJICHUU MOBBILIEHHOTO YPOBHS OOILEro
XOJIECTEpUHA Ha YypPOBHE KIMHUKO-TMarHOCTHYECKOW jaboparopuu [67, 143].
JIaHHBII CKPUHUHT MOXET OBbITh YCOBEPIICHCTBOBAH 3a CYET MPOBEICHUS
cucrteMaTu3npoBaHHoro noucka nanueHToB ¢ CI'’XC Ha ocHOBe aHanm3a
AJIEKTPOHHBIX MEIUIIMHCKUX KapT U 0a3 JaHHBIX jJabopaTtopuit [54].

Kackannblii CKpUHUHT IPUMEHSETCS JUIs1 LEJIEHAIIPABICHHOTO ITIOMCKA paHee
He BbIsABICHHBIX ciiydaeB CI'XC cpenu poJCTBEHHUKOB HWHJIECKCHBIX MAIIMEHTOB
[132]. BepostHocte Hammuuss CI'XC ompenenserca ¢ yd4eToOM MOHOTE€HHOM
npupoAsl  3a00JIeBaHUsl, MPEUMYIIECTBEHHO KOJIOMHHAHTHOTO  MEXaHHU3Ma
HACJICIOBAHUSI M COCTABIISICT y ONMMKANIINX POJCTBEHHUKOB 1-0¥ CTENEeHU pOoJCTBA
- 50 %, 2-oi1 crenenun poactsa - 25 % u 3-er crenenu poxactsa - 12,5 % [56].
VYcraHoBieHa 3aBUCUMOCTh PE3YJbTAaTUBHOCTH KAaCKaJHOTO CKPUHUHTA KakK OT
nonyJsiuoHHON pacnpoctpaneHHocTd CI'XC, Tak U OpraHM3allMOHHOTO YPOBHS
JIMArHOCTUKYU B KOHKPETHOM cTpane [43, 68, 124, 158].

TapreTHbiii CKpUHHUHT 3aKkimrovaeTcs B uaeHTudukanuu namueHToB ¢ CI'XC
Cpelld MAIMEHTOB C IMOBBIIIEHHBIM PUCKOM PAHHETO pPa3BUTHUSl aTepOCKIIEpO3a, B
YaCTHOCTU CPEAM B3POCIION MOMYJIALMH NallMEHTOB, KOTOPBIE MPOXOIAT JIEUCHUE B
CTallMOHapax B OTHAEJICHUSAX Kapauosioruu uiau HeBposioruu [13]. IIpumenenue
TApreTHOr0 CKPUHUHTAa B MEAUATPUYECKON MpakTUKEe MpeaycMaTpuBaeT
oOclieToBaHKE JIETCH ¢ HACIICICTBEHHBIM OTATOIIEHHEM B OTHOIIeHnH paHnHux CC3
W/WY HAJTM4YMEM y HUX (PakTopoB, moBhIIIAIOMUX puck pa3Butus CC3 [47].

B Hacrosiiee BpeMsi HA OJIHA U3 CYUIECTBYIOIIMX CKPUHUHTOBBIX MPOrpamMm

HE SIBJIAETCSI ONITUMAJIbHOM [3].



B nameilt ctpane wuccieoBaHHE€ BO3MOXKHOCTH KOMOWHHPOBAHHOTO
INPUMEHEHUSI TApreTHOTO M POAMUTENIBCKO-IETCKOT0 KAacKaJHOIO CKPUHUHIA IS
BoisiBicHUsT CI'XC y nmereit mpoBogunock B Kazanu. B pesynbrare TapretHoro
ckpuHuHTa U3 2542 B3pocnbix mnarueHToB ¢ CC3 Obul BhIABICH 61 WHIEKCHBIN
MAlKEHT, a MOCPEACTBOM KacCKaJIHOTO CKpUHUHTa cpeau 87 poacTBeHHUKOB I u 11
crenieHu pozacTsa (1o 18 ner), auarnoz CI'XC Ob11 ycTanoBieH y 43 nereit [8].

Takum 00pazoM, HEZOCTATOYHAs HCCIEAOBAHHOCTH PAaCHpPOCTPAHEHHOCTU
CI'XC B mnomynsiiud pPOCCHUUMCKUX JETEH W MOAPOCTKOB, HU3KHU YpPOBEHb
BBISIBJISIEMOCTH TMAIIMEHTOB, OTCYTCTBUE A((PEKTUBHBIX CKPUHUHTOBBIX MPOrpamM,
00OCHOBBIBAIOT BBICOKYIO aKTYaJIbHOCTH ITPOBEACHHUS PA3TUYHBIX BUIOB CKPUHUHTA
C TMocleAyole oneHkod ux 3(PQexkTUBHOCTH, Pa3pabOTKONW U BHEIAPEHHUEM

onTUMaibHOM cucteMbl panHeln auarHoctuku CI'XC y gerei u moapOCTKOB.

eab uccaenoBaHus
Ha ocHoBaHuMM CpaBHHUTENBHOTO aHanu3a H3(P(EKTUBHOCTH PA3IUYHBIX
MoOJieJIel CKPUHUHTA, IPUMEHEHHBIX B YCIOBHSIX PAKTUYECKOT0 3IPaBOOXPaHEHUS,
pa3paboTath W MPEMIOKUTH K BHEAPEHUIO ONTHUMAIbHYIO CHUCTEMY paHHEH

JIUATHOCTUKU CEMENHOM TUIIEPXOJIECTEPUHEMHUHN Y IETEN U ITOAPOCTKOB.

3ajaum uccjie10BaHMs

1. O1leHUTHh AMATHOCTUYECKYIO A(D(PEKTUBHOCTH YHUBEPCATHHOTO CKPUHUHTA
cpenu gere 9-11 5er ¢ UCMOIB30BaHUEM HKCIPECC-ONPEETCHUs] OOIIEro
XOJIECTEpHUHA KAIIUJUIIPHON KPOBU.

2. ITpoananu3upoBaTh BOZMOKHOCTHA M OTPAHUYEHHUSI ONIOPTYHUCTUUECKOTO
CKpUHMHTA, BKJIFOYAsl UCTIOJIb30BAHUE JAHHBIX DJICKTPOHHBIX MEAUIIMHCKUX KapT U
n1abopaTopHBIX 0a3.

3. UccnenoBaTh JUArHOCTUYECKYIO IIEHHOCTh KACKAJHOTO CKPUHUHTA IPHU
oOclel0OBaHUM POJCTBEHHUKOB MHAEKCHBIX MAlIMEHTOB C YCTAHOBJIEHHBIM

nuarnozoMm CI'XC.
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4. OueHHuTh pe3yJIbTaTUBHOCTh TAPIE€THOTO CKPUHUHTA Yy JAETEH C CeMeUHOU
OTATOIMIEHHOCTHIO TI0 paHHUM CC3 /WM MHOXECTBEHHBIM (haKTOpaM CepAedHO-
COCYJIUCTOTO PUCKA.

5.Ha oOcHOBe pe3yJbTaTOB CpPABHUTEIBHOIO aHalM3a MPEIIIOKHUTH
MHTETPUPOBAHHYI0 Mozenb paHHer auarHoctukn CI'XC B neauaTpudeckoin
NONYJSIMUM W TPOBECTH €€ NPEABAPUTEIBHYIO KIMHUKO-OPTraHU3alMOHHYIO

OLICHKY.

Hayunast HoBU3HA

BriepBbie B OT€UECTBEHHOM IIPAKTUKE MPOBEICHO COIIOCTABJIECHUE YETHIPEX
CTpaTeruii CKpUHUHTra (YHUBEPCAIBHOTO, OMIMOPTYHHUCTHYECKOIO, KAaCKaIHOTO,
TApreTHOT0) B €IMHOM KOTOPTHOM MCCJIEIOBAaHUU € ydacTueM 86 684 Trhicsau nerei
Y MOJIPOCTKOB.

[Tonydensl opurnHaibHBIE NaHHbIE O 4dactoTe BepoATHOU CI'XC cpemm
JNIETCKOro  HaceneHuss T. MOCKBBI M JOAM  KIMHUYECKH  3HAYUMBIX
TUIEPXO0JIECTEPUHEMUI B CTPYKTYpE 00paIiaeMoCTH.

YCTaHOBIIEHBI  KJIIOUEBBIE OTrPAHUYEHHS YHUBEPCAIBHOIO CKPHHUHTA,
BKJIFOUAs KpaWHE HU3KYK SBKYy IIAMEHTOB Ha J3Tall MNOATBEPXKIAIOLICH
JIUATHOCTHUKH, 00yCJIOBIIEHHYIO HEJIOCTATOYHOU UH()OPMUPOBAHHOCTHIO
POAUTEIEH.

ITonTBepxkaeHa BbICOKas MPOrHOCTUYECKAs [IEHHOCTh noka3zarens JIHIT > 4,0
MMOJIb/11 kKak Mapkepa CI'XC B ycnoBusix pyTUHHOM 1TaOOPaTOPHON AMATHOCTUKH.

Bnepsbie npeasioxkeHa u anpoOMpoBaHa KOMOMHUPOBAHHAS MOJIEb paHHEH
muarHoctukn  CI'XC C  HMHTErpamWed  JJIGKTPOHHBIX  0a3  JaHHBIX,

MEXJIUCHUIIMHAPHOTO B3aUMOJIECTBUS U CEMEUHOTO MOIX0/a.

TeopeaneCKaﬂ U NMMPpaAKTUHYIECCKAasA SBHAYUMOCTb
PCBYJIBTaTBI HCCIICAOBAHUA PACHIHUPAIOT HPEACTABICHHUC O BO3MOKHOCTAX
MaCCoOBOTO MW  OCJIICBOIO0O CKPHHHMHIA HACICACTBCHHBIX I[I/ICJ'II/IHI/IILGMI/Iﬁ B

NeauaTpUuecKod  TpPaKTUKE. YCTaHOBIEHA  3aBUCUMOCTh  3((PEKTUBHOCTH
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JTUArHOCTHYECKUX CTPATETHI OT MapIIpyTHU3aLKHU, UHHOPMHUPOBAHHOCTH U CTETICHU
BOBJICYEHHOCTH POJIUTEIICH.

[TonyyeHHble JaHHBIE JIETJIM B OCHOBY MPAaKTHMUYECKUX PEKOMEHIAIUN IO
BBIOOpPY [IMAarHOCTHMYECKOW TakTUKW mpu mnonpo3peHun Ha CI'XC y nered,
pa3paboTaH MPOEKT OPraHU3AIMOHHON MOJIEIIN PAaHHETO BBISBICHUS 3a00JIEBaHMUS C
BO3MOYKHOCTBIO BHEJIPEHUSI HA YPOBHE PETMOHAIBHON CUCTEMBI 3JJpaBOOXPAHEHHUSI.

PazpaboranHass cxema JAMArHOCTHMKA MOXKET ObIThb HCIOJIb30BaHA B
NeANaTPUUECKUX aMOyJaTOpHsX, B paMKax AHUCIaHCEpU3alllM, CTaluoHapax, a

Takxe npu (OpMHPOBAHUH HALIMOHAIBHOTO peructpa nauuentos ¢ CI'XC.

MeTo10/10rM U METOABI HCCJIEIOBAHUA

MeTrononorust TUCCEepTALMOHHOIO HCCIEAOBaHMUS Oa3upyercs Ha aHalu3e
HAyYHBIX TPYJOB OTEUECTBEHHBIX U 3apyO€kKHBIX YUEHBIX 110 U3YUYEHHIO BOIIPOCOB
panHer nuarHocThku M BbisBieHUA CI'XC y nered M NMOAPOCTKOB, IPOBEACHUS
CBOCBPEMEHHON aJ€KBATHON MEAMKAMEHTO3HOW TEPAIUH, MO3BOJISIOIEH CHU3UTD
pucku pa3zputusi CC3, acCOUMMPOBAHHBIX C ATEPOCKIEPO30M, a TAKIKE HA OLICHKE
CTENEHU pPa3pabOTaHHOCTH TEMbl M €€ akTyaldbHocTU. [Ipu BbIIONIHEHUH
JUCCEPTAMOHHON paboThl MCIIOJIB30BAHBI PA3JIMYHBIE METOJbl HCCIEIOBAHUS:
OOIIEKIMHUYECKUE, TEeHEaJOrHuyecKue, METOJl SKCIPECC-TECTUPOBAHUS YpPOBHS
OXC xanwuisspHOW KpOBH, OMOXMMHUYECKHE, YJIbTPA3BYKOBBIEC, I'€HETHYECKHE.
AHanu3 TMOJIyYEHHBIX pe3yJbTaTOB OCYIUECTBISUICS COIJIACHO OOIIETPUHSATHIM
CTATUCTUYECKUM METOJIaM HMCCJIEAOBAHUSA MEAULMHCKUX JAHHBIX C MPUMEHEHHUEM
nporpammbel SAS JMP PRO Bepcun 17.2 u StatTech v.4.8.5, yto oGecneunno

JIOCTOBEPHOCTH CHOPMYITUPOBAHHBIX TIOJIOKEHUM, BHIBOJIOB I PEKOMEH/TIAITUN.

OcCHOBHBIE 110JI05KeHH S, BBIHOCMMbIE HA 3aLIUTY
1. duarnHoctuyeckass 3(PQPEeKTUBHOCTb YHUBEPCAIBHOTO  CKPUHUHTA,
OCHOBAHHasi Ha HKCIIPECC-ONPEIECIICHUN OOIIEro XOJeCTepuHa B KalWUISIPHOM
KpoBu y gered 9-11 ner xapaktepusyercs BBICOKOM OTpHLATEIbHON

nporHoctuueckoir  meHHoctbio  (100%), HO  HU3KOM  MOJOXKUTEIHHOM
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MPOTHOCTUYECKOM 1IeHHOCTHIO (0,8%) B CBA3M ¢ HU3KOM SIBKOM MAIIMEHTOB HA ATal
noATBepxkAaromed auarHoctuku (MeHee 12%), 4YTO  CBUAETEIBCTBYET O
HEO0OXOMMOCTH €TI0 MPUMEHEHHS TOJIBKO B COCTaBE KOMOMHUPOBAHHOMN MOJIENH C
00s13aTeIHLHBIM MOCJIE Ty FOLIUM J000CIET0BAHUEM. HenocraTounyto
3G ()EKTUBHOCT, B HU30JIMPOBAHHOM MPUMEHEHMHM TIOKa3all TaKXe TapreTHBIH
CKpUHUHT  (4yBCcTBUTENBbHOCTh (33,3%), TOJIOXKHUTENbHAS MPOrHOCTUYECKAS
1IeHHOCTh (6,5%)), KOTOPBI MOXET OBITh HCIIOIB30BAaH TOJIBKO KaK HadadbHBIH
GbuabTp MpU HaATUYUKM YOETUTENIBHOrO ceMmeilHoro aHamHe3a mo panHum CC3,
TpeOyIOIU OMOXUMHYECKOW W/ UM TEHETHYECKOW Bepru(PHUKaLIUU.

2. IlpumeHeHue ONMOPTYHUCTHUECKOTO CKPUHMHTAa B amMOyJaTOPHON W
CTAI[MOHAPHOMN MPAKTHKE C YYETOM JAHHBIX AJIEKTPOHHBIX MEIUIIMHCKUX KapT U
7a00paTopHbIX 0a3 COMPOBOXKIAETCS BBICOKOW 4yBCTBUTEIBHOCTHIO (100%) u
cnerupuuHocThiO (97,8%), uTOo MO3BOJIAET BHIABIATH Kak ciaydan CI'XC, tak u
npyrue hopmel mucnunuaeMuii. KackaaHplii CKPHHUHT JTEMOHCTPUPYET BBICOKYIO
s pexkTuBHOCT, ¢ 4YyBCTBUTENIbHOCTHIO 100%, cneuuduynocteio 94,7%, drto
MO3BOJISIET BBIABIATH HOBBIe ciaydan CI'XC cpeam poACTBEHHUKOB WHIEKCHBIX
nanueHToB (1,6 ciaydas Ha OJHOTO MHACKCHOTO TMAl[MEHTa), OJHAKO
1[EJIeCO00pa3HbIM  SIBJISIETCS.  €r0  NPUMEHEHHE TOJBKO JJis  JOMOJIHEHUS
OTIMOPTYHUCTUYECKOTO W/ WM YHUBEPCAITBHOTO CKPUHUHTOB.

3. Pa3zpaboTaHHas mHTErpupoBaHHas mMojenb panHed nauarHoctuku CI'XC,
BKJIIOYAIOIIAsl COYETAHHOE HUCIIOJIb30BAHUE OMMOPTYHHUCTHYECKOIO M KAaCKaJHOTO
CKDUHHMHIOB, TIpU BBHIOOPOYHOM TPUMEHEHHH YHHBEPCAJIBHOTO IMOAXO/A,
obOecrieurBaeT MaKCUMAJIbHYIO TMOJHOTY BbIsiBIeHUs mamueHToB ¢ CI'XC, uto
MO3BOJISIET PEKOMEHI0BATh €€ JIJIsi BHEPECHUS B aMOyIaTOPHO-TIOJIUKINHUYECKYIO

N CTAllMOHAPHYIO IMPAKTHKY.

CooTBercTBHE IMCCEPTANNH MACIOPTY CHENUATBHOCTH
OCHOBHBIE TOJIOKEHHSI JUCCEPTAlMM M PE3YyJIbTAaTbl  IPOBEIECHHOTO
UCCJIEIOBAHMUSI COOTBETCTBYIOT NACHOpPTy Hay4yHOM cnenuanbHoctd 3.1.21.

[lennaTpus, a UMEHHO MyHKTam 1, 3, 5.
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CreneHb J0CTOBEPHOCTH Pe3yJIbTATOB HCCJIEI0BAHUSA

CreneHb AOCTOBEPHOCTH MOIYUYEHHBIX B JIUCCEPTAIMOHHOM HCCIICIOBAHUU
pe3yapTaToB oOecreueHa penpe3eHTaTUBHBIM 00BbEMOM HMCXOJHOTO MaTepHaia,
COOpaHHOTO 3a TPU rojaa HAOJIOJCHUS W BKIOYArONIEro 86 684 Thicsum neTel u
noApPOCTKOB.  Jliisi  JOCTWKEHUS  LeJiel  HWCCIEeNOBaHUS — HCIOJIb30BAIMCH
oOlIenpU3HAHHBIE METOJbl  MCCIIEIOBAaHUS, TIOJHOCTBIO COOTBETCTBYIOIIHE
chOpMyTUPOBAHHBIM 33J1ayaM, a TaKK€ COBPEMEHHBIE METOABI CTATUCTHYECKOTO
aHanuza. CdhopMylTupoBaHHBIC HAy4YHBIE TMIOJOXKEHUS U CHEJaHHBIC BBIBOIBI

APryYMCHTHUPOBAHLI U JIOTUYHO BBITCKAIOT U3 IMOJIYUYCHHBIX PC3YyJIbTATOB.

Anpobanus padoTbl

Anpobanus quccepTalud COCTOsIach Ha paclIUPEHHOM 3aceaHuu Kadeapbl
nequatpun ®I'BOY AIIO «Poccuiickas MeAUIIMHCKAs aKaAeMHsl HETPEPHIBHOTO
npodeccuoHaIbHOTO 00pa3oBanus» MuHHUCTEpCTBA 3ApaBooxpaHeHust Poccuiickoi
Oenepanyu S uroiist 2025 roxa npotokon Ne 135.

[IpoBeaeHmne qUCCEPTAIMOHHOTO HCCIIeI0OBAaHUs ObLI0 0/100peHo JIokaabHBIM
OTUYECKUM KOMHUTETOM HayudHbIX wuccnenopanui @OI'bOY 110 PMAHIIO
MunnctepcTBa 3apaBooxpanenusi Poccuiickoit @enepanuu (mporokon Nel2 ot 27
ceHTsiopst 2022r.).

OcHOBHBIE pe3yJIbTaThl TUCCEPTALIMOHHON paOOThI JOJI0KEHBI M 00CYKIEHbI
Ha BCEPOCCUUCKUX U MEKTyHApOAHBIX KOHpepeHusaX: X MockoBCkuii TOPOICKON
ChE3]l MeIUATPOB C MEXKTYHAPOIHBIM ydacTheM « TpyIHbIN TUarHo3 B MeauaTpUN
(Mockga, 05.10.2023); XXI exerogHas Hay4HO-IpaKTUYECKass KOH(PEPEHIHS C
MEXIYHApOAHBIM  ydacTHeM  «CoBpeMeHHBIE TPOOJIEMBbl  MEIUATPUU |
HeoHaTonorun  2x  cromuny  (Caskt-IlerepOypr, 19-20.10.2023); XIV
Oo6mepoccuiickas kondpepenius «KFLORES VITAE. Ilequatpus 1 HEOHATOJIOTHSD)
(MockBa, 06.04.2024); IV EBpasuiickas mnemuatpuueckas IIKoJia «30pOBOe
nerctBo» (IIpiMkenT, 04.11.2024); HaydyHO-TIpaKTUYECKas OHJIAWH-KOH(pEPEHIIUS

neauatpoB «TpynHelii auarHo3: paszbop KiIMHHYecKuX ciydaeB» (Mockaa,

20.12.2024).
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BHenpenue pe3yabTaToB HCCIEI0BAHUS

Pe3ynbTaThl AMCCEPTAIIMOHHOTO MCCIIEIOBAHMS BHEIPEHBI B MPAKTUYECKYIO
nestenbHOCTh ['BY3 «JIIKb um. 3.A. banuisesoit [I3M» u oOpa3zoBarenbHYIO
nestenbHOCTh Kadeapsl neauatpuu uM. [.H. Cnepanckoro ®I'bOY JITIO PMAIIO
M3 PO.

JIMYHbBIN BKJIAJ aBTOPaA

JIvuHbBIA BKJIQJl aBTOPA B BBINTOJIHEHHE IMCCEPTALMOHHOTO HCCIIEAOBAHUS
SBJIIETCSI BCECTOPOHHUM W OXBAaThIBA€T BCE KIIIOYEBBIC ATAmbl pabOThl. ABTOPOM
chopMyIHpOBaHbI LIETb U 3a7a4H UCCIICIOBaHMS, POBE/ICH aHATU3 OTEYECTBEHHBIX
1 3apyOeKHBIX HICTOYHUKOB, ONPEICIICHbI HAMPaBIICHUs, TPEOYIONIHE NaTbHEHUIIIErO
UCCJIeIOBaHUsI, TPOBEJIEH cOOp (haKTHMUEeCKOro maTepualia, €ro CUCTeMaTHh3alus,
dbopMUpOBaHUE pPENPE3CHTATUBHOM BBIOOPKM U aHAIUTHYECKass oO0paboTka
KIIMHUYECKOM JOKYMEHTAllUW, CTaTUCTUYECKUH aHAIN3 W  [OCIeAyronas
MHTEpIIpeTalys pe3yJbTaToB, MOJITOTOBICHBI HAYUHbIE ITyOJIMKALIMK, OTPaXKalolIue

KJTFOUEBbIE TTOJIOKEHUS AUCCEPTALMOHHOMN pabOThI.

IMyOoimkanum pe3yjbTaTOB MUCCJIE0BAHMUS
[To Teme nmuccepranmu omyO0aMKoBaHO 6 pabOT, B TOM 4MCIe 4 CTaTbH B
Hay4YHBIX PEUEH3UPYEMbIX U3IaHUAX, pekoMeH10BaHHbIX BAK npu MunucrepcTse
HAayKl W BbICIIEro oOpa3oBanusi Poccuiickoit denepanyu, U3 HUX 3 CTaTbU B

MEXIYHapOAHON 0a3e JaHHBIX Scopus, 2 Te3uca.

CtpykTypa U 00beM qUcCcepTALIUU
Huccepranronnas padora usnoxeHa Ha 140 cTpaHuIlax Ie4aTHOTO TEKCTA U
COCTOUT M3 BBEACHUS, 0030pa JUTEpPATyphl, ONMUCAHUS MaTEpPUAJIOB M METOJOB
WCCJICIOBAHUSI, PE3YJIHTATOB HCCIEAOBAHUS M WX OOCYKICHWM, MPWIOKCHUN U
CIIUCKA JINTEPATYPbl, BKIIOYAIOMIETO 215 HCTOYHUKOB, U3 HUX 56 OT€UECTBEHHBIX U

159 3apyOexnbix. PaboTta muroctpupoBaHa 15 pucyHkaMu, COAEPKUT 22 TaOJIUIIBI.
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I'JTIABA 1. OB30P JIMTEPATYPBI

1.1. CoBpeMeHHBbIE IPEACTABJICHUSA O CEMEITHOM rHIepPXo0JieCTePUHEMUHN

Cewmeitnas runepxonecrepunemus (CI'XC) BXxoauT B mnepedyeHb Hamboliee
pacmpoCcTpaHEHHBIX HapylieHud oOmeHa sunuaoB. Ilatonorus cBsa3aHa
MOHOT€HHBIM XapaKTepOM pa3BUTHUS 3a00JI€BaHUS U, KaK MIPABUJIO, HACIEAYETCA I10
ayTOCOMHO-JOMUHAHTHOMY  THUITy. YKa3aHHOE€ TE€HETUYECKOE OTKJIOHEHHUE
MOBPEXKAAET PEUENTOP-3aBUCUMBIM MexaHu3M ynanenus JIHII u3 kpoBoToka, B
pe3yjpTaTe Yero B IUIa3Me KpOBH (POPMUPYETCS CTOWKas, BBhIpAXKEHHAs
TUNEPIUNUAEMHUSA, YTO YCKOPSIET aTE€pOreHe3 B MAruCTPAbHBIX COCYlaX U
CYIIECTBEHHO TOBBIIIAET BEPOSTHOCTh MaHU(ECTAMN KapAUOBACKYJISPHBIX
3aboJieBaHUi B MOJ10,10M Bo3pacte [11, 48].

O0600m1as pe3ysbTaThl COBPEMEHHBIX HCCIIEJOBAHUM, CIEIyET OTMETUTD, YTO
ypoBenb XC JIHII paccmarpuBaercs Kak TJaBHbIM OuoMapkep W HauOosee
JIOCTOBEPHBIN TPEIUKTOP cepleuHO-cocyaucThix coobiTuii nmpu CI'XC [14, 92,
137]. IlaupeHTbl C AAHHOM TEHETUYECKOW MATOJIOTHEH, NaXe IMPU OTCYTCTBHH
KIIMHUYECKUX TMPOSIBICHUM aTepOCKIepO3a, OTHOCATCS K KaTErOpPUHM BBICOKOTO
pHUCKa, a TIPU HAJIUYHHM ATEPOCKICPOTUUYECKUX MOPAKEHUW — K KaTEerOPUU OYECHb
BBICOKOT'O PHCKa KapIHOBACKYJISIpHBIX ocnoxxkHeHuu [11, 40, 48].

Bxnag xonecrepuna (XC) B QopMupoBaHUE aTEPOCKIECPOTUUECKOTO
nporiecca BnepBbie 0bu1 chopmynupoBad H. H. AanukoBeiM B 1913 1. [2]. CiiycTst
yeTBepTh Beka, B 1938 r., K. Mromep (Miiller C.) oxapakrepuzoBan CI'XC kax
«BPOXKIACHHYIO OMIMOKY METa00JIM3May, COMPOBOXKAAIONTYOCS BhipaxxeHHOHM [ XC n
paHHUM MH(GAPKTOM MHOKap/a; UM K€ ObLJIO BBICKA3aHO MPEANOJOKEeHHEe 00
ayTOCOMHO-TOMUHAHTHOM XapakTepe HACJIEeIOBaHMs, 00YCIOBICHHOM OTICIbHBIM
reHoM [147]. K 1960 r. nosBuivch JaHHBIE O IByX KIMHUYECKUX BapuaHTaxX JaHHOU
MaToJ0TuU — MeHee Tshkenon rerepo3urotHoit opmoit CI'XC (reCI'XC) u kpaiine
Tspkesoi romo3urotHor popmoit CI'XC (roCI'XC) [123]. B 1965 r. ycranoBwiw,

4TO IEPBOIIPHUYHHA 3a00J1eBaHU KpO€TCA B IMMATOJIOTHYCCKOM MeTaboamu3me JIHIIT
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[94]. Hakonen, B 1986 r. JIx. JI. ['onpamreiin u M. C. BpayH, uccienys peryiasinuio
X0JIECTEpUHOBOr0 0oOMeHa, moka3anu, 4ro CI'XC BbI3bIBaeTCS MyTalUsIMU I'€Ha
JIHII-peuentopa [104]. 3a aToT uki padbot uM Obuia npucyxaeHa Hobenesckas
npemus 1o gusuonoruu U meauuue [19, 21, 38].

HecMmotpss Ha neTasbHOE HM3y4YEHHE MOJIEKYJISIPHBIX MEXaHM3MOB, PaHHSI
uaeHtuukanuss CI'XC ocrtaeTcst CloXHON 3a7ayeil: KIMHUYECKHE IPOSBICHUS
OTCYTCTBYIOT JI0 Te€X TIOp, IoKa He c(OopMHUpPYEeTCs pPacIpOCTPAaHEHHOE
aTepOCKJIEPOTUYECKOE MOPAKEHUE COCYAUCTON CTEHKH, TpeOyrollee arpecCUBHON
MEIUKAMEHTO3HOW KOPPEKIMH W/WIU 3HIOBACKYJSIPHOIO BMemaTenbcTBa. [lpu
3TOM JIMMUJ-UHYLIMPOBAHHBIA aTeporeHe3 rojgaMu NpoTeKaeT 0eCCUMITOMHO, a
€ro OCJIOKHEHMSI B BUJE UH(APKTOB U MHCYJIBTOB JIOKATCS TXKEIBIM COLUATBHO-
PKOHOMHYECKUM OpeMeHEM, OCOOEHHO MpU MOPAKEHUH JIHI[ TPYAOCIOCOOHOTO
Bo3pacra. Ilo 3KCHEepTHBIM OLICHKaM, COBOKYITHBIE 3KOHOMHUYECKHE W3JIEPKKHU,
0OyCIOBJIEHHBIE THIIEpXoJiecTepuHeMuel Ha Tepputopuu Poccuiickoit denepanuun
(P®), mpubnumxarorca k 1,295 Tpnu pyOneit B rox. Ota mudpa OTpakaeT Kak
OpsIMBIE  pacXodbl - JKCTPEHHAs TOCHHUTAIM3ALMs, CHEUUATIU3UpOBaHHAS
MEIUIMHCKAS TOMOILb, COLIUANIbHBIE BBITIJIATHI IO MHBAJTUAHOCTHU, TAK U KOCBEHHBIE
NOTEPH, BKIIOYAIOIIME HEIONOJYYEHHBIM JI0XOJ4 B IEPHOJ BpPEMEHHOU
HETPYAOCIOCOOHOCTH M CHM)KEHHE BaJOBOI'O BHYTPEHHEIO MPOIYKTa BCIIEIACTBHE
WHBAJIMIU3ALNN, MO0 MPEXKACBPEMEHHON CMEPTU TPYIOCHOCOOHOTO HACEIEHUS
[16, 18].

B cBs3M C BBIIEU3I0KEHHBIM OJHHM M3 TMPUOPUTETHHIX HANPABJICHUMA
COBPEMEHHOW MEAMIIMHBI OCTaeTcs pa3paboTka U BHeapeHue 3(H(HEKTUBHBIX
ctpareruii panneit auarHoctuku CI'XC y nerteil u moapocTkoB. CBOEBpEMEHHOE
YCTaHOBJICHHE AMArHO3a U PAaHHUI CTAPT TUIOJUIUAEMUYECKOMN Tepanuu sIBISIOTCS
KJIIOYEBBIMH YCIOBUAMHU MPEAYNPEKICHUS aTEPOCKICPOTHUECKH 00YCIOBIECHHBIX

CCO, unBanuau3anuu u cMepTHoCcTH cpeau nauueHTos ¢ CI'XC.
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1.2. PacnmpocTpaHeHHOCTb ceMelHOi runepxoJsecTepuHeMuu

CoBpeMeHHbIE aHAIM3 OCHOBHBIX MPUYMH CMEPTHOCTH U WHBAIUIAU3ALUU
HACEJICHUS 1aeT MOHUMaHHUE TOTO, YTO B CTPYKTYpE 3a00JIeBa€MOCTH BeAylIasi pOJib
MPUHAIIICKUT 3a00J1€BaHUSAM CEepICYHO-COCYnUCTON cucteMbl [45]. Ilo pacueram
Bcemuphoit OopraHu3aluu 3IpaBOOXpaHEHUS, aTOJIOTUsI CUCTEMBI
KPOBOOOPAIICHHS €XETOJHO YHOCUT JKM3HHM TOpsaka 18 MIIH 4deloBeK, mpuyem
JTAHHBIM TIOKa3aTeNlb MPOJIOJDKAET YBEIUYMBATHCA, HECMOTPS Ha MaciuTaOHbIe
nporpaMMmbl  TTPOPUIAKTUKA M O3JI0POBJICHUS HACEJICHUS, HAMpaBJCHHBIE Ha
MOBBIIICHUE KadecTBA W  NPOAOJDKUTEIbHOCTH Ku3uu [25, 77, 191].
OcHoBONOJIArarO MM dakTopom, CIOCOOCTBYIOIIUM Pa3BUTHIO u
nporpeccupoBanuo  CC3 npusHana pucounuaemus [18, 44]. Csenenus,
NoJIy4eHHbIe B pamkax oOmieHanmoHaibHoro monutopuara NHANES (National
Health and Nutrition Examination Survey, CILIA), 1eMOHCTpUPYIOT, 4YTO MIPU3HAKH
JUCTUNIUIEMUN (PUKCUPYIOTCSI MPUOIU3UTENBHO Y KaX0T0 MATOr0 MoJapocTKa 12—
19 nert, npryem y KaTeropuu IE€TEH ¢ O)KUPEHUEM 3TOT MoKa3arelb npeBbimaet 40%
[105]. KpymnHble uccnenoBaHus, MPOBEACHHBIE B pPAMKax TaKUX IMPOEKTOB, Kak
mHuororenTpoBoe PDAY (Pathobiological Determinants of Atherosclerosis in
Youth) u mpocnektuBHoe koroptHoe BHS (Bogalusa Heart Study) takke
NOATBEPXKIAIOT, UYTO  aTEPOCKIEPOTHYECKHUX  MPOLECC MOXKET HayuHaATh
dbopmupoBaThes yke B paHHeM Bo3pacte [ 142]. BeisiBiieHO, UTO CyIIECTBYET MpsiMast
B3aMMOCBSI3b MEXKAY TSIKECThIO TMOPAXKEHUS COCYJIUCTOW WHTUMBI U, C OJIHOM
ctoponsl, noBbiieHHbIM YpoBHeM OXC, JIHIT u tpurnuuepunos (TT), a ¢ apyroit
— 0oJIee HU3KUM YPOBHEM JIMIIONIPOTEHHOB BhICOKOM TioTHOCTH (JIBII) [72].

UccnenoBanus no uzyuenuto Borpoca pacnpoctpaneHHoctu CI'XC Bo Bcem
mupe npoBomnch yueHbiMu Komnenrarenctkoro ynusepcuteta (Behechti S.O. ¢
COABTOpaMM), KOTOPbIE B paMKaxX MeTaaHaiau3a 11 MIH malueHToB MoKa3aju, YTo
yactota BcTpeyaemoct CI'XC B 10 pa3 wanie cpeay NMaiueHToB ¢ UIIEMUYECKON
oosesnnto cepana (MbC), B 20 pa3 yaie cpenu i, nepeHecuux panaue CCC, u

B 23 pa3a yaile cpeaM MaluyMeHTOB ¢ TsHKENou rumnepxosiectepuHemuei [66]. Ilo
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orieHkam HanronanbHOTo 00111€cTBa 0 N3y4yeHuto atepockieposa, CI' XC sBnsercs
OJTHAM W3 BeAymux (akTopoB pa3BuTHs WH(MApKTOB MHOKapaa (B 20% cirydaes),
PETUCTPUPYEMBIX B BO3pacTe 10 45 neT. AHanu3 mokazareyield MpexaeBpPEMEHHON
CMEPTH TOKa3bIBAET, YTO K TPYNIE MOBBIIMIEHHBIX PUCKOB OTHOCSTCS MAIlMEHTHI C
CI'’XC. Tak, y manueHToB ¢ rerepo3urotHoil CI'’XC, He moiaydaBIIUX JICUECHHUS,
bukcupyrorcs cienyromue nokasarenu: y myxuuH UBC passuBaercs B 5,4 %
cinyuaeB yxe k 30 ronam, B 51,4% - k 50 ronam, B 85,4 % - xk 60 rozam, a y KEHIUH
ATOT TmoKa3arenb K 60-metHemy Bo3pacty nocturaetr 53,3%. Ilpu oTcyTtcTBUUM
JIEKapCTBEHHOM Tepanuu rnpu romo3urotHor CI'XC arepockiepo3 MaHUPECTUPYET
1o 20 ner, a cpedHsis NPOJOJKUTENBHOCTh XKU3HU, KaK MPABUIIO, HE MPEBBIIIAET
tpunanatu jet [48]. B Poccuiickoit @enepannn mMyxkunHbl ¢ TeCI'XC XUBYT B
cpenHeM 53 rona, xeHIUHbI - okoyio 62 net [31]. IIpu stom npumepno B 90%
CTpaHax MUpa HaJieKHbIE AaHHbIE 0 pactipocTpaneHHOcTH CI'XC Bce emie ocTarTcs
HEU3BECTHBIMU [66, 86].

CI'XC xapakTtepuszyeTrcsi BBICOKOW TIEHETPAHTHOCTBIO - BPOXKICHHAs
MaToJIOTUsS MOYKET MPOSIBISATHCS Yy TOJIOBHHBI MOTOMCTBA OT OJIHOIO POJMTEIS:
yacrora reCI'’XC onenuBaercs kak 1:300 - 1:500, Torna xak roCI'XC BcTpeuaercs
MPUOJIM3UTENBHO Y OJHOTO YeJIOBeKa Ha MUJUIUOH [49].

CornacHo cBeaeHussMm HauvoHanbHOro peructpa «PEHECCAHC», k
OKOHYaHHIO BTOpOro nosyrogus 2022 r. B HEM YHMCIWIOCH MPUOIU3HUTENbHO 2,3
ThIC. yenoBek, crpagarommx CI'XC [55]. Ecnu pacnpocTpaHeHHOCTh MATOJIOTHH,
BBIYUCJICHHAs] HA OCHOBAHUM YCPEIHEHHBIX MUPOBBIX JaHHBIX, IKCTPAIIOIUPOBAThH
Ha BCE HAacCEJeHHE 3eMHOro Iapa, o0lllee KOJMYECTBO MalUEHTOB OLEHHUBAETCS
npuMepHo B 35 wMiH, nOpuueMm 6,8—8,5 MIH M3 HUX COCTaBISIOT JICTH.
CrnenoBaTesibHO, CTATUCTUYECKU KaXIyI0 MHUHYTY Ha IUJIaHETE POXKIAETCS Kak
MUHUMYM oniiH pebenok, nmeromuii TeCI'XC. B kimacrepax ¢ sipko BBIPaKEHHBIM
«3(dexTomM ocHOBaTeNs» (Hanmpumep, MOTOMKH TojuananeB B HOxHol Adpuke)
yactota Bctpeuaemoctu CI'XC Bospactaer no 1:100 [52, 138, 205]. Pe3ynbraTh
MeTaaHaIn3a CBUAECTENbCTBYIOT O MAKCUMaJIbHO BhICOKOM BeTpeuaeMoctu CI'XCy

npejcTaBuTeNie TeMHOKOXUX (1:192) M MuUHUMANbHOW - Cpeau a3HaTCKOIo
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Hacenenust (1:400) [192]. B oTaenbHbIX H30JIMPOBAHHBIX ATHO-PEIUTHO3HBIX
rpyIIax MoKa3aTelad €Ule BBILIE: JIMTOBCKUE amkeHa3bl - 1:67, xutenu HOxHOU
Adpuku - 1:72-100, nuBanmbl - 1:85, 4TO0 OOYCIOBICHO KaK T'€HETHYECKOU
000CO0JIEHHOCTBIO, TaK U 3HAYUTEIbHON M0NIel poAcTBeHHbIX Opakos [17, 40]. B
o030pe bypiynkoit A.B. ¢ coaBropamu nokazano, uro 6osuee 50% Bcex manueHToB
¢ CI'XC mpoxuBaloT B A3MAaTCKO-THUXOOKEAHCKOM pPEruoHe. YUMUThIBas
obmenpu3Hannyto pacrnpoctpaneHHOCTh CI'XC - ogun ciydaii Ha 250 4ernoBexk,
MOKHO TMPEIINOJIOXKUTh, YTO OOIIEe YHUCIO TaKUX IAIlMEHTOB BO BCEM MHUpPE
npubamxaercs Kk 30 MIIH, IpM 3TOM HE MEHEE MOJOBHHBI M3 HHUX (<15 MIIH)
npuxoautcst Ha ctpansl FOro-Boctounolt A3un u 3anaaHoi yactu TUXoro okeaHa
[6].

CornacHo faHHBIM ME€Ta-aHaJIN3a, KOTOPbIM BKIOUMI 2 458 456 MMIITMOHOB
HaOmroieHni, pacnpoctpaneHHocTh CI'XC B o01melt momynsiuu cocrapisieT 1:250
[60]. UccnenoBanune «ICCE-P®» [39, 53], oxBaTuBiliee TpUHAILATh CYOBEKTOB
P®, no3BoimiIO OLIEHUTH YAaCTOTY «OMPEACICHHOW» M «BEPOATHON» CEMEHHOU
rurnepxoyiecTepuHeMun B Tpex peruonax. B Kemeposckoit u TromeHckon obmacTsix
yacToTa 3a0o0sieBaHus OblIa OMHAKOBOM - 1 ciyyail Ha 108 >xurtenei, Toraa Kak B
[Ipumopckom kpae nmokaszaTtenb cocTaBuil 1:172. B necsiti pernoHax ucciaeaoBaHue
npoBoJMSIoCh cpeau 16360 denoBek, 1o pe3ynbTraram Kotoporo y 10%
PECIIOHJICHTOB BBISIBJIEH KOMIUIEKC IPU3HAKOB, TPEOYIOMMM JOMOJTHUTEIbHON
Bepudukaruu auardo3a CI'XC [27, 32]. HakoruieHHbIE TaHHBIC JAalOT OCHOBAHHUE
Mpearoaarath, 4To peanbHas pacnpoctpaHeHHOCTs CI'XC B Poccuun 3HaUMTENBHO
MPEBBINIAET YCTAHOBJICHHYIO B JIpyrux ctpanax (1:500). Tak, B xojie ucciie1oBaHus,
npoBefeHHoro B mnoiaukimauke 3A0 1. Mocksel, u3 2400 oOcleIoBaHHBIX JIUIT
BBISIBJIEHO, 4TO ypoBeHb OXC mpeBbiman 7,5 mMons/n y 12,2% mnamnueHTos, a
ypoBenb JIHIT> 4,9 mmoss/n Obu1 06HapysxeH y 10,9%. ConoctaBumble pe3yibTaThl
nosydyensl B Camape: cpeau 9272 nuu, odpatuBimmxcsa B noaukianHuky OXC >7.5
MMOJIB/JT 3apeTUCTpUpPOBaH y 9,4 % oOcnenoBaHHbIX [46].

B Keipreisckoit  PecnmyGmuke, cormacHo agaHHbIM — HammonanbHOTO

cratuctudeckoro komutera, CC3 3aHUMAIOT MEPBOE MECTO B CTPYKType OO0IIei
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cmeptHOCTH (50,8%) ¥ HEMaI0€ YUCIO YMEPIIUX — 3TO JIMIA TPYAOCIOCOOHOTO
Bo3pacta (32,0%). Onquum u3 Beaymux paxropon pucka sisusiercst [ XC. CornacHo
JaHHbIM ~ MexayHapoaHoro mnpoekra «HMHTEPOIIMA» wacrora I'XC B
oOcnenoBanHol BbIOOpKe B KoIpreiscrane coctaBuna 41,4%, TOBBIMIEHHBIN
yposenb JIHIT 6b11 BoisiBieH y 70,5% pecnionnentoB [30]. BolsiBieHO Takxke, 4TO
KOJIMYECTBO JIHIL ¢ reTepo3uroTHoit hopmoii CI'XC moxer gocturath nopsiaka 30
TBIC. WM O0K0JIO 12 ThIC. U3 pacuera 1 ciyyaid Ha 500 yenoBek [29].

Cpennss yactota reCI'’XC B EBpone oneHuBaerca kak | ciydaid Ha 500
YEJIOBEK, OJHAKO OTJEIbHBIE MCCIEIOBAaHUSA COOOIIAIOT O 0o0Jiee BBICOKOU
BcTpeyaeMocT — A0 1:200 - 250, uyto sxBUBaIeHTHO 14-34 MIJIH. NALIMEHTOB C
JIaHHOM martojiorueid Bo Bcem Mupe [137, 152]. Hactora Bctpeuaemoctu roCI'XC
konebnercss B guamazoHe  1:160000-1:320000 4yenoexk [22]. Yactora
BcTpeuaemoct CI'XC paznuuaercs B 3aBUCHUMOCTH OT CTPaH, TaK B JIATCKOM
uccinenoBanny, oxsarusiem 69000 yuactHukoB, yactora reCl'’XC no kpurepusm
Dutch Lipid Clinic Network coctaBuna 1:137[69]. CoBokymnHbI€ MOMYJISIIMOHHBIC
OIIEHKH MOKa3bIBAIOT, YTO B MUpe HacuuThiBaeTcs 14—34 miun nanueHtoB ¢ CI'XC,
OJIHAKO BbIABIEHAa OHAa MeHee 4eM y 10%, a TMHoJMnuaeMHUYECKyr0 TEpamuio
noiy4aer  okoino  5%.  Haubompmmii  ypoBenb  BbisiBieHus — CI'XC
npoaeMoHcTpupoBan Hunepnaunbr (<71%); nanee cnemyitor Hopserus (43%),
Ucnannus (19%), Llseii-uapus (13%), Benukoopurtanus (12%), Ucnanus (6%),
benbrusi, CnoBakust u Hanus (1o 4%), FOAP (3%) [157]. B GonbiinHCTBE APYTrUX
rocyJlapcTB, BKJtOUas Poccuro, yaenbHBIM BeC JTUAarHOCTUPOBAHHBIX CIy4aeB HE
npessimaet 1 % [19].

B pamkax kpynHoro KomneHrareHckoro mHOMyIsSIHOHHOIO HCCIEeI0BaHUs
(Copenhagen General Population Study) ananu3 oxatun 46200 y4acTHUKOB, IS
KOTOPBIX OBLIM JOCTYIHBI TOKazaTenu Junomnporeuna(a) (JIm(a)) u maHHbie O
nonumopdusme reHa LPA. TlonydeHnHble pe3yiabTaThl HO3BOJIMIN HOATBEPAUTH, YTO
MMEHHO THUIIEPIUNONPOTEUHEMUsI(a) SBISAETCS OCHOBHOW MPUYMHONW pa3BUTHS
CI'’XC (25% cnyyaeB) W yCTAaHOBUTH JOCTOBEPHYIO MPSMYIO CBSI3b MEXKIY

KoHIeHTparuel JIn(a) u puckom pa3zputus nHdapkra muokapaa [130].
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bpuraHckoe wHcclieOBaHUE MEAUATPUUYECKOW MOMYJSIUU, BKIIOYAIOIIEE
oosee 10000 ydyacTHMKOB, MOKa3zayio, 4YTo reHetndecku noaTeepxaeHHas CI'XC
BCTpevaeTcs y ofgHoro pedenka u3 273 obcnenoBanHbix [202]. CornacHo aHanuzy
PETUCTPOBOTO HCCIIEIOBAaHUS SAFEHEART (SpAnish Familial
hypErcHolEsterolaemiA cohoRt sTudy), BxmouuBmero 2404 mnanUeHTOB C
reHeTuyecku Bepuduim-poBanubiM guarHozoM CI'XC, 3a 5,5 mer HabmromeHwus,
ObU10 3aduKcupoBaHo 12 manueHToB morudmux B pe3ynbrare ocTpbix CCC u 122
namueHTa, Kotopele nepeneciu octpsie CCC, HO OCTAINCh KUBBL. BBIABIEHO, YTO
OCHOBHBIMU MIPOTHOCTUYECKUMHU (dhaxTopamu, CIOCOOCTBYIOIIUMU
HeOmaronpusTHoMy TeueHuto CCC sSBISIOTCS BO3PACT, MY’KCKOM IOJI, HAJIAYUE
atepockiepornueckoro CC3, aprepuanbHas TUIEPTEH3UsI, O)KUPEHHUE, KypEHUE, a
Takke noBbieHHble Tokazatenu JIHIT u JIn(a). Otu pe3ynbTaThl CTaI OCHOBOU
st paspabotku  Illkamer  pacuera S-metHero  pucka pasutus  CC3
atepockieporuueckoro reneza (SAFEHEART risk-equation) y nui ¢ CI'XC [156].

Takum oOpazoM, cieyeT OTMETUTD, uTo uHTEpec K npobdaeme CI'XC Bo Bcem
MUpE 3HAYUTEIBHO YBEJIMYWICS M TPOBEICHHE CBOEBPEMEHHOW JIMArHOCTHUKH,
aZIeKBaTHOM MEIMKAaMEHTO3HOM TE€paIluy MO3BOJIUT CHU3UTH pucku pa3sutus CC3,
aCCOLMMPOBAHHBIX C AaTEPOCKJIEPO30M, U COOTBETCTBEHHO CHHU3UTH BBICOKHE

MoKazaTesu cepJeuHO-coCcyaucThIX ocnoxHeHnit (CCO) u CMEpTHOCTH.

1.3. T'eHernueckue (paKTOPHI PA3BUTHUS CEMEITHOI rUNepPXoJiecTePpUHEMHUHU

Benyuum stuonoruyeckuM paktopom CI'XC BhICTYNaIOT HACIEACTBEHHBIE
neheKThl TEHOB, KOJAUPYIONTUX OCJIKH, y4acTBYIOIIUE B OOMEHE JIMIIONPOTEHHOB,
YTO NPUBOAUT K HapylIEeHHUIO KieTo4yHoro 3axsara dactull JIHII u nosbiienuto
ypoBHsi XC JIHII B mnasme kpoBu [48]. BeiiensioT cieayronme MyTallui T€HOB,
OTBETCTBEHHBIX 3a pazsutue CI'XC:

1) Hauobonee wacmasa mymayus 6 2ene peuenmopa JIHII (/IHIIP/LDLR)
(85-90 % Bcex ciyvaeB), oOycCIOBIMBArOIIas HApyIIEHUS B CHHTE3e, COOpKE,

BHYTPHUKJICTOYHOM TPAHCIOPTE MW peuupkysanuu xonecrepuna. ['em LDLR



21

kogupyer TpaHcmeMOpanublii JIHII-penentop, cHHTE3UpyeMbli NpPaKTUYECKU
BCeMH  sapocoaepkamumu  kinetkamu.  OH  obecrmeunBaeT — CBSI3bIBAHUE
uupkyupytomux JIHII-gyacTuil m ux yaajneHue M3 KPOBOTOKA, JIOKAIM3YETCS Ha
MOBEPXHOCTH KJIETOK ¢ Hamboyiee aKTUBHBIM XOJECTEPUHOBBIM OOMEHOM. Y
nanueHToB ¢ reCl'XC noiis neeKTHRIX pelenTopoB Ha MOBEPXHOCTHU KIETOK OKOJIO
50 %, y roCI'XC moxet nocturarb 100% c momnHoi noteperr gynkiuu JIHII-
peuenropa [48, 98]. BapuantoB mytanuii LDLR nacuutsiBaetcs cBoiiie 1700, Ha
OCHOBAHUHU KOTOPBIX BbIJIEISIOT MATh kKiaccoB CI'XC [38]:

I ximacc — nosiHOE oTcyTcTBUE cuHTe3a LDLR;

Il wmacc — pedextHbii Tpancnopt LDLR ¢ »HAoMIa3MaTuyeckoro
peTuKyiyMa B anmapat [ obIKH, YTO MPEMSITCTBYET €ro JOCTABKE HAa MOBEPXHOCTH
KJIETKH;

III knacc — HeBo3MOkHOCTH LDLR cBs3piBaTs JIHII Ha mOBEpXHOCTH KIIETKU
Benenctue Aedekra anoB-100 wim camoro LDLR;

IV knacc — Hapymenune ¢popmupoBanus LDLR B KIIaTpUHOBBIX SIMKax IS
pPEeLENnTOP-00CPEIOBAHHOTO SHIOLNUTO34;

V knacc — orcyrerBue peuupkyssinuu LDLR Ha KII€TOYHYIO TOBEPXHOCTb.

UccnenoBanust yuenbix BemukoOputanuu [98] mokaswiBatoT, uto 93%
BBIIBJICHHBIX MyTalui reHa LDLR oTHocsTCA K maToreHHbIM, octaBumecs 7% -
BApUAHThI C HEONPEEICHHOW 3HAYUMOCThIO. B 0OIIEl CI0KHOCTH OMHUCAHO YXkKe
6onee 2300 nmatorennbix BapuantoB reHa LDLR, Hapymatonux padoty peuenropa
JIHII [80].

2) Bmopasa no wacmome gcmpeyaemocmuy Mymauyus 6 2eHe anojaunonpo-
meuna B (anoB/APOB) (5-10% cinyuaeB). MI3MeHEeHUs1 B T'€HE, KOJIUPYIOIIEM
APOB, kotopslii ciyxuT Jurasgom peuentopa JIHII u yuactByer B penentop-
onocpeIoBaHHOM noriomeHnu XC KIeTKONH. DTO MPUBOJUT K TOMY, UTO MTOJIOBUHA
JIHIT-yactun; He cmocoboHa cBs3eiBaThess ¢ JIHIIP, B pesynbrare yero He
MPOUCXOUT UX coeuHenus, 3¢ dextuBHoCTh 3numuHanuu XC JIHIT u3 kpoBoToka
CHI)KACTCS M KOJMYECTBO TAKUX AHOMAIHMA OOYCIOBIMBAET TSKECTh PA3BUTUS

CI'XC [11, 38, 98]. Pe3ynbraThl KpyHmHOrO MHOI'OIIEHTPOBOTO HCCIIE€IOBaHUS,
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OXBATHUBILIETO JETCKUE KOTOPThI B BOCBMH E€BPOIEUCKUX TOCYAApCTBAX, BBISIBUIU
3HAUYUTENIbHYIO Pa3HUIy B 4aCTOTE BCTPEUAEMOCTH MATOTCHHBIX BAPUAHTOB I'eHA
APOB B paznu4HbIX MOMYJISIUAX: OT HOTHOTO OTCYTCTBUS B TPEYECKON BHIOOPKE U
10 39% B vemckoit [97]. Ilpu 3TOM O0TMEYaAIOCh, UTO Y HOCUTENIEH MyTalMil reHa
LDLR peructpupoBanuchk Oonee Bbicokue ypoBHu OXC wu JIHII, Oonee
BBIPDAKEHHBIE ATEPOCKIEPOTUYECKUE H3MEHEHUS COCYJIOB IO CpPAaBHEHUIO C
narnuenTamMu, umeromumu aedextest APOB [11].

3) Ha mpemvem mecme mymayusn ¢ zene PCSK9 (menee 5 % ciydaen),
KOJIUPYIOIIEM MPONPOTEMHKOHBEPTA3Y CYOTHIIM3HUH /KEKCUH THMA 9 - CEpUHOBYIO
poTeasy, KOTopasi BbI3bIBacT MOBbILIEHHOE pazpyuenue JIHII-peuentopoB u
COKpAIllEHHUE WX YKcia B KieTkax nedenu. Bapuantel mytanuu PCSK9 moryT ObITH
aubo ¢ moTepe PyHKIMM, BbIpaOaThIBAIOIINE MEHEe (PYyHKIIMOHAIbHBIE OEIKH,
160 ¢ ycusieHueM (QyHKIUH, IpoIylupytomue 0oiee akTuBHbIe Oenku. B ciayuae
MyTallud C yCUJieHHeM (QyHKIHUH OyJeT HaOII0/aThCsl MOBBINICHHAS Jerpaaarus
PELENTOPOB U CHUXKEHHUE PEIENITOP-OMOCPEIOBAHHOTO SHOIIUTO3a, UTO MPUBOIUT
K HakoruieHuto JIHII B KpoBOTOKE M B MTOre - K MOBBIIICHUID KOHIECHTpAIUU
oOmiero xosnecrepuna [23, 38, 43, 214]. Taxxe OblT ONMMCaH BapUaHT MYTalluH,
KOTOpasi IpUBOAUT K CHUKEHUIO akTuBHOCTH PCSKO9, 3a cuet Toro, 4To penentopsl
aKTUBHO 3axBaTbIBatOT yacTuilsl JIHII u3 kpoBOTOKAa M CIOCOOCTBYIOT CHUYKEHUIO
yposus JIHII [87]. HacienoBanne 1aHHOTO THIA MyTalluy MOXKET OCYILECTBIISITHCS
KaK 10 ayTOCOMHO-JOMUHAHTHOMY, TaK U [0 ayTOCOMHO-PELIECCUBHOMY THUITY [38].
AxtuBHOCTH PCSKO urpaer BaxkHyr0 posib B TOMEOCTA3€ XOJIECTEPUHA U SBIISIETCS
MOTEHI[MAJIbHOW MUILECHBIO [IJI1 areHTOB, CHIbKaromux koHuentpauuu XC JIHIT B
KpoBH [214].

4) Ouenv peokasa aymocomno-peyeccusnas popma CI'XC (menee 1%
ciydaeB) BbI3bIBacTcs mymauuei ¢ 2ene JIHIIP-ABI/LDLRAPI (apantopHbId
oemok 1 JIHIIP). MounekynsapHbiii nedeKkT HapyliaeT KIaTpUH-3aBUCUMYIO
WHBArMHAILIMIO: PELENTOPHbIE MOJIEKYJIBI OCTAalOTCS  (UKCUPOBAHHBIMU  Ha
MIa3MaTUYECKOH MeMOpaHe, He TIOTPYKasich B KJIETKy. OTCyTCTBHE HOPMAJILHOTO

BHYTPEHHETO TPAHCIIOPTA BEJET K pE3KOMY yBeIMUeHUIO IupKyaupyrommx JIHIT u,
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COOTBETCTBEHHO, K BBIPAKCHHOW TUIEPIUNUIEMHUN C BBICOKUM PUCKOM PAHHETO
aTEPOCKIEPOTHUECKOTO TMOPAXKEHUSI COCYJIOB — KIMHUYECKH COMOCTaBUMOU C
romo3urotHot ¢dopmoit CI'’XC. OnpnHako, y pOAMTENCH NallMEHTOB C JaHHOU
MyTaIel TUCIUMaeMun He Haomomaercs [38, 85, 98].

5) Peoxuit eapuanm 2ena anonunonpomeuna E (APOE), xogupyroniero
CTEpOJI-pEryJUpYIOMMiA  3iemMeHTCBs3bIBatoit  Oenok 2 (SREBP2)  Obin
obHapyxxen B 2022 roxy Bo @panmum B cembe ¢ CI'XC, ero nerambHOe
MOJIEKYJIIpHOE MPOGUIUPOBAHUE A0 BO3MOXKHOCTh PACIIUPUTH  CHEKTP
M3BECTHBIX NMATOI€HHBIX BapUAHTOB JaHHOro reHa [58, 86]. IIpu mapamnensHOM
cekBeHupoBanuu reHoB LDLR, PCSK9, APOB wu APOE ynaanoce
uneHtudunmpoats 76 Hocuteneit reHa APOE, y KOTOpBIX perucTpupoBajioCh
OoJiee BeIpaxkeHHOE cHIKeHne ypoBHs JIHIT Ha Tepanuio ctaTuHamMu 1o CpaBHEHUIO
C HOCUTEJISIMU naToreHHoro Bapuanta rena LDLR [43, 58].

6) Mymayuu ¢ 2enax LDLRAPI, ABCGS5 (nateiii wieH noacemeiictea G
TpaHCHOPTEPOB KacceThl, cBsa3biBatouieil AT®D), ABCGS (BOCbMOM 4JIeH TOTrO K€
noacemeirictea) win CYP7AI, KoOupylolleM XOJECTEPOJi-70-THAPOKCHUIIA3Y,
KoTopble (QopMupyroT kpaitHe peakuid BapuaHT CI'XC, Hacnemyemsblii 10
ayTOCOMHO-pEIeCCUBHOMY TNy (romo3urotHas ¢opma) [11, 71]. Panee
npeanojaranock ydactue Bapuanta reHa STAPI (signal-transducing adaptor
protein 1) B paszButun CI'XC, oaHaKo TNOCIEAYIOIIME WCCIEAOBaHUS HE
MOATBEPAUIM 3TY IPUUNHHO-CIIEACTBEHHYIO CBSI3b [76, 86, 134].

B 0030pe Xasto Tama ¢ coaBropamu (SAnonus, 2018) BmepBbie omnucaHa
onuroreHHass CI'XC, s KOTOpOH XapaKTepHO COYETaHHE IeTePO3UTOTHOCTH B
oaHom u3 Tpex reHoB (LDLR, PCSK9 unu APOB), Be3biBatomux CI'XC, u B reHax
LDLRAPI1, ABCGS, ABCGS8, APOE. B uccienoBanuu, KOTOpo€ OHU MPOBOJIUIIH,
npunumano ydactue 500 genoBek ¢ CI'XC B Bo3pacte crapmie 18 ner u ObuI0
MIPOJIEMOHCTPUPOBAHO, YTO MPU HATUYUH MATOTCHHBIX BAPUAHTOB OJTHOBPEMEHHO B
HECKOJbKUX reHax koHueHTpausa JIHII B miasme kpoBu B cpeaHeM Ha 25% BhIIIIE,

4yeM Mpu MOHOTeHHOHN (opme 3aboneBanus (6,8 MMOIB/1 mpoTUB 5,4 MMOJB/I)
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[184]. Yxe B 2022 roxy B SAnonun 6611 onucad rerepo3urotHsiil penorun CI'XC,
00yCIIOBIIEHHBIN onuroreHHbIME BapuanTamu reHoB PCSK9 u ABCGS [151].
MonekynsipHo-reHetndeckass auarHoctuka CI'XC Ha CeroaHsIIHUNA JICHb
UMEET CBOM OTpPAaHWYEHUS, TMOCKOJIbKY y 1/5 manmueHTOB ¢ KIWHUYECKUMHU
MpU3HaKaMu 3a00JIEBaHUS BBISIBUTh MYTAIIUK HE YJAETCS. DTO OOBIACHIETCS ABYMS
OCHOBHBIMHU (haKTOpaMU: CYIIECTBOBAHUEM PEAKUX MATOIC€HHBIX BAPUAHTOB I'€HOB
Y HEJIOCTATOYHOM YyBCTBUTEILHOCTHIO METOAOB F'€HEeTHUYEeCKOro ananu3a [ 1, 86].
YkazaHHbI€ BIIIIE MyTaIlUU HAPYIIAIOT JTUO0 CTPYKTYpy U Koiuuecto JIHII-
pelenTopoB B TremaroluTax W JAPYrUX KJIETKaX, Jubo KoH(opMaruio
anonmnonporenHoB anoB-100 u AnoC, 4yTo NpUBOIUT K COOSIM B CHHTE3E,

TPAHCIIOPTE U pelenTop-onocpeaoBanHoM 3axsarte yactuu JIHIT [38].

1.4. ®opmbl U BADHAHTHI TEYEHHUS CEMEHHOM IrMNepxoJiecTepuHeMUun

Ha cerognsiiHuii AeHb BBIJCISIOT JBE OCHOBHBIE (DOPMBI CceMeHHOU
TUIIEPXO0JIECTEPUHEMHUU: TETEPO3UTOTHYIO U TOMO3UTOTHYO [43, 48].

L I'erepo3urornass cemeitHass rumnepxoJiecrepudemuss (reCI'’XC)
OTHOCUTCS K YHCIy Hanbojiee paclpoCTPaHEHHBIX MOHOTEHHBIX HapyIICHHUM
munuaHoro oomena. IlaTomorust pa3BuBaeTCsl y JUIl, HECYIIUX OJIHY MYTaHTHYIO
aiens reHa LDLR. JlepexT rena, kak mpaBuiio, HAclleAyeTcsl OT OJHOTO W3
poauteneit. [lo moacueraM, Kaxayr0o MUHYTY B MUpE pPOXKIAeTCs OJIUH PeOEHOK C
reCI'’XC [11, 14, 48, 205].

Yacrora BcTpeyaeMocTH rerepo3urotHoi ceMmeitnon CI'XC orieHMBaeTcs Kak
1 na 250-300 ciayuaeB [96]. 1o pe3ynbTaTaM KpOCC-CEKIIMOHHOTO MCCJIEI0BaHUS,
npoBeeHHOro B pasHbIx permoHax Poccum reCl'’XC BeisiBasimace y 1 u3 173
yeaoBeK ¢ uHTepBasioMm  1:208-1:145 [5, 27]. CorimacHo KOHCEHCYCY
HanvonanpHoro u EBponeidckoro oO0IIECTB 1O H3YYEHHIO aTEPOCKIIepo3a
(HOA/EOA), BepositHOCTh pa3Butus octpeix CCO k 25-40 rogam y HocuTenen
TeTEPO3UTrOTHBIX MYTalMi MPEBBIIAET NOMYSIUMOHHYIO0 B 6—17 pa3 [10, 148].

bonee TOro, MMCIOTCA OJaHHBIC O TOM, 4YTO Ha4dYaJdbHBIC aTCPOCKICPOTHYCCKHUC
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W3MEHEHHSI COCYAMCTOM CTEHKH MOTYT (DOPMHPOBATHCS YK€ BHYTPUYTPOOHO Yy
notomcTBa Marepeit, ctpagaromux CI'XC [150]. ¥ geTeli-reTepo3uror noBbIIEHNE
ypoBHs obuiero xonectepuna 3a cuet XC JIHIT nabmtogaercst ¢ paHHero Bo3pacra,
OJIHAKO KJIMHUYECKHWE TPOSBICHUSA, CBSA3aHHBIE C CEpPACYHO-COCYIUCTHIMU
3a00JIeBaHUSIMU, BCTPEUYAIOTCS B JIETCKOM Bo3pacTe KpaiHe penko. [loatomy B
oonpmHCTBE ciydaeB ['XC oOHapyKMBaeTCsi HEOXKUIAHHO TPHU HCCIEAOBAHUU
OMOXMMHYECKOTO aHAIN3a KPOBHU B CBS3U C COIYTCTBYIOLIEH naTojoruei. CTeneHb
noBeiieHus ypoas OXC BapbupyeT ot 5 10 13 mmouns/n [47].

CoBpeMEHHBIE HCCIENOBAHMS JAHHOIO BONPOCA B HAIEW CTpaHe
MOKA3bIBAIOT, YTO CPEIIHSS OKUAAEMas MPOJOJLKUTEIBHOCTh KU3HU MAlUEHTOB C
reCI'XC cocraBisieT nopsiaka 53 jeT y My 4YUH U IpuMepHO 62 roja y >KEeHIIUH
[28]. Ecnu runonunuieMuyecKkoe JeYeHHe HauuHaeTcsl B Bo3pacte okoio 10 jer,
BBIPAKEHHOE aTEPOCKICPOTHUYECKOE TMOPAKEHUE COCYJIOB OOBIYHO BBISBIISICTCS
b K 55-60 rogam. B ciaydae OTCyTCTBHS aIeKBAaTHOM TEpalMu KPUTHYECKOE
MOBPEXKJICHUE COCYIMCTON CTEHKM PAa3BUBAETCA rOpaslo paHblie - yxke Kk 3540
rojilaM, COMpPOBOXIAsICh paHHEH MaHHU(ecTalueld OCTPBIX CEePACYHO-COCYTUCTHIX
ocyoxkHeHui [152].

[Nonmanackue uccienoBaTen, HaOMIOAABIINE TPYMIY JETeH, CTpagaronux
reCI'XC, nmokazanu, 4yTO MPU3HAKU aTEPOCKIEPO3a COCYAOB B BUJE YTOJIIICHUS
KOMILIEKCAa MHTUMa-Meana OpaxuoiiedaabHbIX COCYI0B BBISBISIOTCS Y MAIlUEHTOB
yxe B Bospacte 7 yer. Ilpm sTom Ha ¢oHE THMOIUIMHMACMUISCKON TeparuH,
npoBoauMoi B Teuenue 10 neT, nmokazarenb TOJIIIMHBI KOMILJIEKCa HHTUMa-MeInua
YMEHBIIAETCS U JIOCTUTAET YPOBHS, COOTBETCTBYIOILIEIO 3J0POBBIM MOAPOCTKAM
[127].

Takum o6pa3zoM, cBoeBpeMeHHoe BhIsiBiIeHUE NanueHToB ¢ reCI' X C u panHee
HAYaJI0 TUIMOJUMUACMHUYECKON Tepamuu  CHOCOOCTBYET MPEIOTBPAIICHUIO
aTepOCKIIEPOTUUECKUX U3MEHEHUI COCYZ0B U COXPAaHEHUIO 3/J0POBbS MALIUEHTOB.

2. Buioenarom maxsce KOMOUHUPOBGAHHYIO 2emepPO3UOMHYI0 hopmy
CI'XC, xoropas BO3HUKAET MpPU HATMYUM PA3ZHBIX MyTalMd B OJHOM WIH

OJIHOBPEMEHHO B JIBYX reHax [1, 24]. Onucanbl KOMOayH/-reTepo3uroThbl, KOTOPHIE
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UMEIOT Pa3JIMYHbIC TOBPEKICHHS 00€UX ajuiesield COOTBETCTBYIOIIETO TeHA, a TAKKE
nBoriHas wim koMmOuHupoBaHHas TeCI'XC, korma y TaIlMeHTa WMEIOTCS
rE€TEPO3UTOTHBIE MYTAIIMM B JBYX PA3HbIX I'€HAX, OTBETCTBEHHBIX 3a Pa3BUTHUE
HapylieHuid junuaHoro oomena. Mmerotcst cooOuienust o nBoitHoM reCI'XC y
HECKOJIbKMX HOCHUTEJIeH MaTOTeHHbIX BapHaHTOB oOoux reHoB: LDLR u PCSKY,
LDLR n APOB, uniu APOB u PCSKY, a takxe LDLR v LDLRAP1. DT BapuaHTbl
reCI'’XC MoryT mpoTekaTh C pa3jIMYHOM CTENEHbIO TSHXKECTH M KIMHUYECKas
KapTHHA MOXKET OBITh Jaxke uaeHTHuYHa romo3urotHoit opme CI'XC [119].

3. I'omozucomnan gpopma cemeiinoit cunepxonecmepunemuu (2oCI'’XC).
Bcerpeuaercs ¢ wacrotoii 1: 250000 - 360000 cinyuaes. ['oCI'X popmupyercs, korna
peOEHOK HaclleyeT OT KaKJIOro M3 POAUTENIed UACHTHUYHbIE MYTAHTHBIC aJlJIeNIU
reHa, 00€CIEUYMBAIONIETO PEIENTOPHO-OMOCPEAOBAHHBINM 3aXBaT JIUMOMPOTEUHOB
Huskoi tiotHoctH (JIITHIT) knerkoit [109]. MUctunHast TOMO3UTOTHOCTH OCOOEHHO
YaCTO BBISBIACTCS B MOMYJALMSAX C PACIpPOCTPAHEHHBIMU KOHCAHTBUHAJIbHBIMU
opakamu. Jlenonnpoanue JIHII HaunHaercs enie Ha BHYTpUYTPOOHOM 3Tarie, 4To
PE3KO MOBBIIAET PUCK MPEKIEBPEMEHHOTO aTEPOCKIIEP03a U BHEZAMHOM CEPACUHON
cmeptu [116]. Ecnin aktuBHOCTh JIHII-penientopoB 10 2 %, TO mammenTa OTHOCST K
«peLenTOpP-HETaTUBHOMY) THILY; IPU aKTUBHOCTHU 2—25 % pedb UAET O «perenTop-
nedextHom» BapmaHTe [162]. be3 rumoaunuaeMuueckoil Tepanuu y MarieHTOB
peuentop-HeratuHoro tuna WBC pa3suBaerca B 60% caydaeB yxe 10
JIECATUIIETHETO BO3pacTa, puueMm 26 % 13 HUX HE JOKUBAIOT 110 25 JjieT. Y Jull, y
KOTOPBIX COXpAaHSIETCS dYacTU4yHas (PYHKIHMOHAJIBLHOCTh pelentopa (peuenTop-
nedexkTHbId BapuaHT), kKiauHudeckue nposisieHuss UBC oObiuHO Qukcupyrorcs
nociie 10 net, a JIeTaabHOCTh K 25-€THEMY BO3PACTy COCTABJISET JIUIIL 0KOJIO 4 %
[31]. ¥V manmentoB ¢ roCI'’XC xonuentpamus JIHII wepenko mnpesimaer 13
MMOJIB/JI, OJJHAKO B JINTEPAType MPUBEICHBI T'€HETUYECKH BEepUDHUIIMPOBAHHBIE
ciydau 3a6osieBanus ¢ yposHeM JIHIT menee 13 mmounn/i [83].

Knuanyeckue mposiBneHust y jaered ¢ romos3urotHoit ¢opmoii CI'XC

BO3HUKAIOT paHo (110 10 neT), Kk HUM oTHOCAT cnenytomue |14, 24, 116]:
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* KcaHTOMBI - BBICOKOUYBCTBUTEIbHBIN KiuHHueckuid Mapkep roCI'XC.
OHM TpeACTaBISAIOT CcOOOW MSTKUE, 0e300Je3HEHHBIE, KEITOBATO-OPAH)KEBBIC
y3eIKU WM OJSIKH J00pOKauecTBEHHOrO Xapakrepa. MecTta JoKalu3aluu:
ATOJIMILIBI, MEKIAJIbLEBBIE POMEXYTKH, JIAJ0HH, IEPEAHSS IOBEPXHOCTh KOJIEH, a
TaK)K€ B CTrUOaTEeNIbHBIX O00JIACTAX JIOKTEBBIX M KOJEHHBIX CYCTaBOB, BKJIIOYas
JIOKTEBYIO U MOJKOJICHHYIO siMKH [11, 24, 38].

* KcanTenasmbl - HeOOMIbIINE BBICTYIAIOIIUE KEJITOBaThie 00pa3oBaHMUS,
KOTOpbIE MOTYT pacrojaraTbCsi Kak IO OTAEIbHOCTH, TaK M TPYyIIaMH BO
BHYTPEHHEM YTIJIy NIa3HOM menu. Takxke MoKeT HaOMoIaThCd JMMHUAHAS Iyra
pPOrOBHIIBI - KOJIbLIEOOpa3HOE NOMYTHEHHME CEpOBaTO-0€I0ro ILBETa MO Kparo
pOroBUIIbI IMPUHOM OT 1 10 3 MM C poBHOM MTOBEpXHOCTHIO [11, 24, 38].

*  KapauoBackyisipHas MAaTOJIOTHSl - XapaKTEpU3YETCAd CTPEMHTEIIbHBIM
o0pa30oBaHMEM aTEPOCKIEPOTUUYECKUX OJISAIIEK, BBIABISEMBIM y JeTeil yxke 1o 10
JIET, 4TO BEJIET K CTEHO3Y KOPOHAPHBIX, COHHBIX M IOYEYHBIX apTepuil. BeposTHOCTh
paHHE! HIIeMUYecKoM OO0JIe3HU cepAlla MPUMEPHO B JBAALATHh pa3 IMPEBBIIIACT
CpeIIHUI TOMYJISIIMOHHBIN MOKa3aTelNb, a 4acToTa HH(PapKTa MHOKap/ia U CIy4aeB
BHE3AIHOW CEPJECYHOM CMEpPTU y AAHHOM TPYIIIBI NAMEHTOB OCTAETCS 3aMETHO
BBICOKOM. Y JIeTeil ¢ roMO3UToTHON (opmoii 3a00sieBaHrE MOXKET JIEeO0I0TUPOBATh
OCTpBIM MH(pAPKTOM MHOKapja B IEPBOM—BTOPOM JeCATHIIETUN kU3HU. Hepenko
BBISIBJISIFOTCS. JIMOUAHBIE OTJIOKEHUS Ha CTBOPKax aopTallbHOTO KiamaHa W HX
U3MEHEHHUs, CTEHO3 I[IOYEYHBIX apTepuil, CHOCOOCTBYIOLIUE  Pa3BUTHIO
apTepUaIbHON runeprensuu [24, 38].

B tabmuue 1 npencraBieHbl peepeHCHbIe 3HAUSHHS] JIMITUIHOTO NPOPUIIs y

JieTe U oAPOCTKOB [89].

Ta6auna 1 - PedepeHcHbie 3HAUCHHMSI JIUMTUTHOTO TPODUIIs y 1eTel U MOAPOCTKOB

Huskui Hopma [Morpann4yHbIi Boicokuii
IToxka3arean
MMOJIb/JI MMOJIb/JT MMOJIb/JI MMOJIb/JI
Oo6mmi XC - <44 4.4-5,1 >52
XC JIHII - <2,8 2,8-3,3 >34
XC uelJIBIT - <3,1 3,1-3,7 >3,74
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Huskui Hopma IMorpanuyHbIi Bbicoxkui
IToxka3aresb
MMOJIB/J1 | MMOJIb/JI MMOJIb/J1 MMOJIb/JI
XC JIBII <1,03 1,16 1,03-1,16 -
0-9 ner - <0,84 0,84-1,1 >1,12
T 10-19
- <1,01 1,01-1,45 >1,46
JICT
Ipumeuanue: xonecmepun (XC); xonecmepun runonpomeurog Huzkou niomuocmu (XC JIHII);
Xonecmepur 1unonpomeunos gvicokou nromuocmu (XC JIBII); xonecmepur HeaunonpomeuHos
svicokou niomuocmu (XC neJIBI1); mpuenuyepuowt (T1).

Bosnukaromme Bcenencteue HapymieHHoro oomena JIHII ocnoxHeHus
CIIOCOOHBI CYIIECTBEHHO CHIJKATh Kauye€CTBO JKMU3HU TAIUEHTOB WM HEPEIKO
MPUBOJAT K HEOOXOJAMMOCTH XHPYPIHUYECKUX BMEIIATEIBCTB. B CBsA3M C ITHM,
KJIFOYEBBIM  HANpPaBICHUEM  OCTA€TCS  PAHHEE  BBISIBIICHUE  CEMEUHOMU
TUIIEPXOJIECTCPUHEMUM W ONEpaTWBHAas  OpraHu3anus  MHOTOYPOBHEBOH

MGHHHHHCKOﬁ IMoMoIu ¢ y4aCTUCM CIICTIHUAJIIMCTOB PA3HBIX HpO(bHJ'IGfI.

1.5. /luarHocTn4yeckue KPUTEPUM CeMEHON rmmepxojecTepuHeMnH

B nacrosmee Bpemsi mpobneme auarHoctuku CI'XC ynensiercs 0oJibiiioe
BHUMaHHWE, TaK KaK HEIOOIEHKAa 3HAYMMOCTH  THUIIEPXOJIECTEPUHEMUN
0OyCJIOBJIMBAET BBICOKHE MOKA3aTeNId CEePJACYHO-COCYIUCTON 3a00JIeBAEMOCTU U
cMmeptHocTH [19, 45].

JIns pemieHuss BOIPOCOB PErUCTpalMyd MNAlUMEHTOB C HACIEICTBEHHBIMU
HapyIICHUSIMU JIUTUIHOTO OOMEHa B 3apyOeXHBIX CTpaHax, BKirodass Huaepian i,
BenukoOputanuto, CIIIA, ®pannuro, a taxke Apcrpanuio u Hoyto 3enmanauto,
(GYHKIIMOHUPYIOT HAIlMOHAJIbHBIE perucTphbl. X paboTa mo3BojuiIa 3HAYUTEIIBHO
ONITUMH3UPOBATh KaK YacTOTy BepUUKAIMHM JHArHo3a, Tak u 3(PGEKTUBHOCTD
tepanuu CI'’XC [19].

B Poccuiickoit ®deneparnuu  aeicTByroT HammoHaibHOE OOIIECTBO 0
uzyuennto arepockieposa u peructp «PEHECCAHCy, npu coneicTBUU KOTOPBIX
NPEANPUHUMAIOTCS IAard K YTOYHEHUIO MUCTUHHOM pacrpOCTPAHEHHOCTH JAaHHOM

natosioruu [9, 45]. HanmoHanbHbIA pErUCTp OXBATHIBAET JIMIIL HEOONBIIIYIO 0O
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MAaIMEeHTOB: JIOJIsl BBISIBJICHHBIX CIIy4aeB cpelin aeTeil octaercs ke 1 % [23, 42].
OT0 00BSICHIETCA TEM, UTO ompenaeneHue nunuanoro npodpuis (OXC, JIHII, JIBII,
TI') B 1utaHoBbI 00beM oOOCHEAOBaHHS JETCKOTO HACENEHUST HE BXOJUT.
['unepnunuaemMuss y jgered  OOBIYHO  JUArHOCTUPYETCS  CIy4ailHO  IpH
OMOXMMHYECKOM aHaju3e KPOBH, Ha (POHE COIMyTCTBYIOIIMX 3aboseBanuii [13, 20,
45].

g Bepudukanuu knuaudeckoro quarnoza CI'XC npumeHsieTcss KOMITIEKC
JIMAarHOCTUYECKUX MEPOTPUATHHI, BKIIFOUAOLINN:

* Jlabopamopnoe uccreoosanue nunuono2o npoghuns. Bepostnocts CI'XC
CJIeAy€eT paccMaTpUBaTh, €CIU IPU OTCYTCTBUU TMIOJIMIUAEMUYECKON TEPANNU U
npu 00CIeIOBAaHUU HATOIIAK JiBa MOCIEIOBATEIBHBIX HM3MEPEHUS JUMUIHOTO
CIIEKTpa JAOT CIECAYIOIINE PE3YJIbTAThI: y JIUI] IECTHAAUATH JIeT U ctapiie: OXC >
7,5 mmonw/n i JIHIT > 4,9 mmons/m; y neteit u moapoctkoB: OXC > 6,5 MMOJIB/JI,
au6o JIHIT > 4,1 mmons/a [48]. B ceMbsiX ¢ OTATOIMEHHBIM CEMEMHBIM aHaMHE30M
no CC3 wuccienoBaHue JIUNUAOB PEKOMEHAYETCS MPOBOAUTH, HAYMHAS C
JIBYXJIETHETO BO3pacTa. BaXHO UCKIIFOUNTH BTOpUYHBIEC TPUUYMHBI TOBbIIeHUs JIHIT
(runotupeos, 3aboJieBaHus MeUEeHH U ouek u ap.) [30, 38].

* Cemeunviti anamue3. OUEHUBAIOT HAIMYUE Y POJCTBEHHHUKOB | creneHun
ponctBa panHux CC3 (MyXuuHBbI <55 J€T, KEHIIUHBI <65 JeT) U BBIPAKCHHOU
TUIIEPXOJIECTEPUHEMHUH,  TOCKOJIbKY  Te€HeTUuYecKas  IPeApacrloyioKEHHOCTh
3HAYUTEJIbHO MOoBbIaeT BepositTHocTh CI'XC [203].

* QusukanvHoe obcnedosanue. ITpy mpoBeieHNH JAHHOTO AUATHOCTUYECKOTO
MEpONpUsATHS O0OpalllaloT BHUMAHHE Ha TO, YTO KIWHUYECKUE TPOSBICHUS,
xapaktepuble st CI'XC, ManodyBCTBUTENIbHBI, HO MPHU HX HAIWYUU BEChMa
crieu(PUYIHBI — 3TO CYXOKHUJIbHBIE KCAHTOMBI B JIIOOOM BO3pacTe; pOrOBUYHAs 1yTra
y mMamueHToB wiamime 45 7eT; TyOepo3Hble KCAaHTOMBI WM KCAHTENIA3MBbl,
nposiBisitonecs g0 20-25 ner. OaHAako, y4YUTHIBAIOT, YTO OTCYTCTBUE 3THX

CHMIITOMOB HE MCKJIIOUaeT Hajau4ue 3a0oneBanus [38].
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B nacrosimee Bpems mis BeisiBiieHHs: CI'XC UCTIONB3YIOT MEXTyHApOIHbBIE
JUArHOCTHYECKUE KPUTEPUU C BBICOKOW crierupuIHOCTBIO (=99 %) u ymepeHHOM
YyBCTBUTENBHOCTHIO (2551 %) [57]:

1. Kpumepuu ouacnocmuxu I onnanockux nunuoHvlx kaunux - Dutch Lipid
Clinic Network (DLCN) akTMBHO NPUMEHSIIOTCS BO BCEM MHUpe Onarojaps uX
JIOCTYITHOCTH, MPOCTOTHI U MHGPOPMATUBHOCTU. MeTo/MKa MpeAcTaBisieT coOon
CUCTEMY KOJMYECTBEHHOW OLICHKU, B KOTOPOM Ka)KJ0€ JUArHOCTUYECKH 3HAUMMOE
NPOSIBJICHHE  MOJy4yaeT ompeAelieHHoe uucio  0amioB.  CyllecTBEHHBIM
JIOCTOMHCTBOM aJITOPUTMa SIBJIACTCS BKIIIOYEHUE MOJEKYJISIPHO-TEHETUYECKOTO
dakTopa, no3poJsitomiero noATBepauTh Hanuuyre CI'XC, 4o no3BosseT noaooparhb
ONTUMAaJbHYIO cxemy JieueHus. B pamkax mkansl DLCN y4uThIBatOTCS CEMENHBII
aHaMHe3, aHaMHe3 3a0o0JieBaHUs, pPe3yJbTaThl  (UBUKAIBHOTO  OCMOTpA,
koHueHTpauio JIHIT u pe3ynbrarsl MOJIEKYISAPHO-TEHETUYECKOTO HCCIIEI0BAHUS.
CoBOKynmHO HaOpaHHBIA Oalll MHTEPHPETUPYETCS CIAEAYIOIUM oOpa3zom: >8 —
«onpeaenenHas» CI'XC; 6-8 — «BepostHas» CI'XC; 3—5 — «Bo3moxHas» CI'XC
[29, 191, 209].

2. luacnocmuueckue kpumepuu Caiimona—bpyma (Simon Broome Registry),
pa3paboTaHHbie B BennkoOpuTaHuu Ha OCHOBE OOIIMPHBIX TAHHBIX HAIIMOHATBLHBIX
PETUCTPOB, KOTOPBIE MpeaycMarpuBatoT: aHanu3 ypoBHs OXC u JIHII B mia3zme
KPOBU C pa3leleHUeM TMoKa3aTeiaeil sl JeTCKOro W B3pPOCIOr0 HaCeJCHHS;
MOATBEPKACHNE ayTOCOMHO-TOMUHAHTHOTO HachenoBanus bBC, mu6o I'XC; yuer
BO3pAacTa, B KOTOPOM y WIEHOB ceMbH BniepBblie nposiBuiack MbC [139, 167].

3. Jluacnocmuueckasn cucmema Make Early Diagnosis to Prevent Early
Death (MEDPED), pa3pabotannas B CIIA, oTirgaercs npeaeiabHON MPOCTOTOM
MPAKTUYECKOT0 MCIOJIb30BaHMs. KIIFOUeBBIM MapaMeTpOM OCTaeTCsl MOPOTOBBIN
nokaszatens JIHII, ycranaBnmuBaemblii Kak mJjis OOIIEH MOMYJSAINUUA, TaK W IS
POACTBEHHUKOB TMairyeHTa. Mertoq ©Oa3upyeTcs Ha MPUHIMIE allPUOPHOM
BEPOSATHOCTH HalMuug MyTanuu penentopa anoB-100, koropas MeHsieTcs B
3aBUCUMOCTH OT CTETICHH POJICTBA M Bo3pacTa obciemyemoro (50%, 25%, 12,5%)

[29, 207].
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4.  Kpumepuu *lnoncxoco obwecmea amepocknepoza (Japanese
Atherosclerosis Society, JAS), xotopble nuarHoctupytor CI'XC npu Haiuuum Kak
MUHHMYM JBYX W3 cCleayromux mnokazateneit: 1) yposens JIHIT Gomnbine 4,65
MMOJIB/JT, BBISIBJICHHUE CYXOXKIJIBHBIX, JMOO KOXHBIX KCAHTOM; CEeMEiHas
OTSATOLIEHHOCTh noareepxkaeHHon CI'XC; 2) cnyuyau panner UBC vy
POJCTBEHHMKOB MEPBOM WJIM BTOPOH cTeneHu poactea [107, 187].

EBponeiickoe o6miecTBo mo atepockiepo3y (EOA/EAS) npencraBuino Habop
JIMarHOCTUYECKUX KPUTEPUEB, KOTOPBIMU CIIEYET PYKOBOJACTBOBATHCA MpHU
BepU(DUKAUU PA3TUYHBIX KIMHHYECKUX BapuanTtoB CI'XC:

- Tomozueomnas ¢popma CI'’XC cuuTaercs yCTaHOBJICHHOW NpPH HAIUYUU
OJIHOTO U3 YCIIOBUM: 1) TEHETHUECKHU MOATBEP>KICHHON TOMO3UTOTHON MYTAallMH B
renax LDLR, APOB, PCSK9 nu6o LDLRAPI; 2) yposens JIHII npeBbimaer 13
MMOJIB/JT B OTCYTCTBHE JIMIIUJCHUXKAIONIEH Tepanuu, Jubo ocraercs Ooisee 8
MMOJIB/T Ha (DOHE JIEYEHUS U COIMPOBONKIAETCA (POPMUPOBAHUEM CYXOKMUIBHBIX
/K0HBIX KcaHTOM 110 10-1etHero Bo3pacta; 3) yposens JIITHII > 4,9 mmonn/a 6e3
JUNUACHIDKAIONIEH Tepanuu y 000WX  poauTeNed, dYTO COOTBETCTBYET
reTEPO3UTOTHON rurnepxonecrepunemu [ 14, 38].

- Temeposucomnas ¢opma (2eCI'XC). T'erepo3urotHas cemMmeiHas
TUTEPXOJICCTPUHEMUS CYUTACTCS: a) «ONpedesieHHOUy - eCH y pedeHka Mojoxe 16
Jet HaOmomaroTcs cienyromme npuszHaku: OXC > 6,7 mmonw/n unu JIHIT > 4
MMOJIB/JT; CYyXOKHJIbHBIE KCAHTOMBI Y CAaMOTO MAIMEHTA, JIMOO Y POJCTBEHHUKOB [—
Il cremenu; BeIsiBIeHHass MyTtamus B reHax LDLR, APOB wumu PCSK9; 0)
«8eposIMHOL» - €CIM 'y peOdeHKa TOW >K€ BO3PACTHOM TPYIIBI U TMPU TEX XKe
JUTUAHBIX TIOPOTax TPHUCYTCTBYET OJIMH W3 CIeAyrmmX (HakTopoB: HHGAPKT
MHOKapaa y poactBeHHuka Il crenenu monoxe 50 ner wim I crenenn monoxke 60
aet; OXC > 7,5 mmonw/n y B3pocioro poactseHHuka [-II crenenn; OXC > 7,5
MMOJIB/J y peOeHKa WK y poAcTBeHHUKA | ctenenu muaame 16 ner.

Kpome Toro, y nammmentoB ¢ CI'’XC He00X0IMMO MPOBOJUTH KOMILIEKCHOE
BBISIBJICHE COITyTCTBYIONIUX KapJIUOBACKYJISIPHBIX (DAKTOPOB pHCKA, a TaKKe

MPU3HAKOB MaHU(ECTHOTO, MO0 JOKIMHUYECKOr0 atepockieposa [29, 154, 204].
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B  mpomecce  oOciepoBaHusl — ClelyeT ~ OPUHUMAaTb  BO  BHUMAaHUE
TICUXOOMOITMOHAIPHOE COCTOSIHME, KOTHUTHUBHBIC CIIOCOOHOCTH, COIMAJIbHBIE
YCJIOBHSI U ATHOKYJIBTYPHYIO TIPUHAITICKHOCTh nanuenTa [81]. TuiarenbHbiit cOop
CEMEHHOT0 aHamMHe3a, OCOOEHHO Yy OJMKaWlMX POJCTBEHHUKOB, HMEET
MPUHLIHNHAIBHOE 3HAYEHUE, MOCKOJIbKY BepoATHOCTh pa3Butus UBC npu CI'XC
MOKET CYIIECTBEHHO BapbUpOBaTh. Pazinuus oOBSCHAIOTCS UCXOJHBIM YPOBHEM
XO0JIECTEpUHA JO Hayajga TepaluM, XapaKTepoM TE€HETHUYECKOTO HapylICHUS
JUTUAHOTO OOMEHa, WHIWBHUIYyaJIbHBIMH OCOOCHHOCTSIMA aHATOMHHU apTepui, a
TaKKe MNPUCYTCTBUEM JOMOJHUTEIIBHBIX Ba)KHBIX (PAKTOPOB PHUCKA - KYpEHHS,
O’KMPEHHMS, HU3KOTO coAepkanusi xonectepuna JIBII, aprepuaibHON TUNIEPTEH3UH
u caxapHoro auadera [154]. [Ipu BeisiBnenun I'XC HeoOxoaumo oOcaeaoBaTh Ha
JUTIAIHBIA TTpOQUIIbL BCEX POJCTBEHHUKOB IEPBOM cTemeHu pojactsa. Eciou y
poauTenel 3aperuCTPUPOBAHBI PAHHUE CEPJCUYHO-COCYJIUCTBIE OCIIOKHEHUS, Y
JeTeid PEKOMEHIYETCSl KOHTPOJUPOBaTh YPOBEHb XOJECTEpPUHA, HauYUHAas
NpUOIM3UTENIBHO ¢ JBYXJIeTHero Bo3pacta [11, 14, 38].

Huecmpymenmanvuas pannss ouaznocmurka amepockieposa y oemeil. OHIM
u3 HambOosiee UHPOPMATUBHBIX METOJOB MPHU3HAHO YJIHTPA3BYKOBOE H3MEPEHUE
TONIINHBI KOMIUTeKca «uHTUMa—meaunay (T-KMM) connbix aprepuii. [Tokazano, 4to
y nanuentoB ¢ CI'XC yronmenue T-KUM peructpupyercst yxe K BOCbMHU ToJlaMm
M0 CPaBHEHMIO CO 3J0pOBBIMH cUOJMHTaMu [128]. B kpynHOM MOMyIsSIIHOHHOM
OJITHOMOMEHTHOM HCCJIEIOBAHUM, B KOTOPOM ydacTtBoBasio Ooisiee 3700 udemoBek
crapme 45 JeT NpoAEeMOHCTPUPOBaHO, yTo moBbllieHHe ypoBHs JIITHII nHa 1
MMOJIB/JT COTPsKeHO ¢ yBenuueHueM toiuuabl T-KUM na 5,07 MM, a kaxaoe
JonoNHUTENbHOE NoBbIeHHe KOoHIEeHTpanuu OXC Ha 1 MMOJb/1 yBeIMUMBaeT
pHUcK o0pa3oBaHUs KapOTHIHBIX OJisiiiek Ha 24 % [155].

MonexynapHno-eenemuyeckoe uccieoosanue. Ins moarBepxkaenus CI'XC,
ananu3 JIHK, kak npaBuso, He siBisieTcs 00s13aT€NIbHBIM, OJTHAKO OH CYIIECTBEHHO
MOMOTaeT MpH MocTaHoBKe auarHos3a [19, 38]. Haubonbmiee uncio ciydaeB CI'XC
CBSI3aHO ¢ MyTalusaMu B Tpex kiatoueBbix reHax: APOB, LDLR u PCSK9, ux Bkinan

B pazButue CI'XC ouenuBaerca B 14%, 6% u 2,3% coorBerctBeHHo [186].
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[TaToreHHBIC BApUAHTHI OJHOTO U3 YKA3aHHBIX T€HOB BBISBIISIIOTCS MPUOIN3UTEIHHO
y 70 % mauuenTtoB ¢ penotunuuecku «onpeaeneHHoi» CI'XC u mumb y 20 % nun
C «BEpPOSTHBIM/BO3MOXHBIM» auarHozoM [113, 178]. Yacrtora wmyTanui
OTIpeIeISIETCSl ATHHYECKOW MPUHAJICKHOCTRI0O U Teorpadbuen momyssmuu [50].
[IpuMeHEHNE COBPEMEHHBIX MOJIEKYJISIPHBIX METOJOB TaAKHUX, KAK CEKBEHHUPOBAHUE
r€HOMa, TO3BOJISIOT BBISIBUTH HAMOOJBIIMI CIEKTp MyTalllii, YTO OCOOEHHO
aKTyaJbHO MpPU HCCIEJOBAaHMM MHOTOHALUMOHANBHBIX Koropt [59, 146]. B
COBOKYITHOCTH 0KOJI0 95 % MyTanuuii npuxoasatca Ha red LDLR, 4-5 % —na APOB
n <l % —na PCSK9 [113, 178]. B HacTosiiee BpeMsi KaTajaor COAECPKUT CBBIIIIE
1288 Bapuanuii rena LDLR (79% 13 HUX Npu3HaHBI TATOTEHHBIMU), 4 Bapualuu
s reHa APOB u 167 — g PCSK9 [90, 176]. U3-3a BBICOKOW M3MEHYHUBOCTH
MyTalldid y 3HAYUTEIBHOM YaCTH MALMEHTOB C KIMHUYECKH «BO3MOXKHON» CI'XC
TF€HETUYECKOTr0 MOJITBEPKIACHUS MOTy4YnTh HEe yaaercs [113, 186] u, mosromy npu
BbIPA0OOTKE TAKTHKU JICYEHUS CJEIYyeT OPUEHTUPOBATHCS HA YPOBHU JIUIHUIOB U
COBOKYIIHBIN CEpJIEUHO-COCYIUCTHIN puck [103, 204].

OxonuatenbHas Bepudukamms CI'XC Bo3MOXKHA JIUITb TTPU OJHOBPEMEHHOM
BBISIBJICHUM MYTallMd B XOAE€ MOJEKYJISIPHO-T€HETHUYECKOTO TECTUPOBAHUS U
HAJIMYUHA XapaKTEPHBIX (EHOTUIMUYECKUX TMPU3HAKOB y KOHKPETHOTO TAI[MEHTA.
OTpuuarenbHblii  pe3yJbTaT TIE€HETHYECKOTO HCCIEIOBAHUS, KaK IMPaBuUio,
no3BoJisgeT uckimounTth CI'XC, kpoMe cHTyalmii, KOrja KJIMHUYECKas KapTUHA B
BBICOKOM CTETeHM TUIIMYHA JJis JaHHOro 3aboseBaHusa. B Tex cimydasx, xorma
MyTaluu oOHapykeHbl, oaHako ¢eHotun He coorBercTByer CI'XC, numarsos
CUMTATh YCTAHOBJICHHBIM HEJIb3sl, MAIUEHTY U €r0 pOACTBEHHUKAM PEKOMEHIyEeTCs
koHTponupoBaTh ypoBeHb XC JIITHII ¢ unrepBanom 2—5 ner [29].

Hcxons W3 mpencTaBIE€HHBIX BbILIE JAHHBIX, CIEAYEeT MOJYEPKHYTb, YTO
MoJieKysipHo-reHeTnueckoe ucciegoBanue mnpu CI'XC o6mamaer BbICOKOM
JIOKa3aTelbHOM 0a30il, a mosTanmHas (KackagHas) MNpPOrpaMMa TIE€HETUYECKOTO
CKpUHUHTA TMpu3HaHa d>(PQGEKTUBHBIM UM MPUEMIIEMBbIM HHCTPYMEHTOM JIs
BbIsiBIIeHU nanueHToB ¢ CI'XC, camxenus pucka passutust MbC u ee ociioxHeHUI

[99,100]. Onupasics Ha pe3yabTaThl MHOTOYMCICHHBIX UCCIEAOBAHUM, MTOCIEIHUEC
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MEKTyHApOIHbIE PEKOMEH AN BKIIIOUIIH TeHeTndeckoe TectupoBanue CI'XC B
MIEPEUYCHb CTAaHJAPTOB MEIUIMHCKOM TOMOIIHY, IPU 3TOM BBISIBJIEHHE MATOT€HHOTO
BApPUAHTA I'€HAa PACCMATPUBAETCS KaK «30JIOTOW CTAaHAAPT» JUArHOCTUKU JTAHHOTO

3aboneBanus [181].

1.6. IIporpaMMbl CKPMHHHIA 10 BbISIBJICHHUIO MAIUEHTOB C CeMEHOI

FI/IHerOJIeCTepI/IHeMHeﬁ

Ha cerogusitinuil neHp npoOiaemMa paHHero BbisABiIeHHs nauueHToB ¢ CI'XC
HaOmomaercss Bo BceM mupe [198]. BakHO OTMETHTH, YTO BEAYILIYIO POJIb B
npenynpexaeHnn  CC3  aTepoCKIEpOTHYECKOTO TI€HE3a, WHBAIMIU3ALMM U
cmeptHOCTH ITanreHToB ¢ CI'XC urparoT CBOEBPEMEHHO MMOCTABICHHBIN IUArHO3 U
HayaTas Kak MOJKHO paHbll€ JIMIUACHWXKAromWas tepanud. s BbIIBICHUA
nanreHToB ¢ CI'XC NpuUMEHSIOTCS YeThIpe BUJA CKPUHUHIA: YHUBEPCAJIBHBIMU,
ONMOPTYHUCTUUECKUN, KACKAIHBIA U TAPTETHBIN (CENCKTUBHBIN) [35].

Yuueepcanvnoiii ckpunune

VYHuBepcagbHbII CKPUHUHI  TPEJACTaBISET MAaccoBOoe  OOCJIEeAOBaHHE
OMpEIeJICHHBIX BO3PACTHBIX IPYIII, HallpaBiieHHOEe Ha BbisiBiieHueE aul ¢ CI'XC [35].
O¢dpexTUBHOCTD TaKOM CTpATErUK MOATBEPKICHA JaHHBIMU Ps/1a MHOTOLIEHTPOBBIX
porpaMM,  IMPOAEMOHCTPUPOBABIINX  CHWKeHHe cmeptHocth ot  CC3
aTEepPOCKIEPOTHYECKOTO reHesa [126, 141].

[Ipu BbIsiBIIeHUH NOBBIIEHHOTO YpoBHS XC y pebeHka oOpaTHbIA CKPUHUHT
B3POCJIBIX WIEHOB CEMbHM JAaeT BO3MOXHOCTh paHHed auarHoctukun CI'XC y
POJICTBEHHHKOB W peanu3anuu nepBudyHor mnpodumraktuku CC3 [35]. Tak, B
Cnoenun ypoBeHb OXC omnpenensitoT ABaXKAbl: Y HOBOPOXKAEHHBIX W Yy JETEH
ISATUIETHErO BO3pacTa. XOTs 3TOT MOAXOA TpeOyeT 3HAUMTEIbHBIX (PUHAHCOBBIX
pecypcoB, OH MO3BOJSET ycTaHaBaMBaTh AuarHo3 roCI'’XC yxe B HEOHAaTaJIbHOM
NEPUOJE U CBOEBPEMEHHO HAYaTh TMIIOJUMIUAEMUUYECKYIO TEPAIUIO IpU Hanboiiee

arpeccMBHOM TeueHuu Oonesnu [22, 45, 135, 138].
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B 2012-2015 rr., Ha OpOTsDKEHUWU Tpex JeT, B BemukoOpurtanuu ObLI
peain30BaH MPOEKT YHUBEPCAJIHHOIO CKPUHUHTA B 92 Ne4eOHBIX YUPEKICHHSIX,
oxBatuBiud 10095 nereil oT ogHOrO A0 ABYX JIET, NPUIIEAIIMX Ha IJIAHOBYIO
BakuHauutoo. Beem yuactHukam onpenensuii OXC u npoBOAWIA MOJIEKYJISIPHO-
F€HETUYECKUN TOUCK MyTamui, accomuupoBaHHbix ¢ CI'XC. ¥V 10003 nperei
ypoBenb OXC He npeBbIai 5,95 MMOJb/J, 01HAKO y 17 U3 HUX TeHETUYECKUI TeCT
NOATBEPNI HACJHEACTBEHHBIA Xapakrep runepiaunuaemun. Cpenum 92 npereil c
OXC> 5,95 mmonw/n reCI'XC oOHapysxuinu y 20 yenosek [202].

B mpedekrype KaraBa (Amonusa) B 2018-2019 rr. obcnenoBamu 15665
mKOJIBHUKOB 9—10 sier. ITociie uCKiIroueHnss BTOPUUYHBIX AUCIUIUIEMAN 67 1eTen ¢
ypoBaeM JIHII > 3,63 mMmouib/1 mponui CeKBEHUpOBaHHE TaHesel reHoB. Y 41
pebeHka BhIsiBIEHBI MyTaruu, ooyciosnuBatomue CI'XC: y 36 — B rene LDLR, y
yetbipex — B PCSK9 u y ognoro — B8 APOB [141]. Ha TaiiBane (okpyr TaiiayH) B
2020-2021 rr. yHuBepCAJbHBIA CKpUHUHI OXBaTWi 600 y4YEHHKOB 4YETBEPTHIX
kiaccoB u3 30 mkois. Onpenensmn OXC u XC JIBII, nocne vero paccuuThiBamu
XOJIECTEPUH HEIUNONPOTEMHOB BbhICOKOUN MmIoTHOCTU (XC HeJIBII = OXC — XC
JIBII). Hopmanshsbie 3HaueHus XC ueJIBII (< 3,11 Mmonw/n) 3adukcrupoBanbl y 331
(55,2 %) pebenka; morpanununbie (3,11-3,73 mmonws/m) — y 174 (29 %),
MOBBIMICHHBIE (> 3,76 MMonb/) —y 95 (15,8 %) MIKOJBHUKOB, YTO TMOJATBEPAMIIO
1€J1€CO00Pa3HOCTh YHUBEPCAIBHOTO MOAX0/1a JJIsl BBISIBJIICHUS TALIMEHTOB C PUCKOM
panHnero pazsutust CC3 [210].

B Yexun B 2021 r. 3amylieH OWIOTHBIA MPOEKT, MPEAyCMaTPUBAIOLIUN
aHaNIu3 JUNUAHOTO npoduias nmynoBuHHOW kpoBu y 10000 HoBOpoOkaeHHBIX. [ls
1500 mmanentieB ¢ nHawbonpimmmu 3HadeHusMu XC JIHII mmanupoBanioch
BBITIOJIHEHUE MOJIEKYJISIPHO-T€HETUYECKOTO UCCIIEA0BAHMS, KOTOPOE, M0 pacueTam,
no3Bowio Okl maeHTuunupoath 40-50 cmyuaes CI'XC [82]. B I'epmanun
YHUBEPCAIbHBIM CKPUHUHIOBBIM Tmoaxof K BbiaBiaeHUI0 CI'XC peannsoBaincs B
pamkax MexaucuumummHapHoro nmpoekta VRONI. IIporpamma oxBatuiia mopsijaka
28000 nereii B Bo3pacte 5—14 €T, y KOTOPbIX IPOBOIUIN KaK ONPEAEIICHUE YPOBHS

JIHII, Tak ¥® MOJIEKYyJIApPHO-TEHETUYECKUN aHaiun3. ['€eHEeTHUYEeCKue MyTaluu,
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xapaktepabie 11 CI'XC, oOHapykenbl nmpumepHo y 1 % oOcneqoBaHHBIX aeTei
[173].

Curyammss B CIHIA xapakTtepu3yercs pa3HOTJAcHUsIMHU  IKCIEPTHBIX
coobmectB. Pabouas rpymma mo npoduinaktudeckum meponpustusim (USPSTF)
NPUCBOWJIA YHHMBEPCAIbHOMY CKPUHUHTY Kareropuio «I» (HemocTaTouyHO
JI0KA3aTeNIbCTB), TOTJa Kak «HanmoHalbHBI HHCTUTYT Cep/la, JIETKUX U KPOBH»
COBMECTHO C  AMEpPUKAHCKOW  akKaJeMHMEHd  NeAuaTpud  PEKOMEHAYIOT
YHUBEpCaIbHBINA CKpUHUHT ¢ 9—11 net (ypoBeHb JoKazaTtelbHOCTH B) ¢ moBTOpOoM
B 17-21 ron, a mpu HEOJIAronpuUATHOM CEMETHOM aHAMHE3€ WU HaJTU4hH (PaKTOPOB
pucka — u B uHble Bo3pacta [180]. Ilepuoa 9—11 ner mpuzHaH ONTUMAJIBHBIM,
MOCKOJIbKY TyOepTaTHbIE TOPMOHAJIbHBIE W3MEHEHUSI MOTYT BPEMEHHO CHHXATh
koHueHTpauoo JIHII, co3gaBas puCK JIOKHOOTPULIATEIBHBIX PE3yIbTAaTOB [23,
175]. B mrare 3amannas Bupmxunus (CLLIA) yHuBepcanbHbII CKPUHUHT
KOMOMHUPOBAJIM C TapreTHbIM: oOcienoBanbl 14468 yyammxcs MATHIX KIACCOB.
Bcem m3mepsiiin ypoens XC JIHII, a ponurenn 3anonHsam aHKETY O CEMEHHOM
aHamMHe3e (rumnepxosiecTepuHeMust y poaurenei, ciydan panHux CC3, uHbapkT
MHUOKap/a, a0pPTOKOPOHAPHOE IIYHTUPOBAHKE, AHTUOIIACTUKA, BHE3AITHAs CMEPTh
10 55 net). Cpenu nereii ¢ OTATOIIEHHBIM aHaMHe30M runepxosecrepunemus (JIHIT
> 3,38 mmonw/n) obHapyxeHa y 1204 (8,3%) ydacTHukoB, B Tpynme 06e3
oTsTOIIeHHOro0 ceMeliHoro aHamue3a (5798 uyen.) I'’XC BoisiBieHa y 548 (9,5%)
yesioBek [168].

Pe3ynbTaThl 1ByX HE3aBUCUMBIX YHUBEPCATIbHBIX CKPUHUHTOB, POBEICHHBIX
B 2022 roay B CnoBenun u Hwxnelt Cakconnn (n = 166 000), mokazanu, 4To
pactipoctpaneHHOCTh CI'XC cocrtapnser 1:431 [183].

C 2021 roma Ilopranm mepenoBOM  MPaKTUKH  OOIIECTBEHHOTO
31paBOOXpPAHEHUs] EBpONEUCKOM KOMHUCCHUM NPU3HAJ YHUBEPCAIBHBIA CKPUHUHT
st BeisiBneHuss CI'XC myumiedt mpodunakTuuecko crpatervueii B 6opbbe ¢

HeUH(pEKITMOHHBIMU 3a001eBanusmMu [101].
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OnnopmyHnucmuuecKkuil CKpUHUHZ

Haunbiit Bun ckpuauHra s BeiiBleHuss CI'XC mpencraBisieT coboit
UCCJIeIOBaHNE, KOTOpOe 0a3upyeTcs Ha pe3ysIbTaTaX MU3MEPEHUs] YPOBHS JIUIUIIOB
METO/IOM CIIy4YailHOM, HECUCTEMATUYECKOM BBIOOPKH y AIIMEHTOB, 0OPAIAIOIINXCS
B MEJUIMHCKHUE YUPEKIACHHUS MEPBUYHOIO 3BEHA MO Pa3HOOOPa3HbIM MpPUYMHAM,
HarpuMep, Ipu 00CIIeIOBaHUH 110 MIOBOIY CONMYTCTBYIOIIEH nmaToyioruu [7, 8, 63].

[Toka3zaTtenbHbIM MOPUMEPOM  TAKOTO  MMOJAXOJAa CTAM  PE3YyJIbTaThl
aBCTPAIIMHCKOTO HcciienoBaHus, BeimogHeHHOro B 2010—2011 rr. Ha 6a3e yacTHOU
naboparopun «St John of God Pathology», oOcmyxuBapmeit okomxo 500000
4yelioBeK. 3a oauH roj Obuio mnoiaydeHo 99467 pesynpraToB mo XC JIHII,
oTHocsmmxcsi K 84823 nanueHTaMm, HampaBJIE€HHBIM  MPEUMYILIECTBEHHO
tepaneBtamMu (91,8%), pexe kapauosoramu (3,2%) wiaM Bpadamu ApPYTHX
cnenuanbHocTel (5,0%). Hacrora Bctpeuaemoct CI'XC, onpeneneHHas TOJIbKO o
yposnto JIHIT > 6,5 mmons/n, coctaBuna 1:398; no mkane MED-PED — 1:428 [67].

AHQJIOTUYHBIN ONMIOPTYHUCTUYECKUN CKPUHUHT, BBITOJHEHHBIN B 2021 1. B
npoBuHIMK YanbBa (Mcnanus) y 37440 narueHTOB, TPOXOIUBIINUX JaOOPATOPHOE
UCCIIEIOBAaHUE JTUMUIHOTO Tipoduisi, mokaszan, 4to 1o kputepusim DLCN CI'XC
ObL1a KBaMU(UIIMPOBAHA KaK «BEPOSITHAS» Y 654 UeOBEK U KaK «ONpeIeeHHas» Y
192, uro o»xBuBameHtHo 1,74% wu 0,51% Bceil o0ciaenoBaHHON BBIOOPKH
cooTBeTCTBEeHHO [106].

Yemickas nporpamma MedPed, neiictBytomas ¢ 1998r. u npusznannas BO3,
JeMOHCTpUPYET P(HEKTUBHOCTh COUETAHUS ONMMOPTYHUCTUUECKOTO U KaCKaIHOTO
ckpunuHroB s BbiaBiaeHuss CI'XC. Ha ceroansiHuii J1€Hb, B CTpaHe
GyHKIMOHUPYET ceTh W3 69 JIUMUIHBIX IIEHTPOB, TJE€ IUArHOCTHPOBAHO 7567
nanuenToB ¢ CI'XC, Bxitouas 439 nereit, To ecth 0koi10 18,9% oT npennosiaraemMpix
40000 ¢ CT'’XC B Yemckoit Pecrryonuke [195, 208, 196, 201].

[lepcrieKTUBHBIM ~ HaNpaBJIE€HWEM  Pa3BUTHUS  OMNMOPTYHUCTUUECKOTO
CKpUHHMHIA SABJISIETCS BHEIPEHHE aBTOMATU3MPOBAHHBIX OMNOBEUICHUWA IIPHU
pETUCTpaIy MOBHIICHHBIX JIMITUIHBIX TIOKa3aTeel B KIIMHUYECKOW TabopaTopun

[67, 143]. DddexTuBHOCTh MOAXOJA BO3pACTACT IMPHU yYETe MEPCOHAIBLHOTO H



38

CEeMEMHOro aHamHe3a, a Taxoke penorunuyeckux npuzHakoB CI'XC, 4To BO3MOKHO
peann3oBaTh 4epe3 SJIEKTPOHHbIE MEAMIMHCKHE 0a3bl U CIEIUAIN3HUpPOBAaHHBIC
onpocHuku [171]. BaxXHBIM MOMEHTOM SBIIIETCS AKTUBHOE B3aWMOJICHCTBUE
7a0opaTopuil ¢ KIMHUYECKUMU MOJIPA3ICICHUSIMU MEIUIUHCKUX YUPEXKICHUH, a
TaK)K€ BBICOKOW HMHGOPMHUPOBAHHOCTHIO Bpaueld O KIMHUYECKOM 3HAaY€HUU
TUNEPIIUIUAEMUN U PUCKAX PA3BUTHS CEPJICUHO-COCYIUCTBIX OCIOKHEHUM [52, 85].
[lokazarenbHa paboTa OTEYECTBEHHBIX aBTOPOB [52], HCHOJIB30BABIIMX
BO3MOXKHOCTH JTaOOpaTOpUM TEPBUYHOTO 3BeHAa W EJWHONW MeIuIMHCKON
nHpopmarmonHo-ananutuaeckon  cucremel (EMUAC) B amOynaTopHo-
MOJIMKJIMHUYECKOM IIEHTpe ropoaa MockBsl (npukperieHHoe Hacenenue — 210000
yenoBek). Cpeau 11564 nanueHToB Tpya0CcmocoOHOTO Bo3pacTa (>KeHIIUHBI — 58%)
yacToTa «onpenaeseHHo»/«BepoaTHoiy CI'XC no mkane DLCN 6e3 nomnpaBku Ha
TUMNONUIIUEMUYECKyl0 Tepanuio coctaBuna 1:321 (11 wmw 25 yenoBek
COOTBETCTBEHHO). Ilocie KOppEeKTHUPOBKM Ha TMPUHUMAEMBbIE CTAaTHHBI 3TH
nokazarenu u3MeHwiuch 10 1:236 (13 u 36 yenmoBek), YTO COMOCTaBUMO C
COBPEMEHHBIMH OIIEHKaMH TJ100aJIbHOM paclipoCTPaHEHHOCTH 3a00ieBanus [52].
Kackaouwtii ckpunune

Kackaauplii CKpUHUHT TIPEICTABIIAET COOOM MOITAITHOE 00CTIeIOBAaHUE: TTOCIIE
oOHapy>KeHUsI WHJEKCHOTO TaiueHTa (mpobaHjia) K JUarHOCTHYECKOMY TOMCKY
MOCIIEIOBATEILHO MTPUBJIEKAIOT POACTBEHHUKOB | cTenenu poactaa, a 3ateM II u 111
crerienn [36]. Meton XapakTepu3yercs BBICOKOW MPOTHOCTUYECKOW IEHHOCTHIO
IpU  YMEpPEHHBIX 3aTparax MW  OCYLIECTBJSETCS IMOCPEICTBOM  KIMHUKO-
(GEHOTUNMMYECKON OLEHKM B  COYETAaHUM C  MOJIEKYJIIPHO-T€HETUYECKUM
uccinenoBanuem [68, 108]. DddekTHBHOCTH AAHHOTO ITOAXOJA ITOATBEPIKICHA
MHOTOYHUCJIEHHBIMA OTE€YECTBEHHBIMU U 3apyOeKHBIMU HccienoBaHusaMu [36, 43,
68,109, 117, 124, 158, 177, 198].

Hupepnanaelr cranum nepBoW  CTpaHOM, BHEIPUBLICH HAIMOHAJIBHYIO
nporpammy ckpuHuHra i1 BoisgBiaeHus CI'XC B 1994 r. [Iporpamma 6a3upoBajach
Ha MOWCKE F€HETUYECKU MOATBEPKIACHHBIX MHACKCHBIX CIy4YaeB C MOCIEAYIONUM

KacKaJIHbIM oOciieoBaHueM pojicTBeHHUKOB I, a 3atem II u III cremenu poacrtaa
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[73]. 3anepuon 1994-2014 rr. MOAEKyISIPHO-TEHETUYECKOE TECTUPOBAHUE MPOIILIH
64171 genoBeka u3 HUX BbIsIBIeHO 4000 MHAEKCHBIX MarueHToB U 26232 (40,8%)
poactBennuka ¢ CI'XC. 3a nBaauarh JeT pealu3aldyd MNPOEKTa 3HAYUTEIHHO
YIYUIIAIACh TIOKa3aTeId 3J0POBbS M CHU3WIUCH PUCKH YacTOTHl WH(APKTOB
Muokapaa y mnanueHToB ¢ CI'XC 6onee, yeM Ha 75% [101]. [Ipu nerambHOM
CKpUHHMHTEe 237 WUHIEKCHBIX IallUEHTOB 3abojieBaHue oOOHapyxkeHo y 2039
POJACTBEHHUKOB | cTeneHu pojcTBa, CyMmMapHO UAeHTU(GULIMPOBaHO okoJio 23000
HOBBIX cirydaeB [109]. [Tocne npekpaiiieHus Tocy1apCTBEHHOTO ((MHAHCUPOBAHUS B
2014 r. exeronnoe yucio HoBbIX ciydaeB CI'XC pe3ko ymensimioch (2015 r. —
360, 2019 r. — 758, 2020 r. — 639 npotuB >1500 panee), 4TO MOJYEPKUBAET
3HAYMMOCTh ITPOTPaMMBbl, TOCKOJIBKY OJWH MOATBEPKIACHHBIN UHIAEKCHBIN Cllydan
MTO3BOJISIET BBISIBUTh KAK MUHUMYM OJHOTO uiieHa ceMbu ¢ CI'XC [215].

B HopBerum kackaaHblii CKpUHUHT peanm3yerca ¢ 1991 r. cunamm
VYuupepcuterckoit OonpHUIbl (r.Ocno). BeisBneno ceimie 8000 manueHTOB,
BKitouas 13 ciyudaeB romoszurotoi popmer CI'XC u okono 800 gereit ¢ CI'XC.
PacnpocrpanenHocts ouennBaercs kak 1:300 [198].

B Bocuuu u I'epueroBune (¢ 2015 r.) npu ucnosib3oBanuu I omiaHackux
JIMarHOCTUYECKUX KPUTEPHUEB MOIYUYEHBI MOKazaTeau pacnpocrpaneHHocTu 1:200
(=3% «ompenenenubix» u 11% «BeposTHbIx» ciydaeB) [198]. B ABcTpanuu Ha
OJIHOTO WHJEKCHOTO TMallMeHTa MPUXOJWIOCh, B CPEIHEM, JBa JIOMOIHUTEIHLHO
BBISIBJICHHBIX POJICTBEHHHKa [68], Torma kak B BenmmkoOpuTaHuu npuMEHEHHE
KaCKaJIHOTO CKpUHHUHIa 0Ka3ajiochk MeHee dpdekTuBHbIM Jutib 0,4—0,7 [109].

UccnenoBanune, npoeaeHHoe B Typumu B 2016 r. mokazano, 4tro 1O
pesynbTaTam KackaaHoro ckpununra 51 pedenka ¢ reCI'XC 3a0osieBaHn€e BIIEpBbIC
nuarnoctupoBanu y 21 poacrennuka (13,7 % ponurteneit u 32,6 % cubOIUHTOB)
[124]. B Uamuun kackagHoe obcmemoBanue 31 mnmekcHoro manuenta ¢ CI'XC
1103Bom10 00Hapy)uTh 6 nanueHToB ¢ roCI'XC u 82 ¢ reCI'’XC (neru/B3pociibie —
12/76) [177].

VYV  «adpukanepo» IOxHoii Adpuku (3ddexT ocHoBarens) wyacToTa

3aboneBaHust MakcuManibHa U coctaBiseT 1:80. Cpenu 295 MHACKCHBIX MAIIMEHTOB
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KJIIMHUYECKUM TnarHo3 nocrasieH 479 (68,4%) poACTBEHHUKAM MEPBOMl CTENEHH, a
MyTanuu oOHapyxeHbl y 285 (59,5 %) u3 Hux [158]. B bpaszwimu obciienoBaHb
ceMbu 125 HWHIOEKCHBIX OOJBHBIX, MOJICKYJIIPHO-TEHETUUECKOE TECTUPOBAHUE
npoBesieHo 394 poncreennukam. CI'XC BoisiBiiena y 234 (59,4%). Io pe3ynbTaTtam
uccienoBanus ObuIo BeisiBIeHO 71 Bapuanuit mytanuu reda LDLR (97,2 %) u 2 — B
rede APOB (2,8 %); myrtanuu rena PCSK9 ne o6HapyxeHnsl. B cpennem Ha oiHOTO
MHJIEKCHOTO MalreHTa npuxoauiock 1,8 nononuurensbHbix ciaydass CI'XC [117].

B  Poccuiickon ®enepauru  BO3MOXKHOCTM  KacKaJHOIO  IOJIXO0AA
npoJeMoHCcTpupoBanbl LlenTpom nunuaonoruu s nerei Pecriyonuku TatapcTan:
oOcnenoBaHo 34 pebenka-npobanaa ¢ rereposurotHoit ¢popmoit CI'XC. [duaruos
ycTaHoBJIeH Yy 33 poauteneit, 15 cubiuHroB u 56 poACTBEHHUKOB BTOPOM CTETICHU
poactBa. Cpenu ponutenent y 60,6% BoisiBnena UBC, y 54,5% — arepockiepos
OpaxuoniedanbHbix aprepuit, 9% nepenecnu AKII, 6% — ctenTupoBanue. B utore
Ha OJIHOTO pebeHKa-MpodaHa MPUXOIUIIOCH TPU HOBBIX ciiydas 3a00seBanus [43].

Takum 00pa3oM, KacKaJHbIA CKPUHUHT SIBJISETCS BaXKHBIM HMHCTPYMEHTOM
pannero BbisiBiieHus CI'XC. Ero mpoBeneHne HEOOXOAMMO B CEMBSIX C YXKe
YCTAHOBJICHHBIM JIMarHO30M, TaK KaK BBICOKMI PHUCK pa3BUTHS 3a00JIeBaHUSA Y
POJICTBEHHHKOB TpeOyeT CBOEBPEMEHHOTO BMEIIATENIbCTBA, IO3BOJISIONIETO
NpEAOTBPAaTUTh PA3BUTHE ATEPOCKIEPOTUUYECKUX MOpaxeHul u cBszaHHbix CCO
[36]. AYTOCOMHO-IOMWHAHTHBIA MEXAHWU3M HACIEIOBaHUS JEIAeT CEMEUHBIN
aHaMHe3 KJIIOYEBBIM (DaKTOPOM MpPU TUArHOCTHKE y jaetei. NHPpopMUPOBAaHHOCTH
poauTeseit 0 TeHETHYECKOU TPUPo/Ie 3a00IeBaHMs, COOTIOICHUE TUETOIOTUYECKUX
peKOMeHJaIui, perysipHble (U3UYECKUE HArpy3KH M paHHEE HadyaJlo Tepanuu
CYIIECTBEHHO CHUKAIOT BepossTHOCTh CCC B Mosiog0oM Bo3pacrte [8].

Tapzemmnulit (ceneKmueHwlil) CKPUHUHZ

TapreTHblii CKpUHUHT MPENoiaraeT akTuBHbIN mouck nanueHToB ¢ CI'XC
cpeau nuil, y KoTopbix CC3 aTepoCKIEpOTHUECKOrO Te€HE3a BOSHUKAIOT B MOJIOJIOM
Bo3pacte [34]. Haubonbmas 3¢ peKTUBHOCTh TAaHHOW CTpaTErvu MPOSBISECTCS BO
B3POCIIOM  KOTOpTe, TOCKOJBbKY y  JIeTell  KIMHUYECKH  BBIPAXKEHHBIE

ATCPOCKICPOTHICCKHUC U3MCHCHUSA TUATHOCTUPYIOTCA KpaﬁHe PEAKO.
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O¢ddexTuBHOCTL METOJA MPOJAEMOHCTpHpOBaHa B pabote KpacHospckux
uccienosarenei: odcnenosansl 70 gereit u 104 B3pocnbix Monoxe 44 ner, ybu
poactBenHuku [-II crenenu poncTBa mepeHecin MpPekIEBPEMEHHBIE COCYAUCTHIC
coObiTus. B BeiOOpKe BhIsiBiieHO 42 nanuenta ¢ CI'XC (24,14%), npuuem 18 u3 Hux
He nocturiu 17-netHero Bo3pacra. «Onpenenennasy CI'XC nuarnoctupoBanay 16
yenoBek (9,1%), «sepositHas» — y 16 (9,1%), «Bo3moxHas» — y 9 (5,2%).
['unepaunonporennemusi(a) 3apeructpupoBana y 37 manueHTtoB (21,2% oOmeit
rpynnel), Bkiarodas 12 gereit (17,1%). OcBenoMJIEHHOCTh HAcelEHUS O
HACJICICTBEHHOU IIPUPOJIE HApYILICHUHN JIATIUIHOTO oOMeHa 51
aTepOCKJIepOoTUUYECKUX 3abosieBaHuil He mnpesblmana 30%. ABTOpPBl CUMTAIOT
TapreTHBIA CKPUHUHI HauMEHEe 3aTpaTHbIM M IMPHU 3TOM BBICOKOA(D(PEKTUBHBIM
MeTo10M BbisiBiieHUs nanueHToB ¢ CI'XC u runepiaunonporennemueii(a) [13].

1o pe3ynbTaTam UTaIbsHCKOIO UCCIIEI0BaHNs, OXBaTuBIIero 1188 B3pocibix
u 708 nmerent ¢ reHernuecku noATBepxkaeHHON CI'XC, yCTaHOBIEHBI ClEAYIONINE
KIIMHUYECKHUE TIPOSIBIEHUA: CyXOKUIIbHbIE KCaHTOMBI — 2,1% y nerent u 13,1% y
B3pOCIIBIX, JUMOUHAS ayra poroBuilbl — 1,6% u 11,2% coorBercrBenHo. Cpenu
nered He ormedeHo ciydaeB MBC wim wHCynbTa, TOrga Kak y B3pOCHBIX HX
pacrpoCcTpaHEeHHOCThb cocTaBmia 8,8% u 5,6% cooTBeTcTBEHHO [78].

JIns meauaTpoB BaXKHBIM MOMEHTOM SIBJISIETCS NOHUMAaHHE TOTO, YTO
TApreTHbI CKPUHUHI MOKET NPOBOJIMTBCSA Yy JAETENM C CEMEWHBIM aHAMHE3OM,
OTSTOLEHHBIM MO paHHUM arepockiiepotuueckum CC3, ecau y poJICTBEHHUKOB [
win Il cremenu poactBa B Monogom Bospacte umenu mecto UBC, undapkr
MUOKapAa, HUHCYJAbT W T.O. [34]. Tak, B Yexum mnomoOHoe o00Ocieq0BaHUE
00513aTeIbHO MPOXOAUT KaX bl pEOCHOK C OTSTOIIEHHBIM CEMEIHBIM AaHAMHE30M B
nstunetHeM Bospacte [101]. B 2017 r. B Bene (ABcTpusi) TapreTHbI CKPUHUHT
ObUT OpraHU30BaH MapajUIeIbHO CO BCTYNUTENBbHBIMM dK3amMeHamMu B 215
MYHUIIMNIATBHBIX HAaYaJIbHBIX IIKOJAX ropoja. AHKETUPOBAHUE OXBATUJIIO CEMbH
18152 mikonpHUKOB. OTATOIIEHHBIA CEMENHBIN aHAMHE3 BbISIBIICH y 229 nerend, 133
U3 HUX Tpouu JabopaTopHOE HCCIAEAOBAHUE JIUMKUTHOTO  MPOQUIIs.

['unepxonecrepunemust co cpeauum ypoHem JIHIT 4,18 + 0,67 mmouns/n, XC-
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ueJIBIT 4,7 £ 0,62 mmone/m u OXC 6,2 + 0,6 MMOIB/T TUarHOCTHPOBaHA y 9
yesioBeK. [lomoNMHUTeNbHBIN KaCKaJHbI CKPUHUHT 85 CHOCOB 3TUX 9 MHIEKCHBIX
MalUEHTOB BBISBWI enle 4 ciaydas ¢ aHAIOTMYHBIMU JIMIUIHBIMU HApYILICHUSIMU
(JIHIT 3,9 £+ 0,18 mmons/n, XC-ueJIBII 4,8 + 0,21 mmons/m, OXC 6,0 £ 0,26
MMOJIB/1T) [125].

TapreTHbI CKpUHUHT 11€J1€CO00pa3HO COYeTaTh C KackaJaHbIM, Tak B Kazanu
Ha 0aze nunuaHblx HeHTpoB ['AY3 «l'opoackas knuHudeckas OonpHHuLa Ne 7» u
['AVY3 «/lerckas ropojckas KinHHYeckas 6oapHuIa» cpeau 2542 B3pocibix ¢ CC3
IIOCPEACTBOM TapreTHOro ckpuHuHra BeIBIeH 61 mamument ¢ CI'XC. [lamee
ob0cnenoBanbl 102 ponctBennuka I-II cremenu pojactBa, U3 KOTOpbIX 87 ObLIH
mosoxe 18 ner, reCI'’XC obnapyxena y 43 nereit (49,4 %) [8].

Ha npakTuke Haumydiiue pe3ysibTaThl TOCTUTAIOTCS MPU KOMOMHUPOBAHUU
Pa3IMYHbBIX BUJIOB CKpUHHHTA: YHUBEPCAIBHOTO C KACKaJIHbIM,
ONMIMOPTYHUCTHUYECKOTO €  KAaCKaJHbIM, JHOO TapreTHOro COBMECTHO C
YHUBEPCAIbHBIM U KackaJHbiM [34]. AHaiu3 OTEUECTBEHHBIX U 3apyOeKHBIX
JAHHBIX CBHUJIETEJILCTBYET, UTO 3anada paHHerd nuarHoctuku CI'XC ocraercs
aKTyaJabHOU BO BCEM MHUpE. AKTUBHO pa3padaThIBAIOTCSI HOBbIE METOJOJIOTHUECKHE
noaxoapl. Hampumep, olieHUMBAEeTCS BO3MOYKHOCTb HMCIIOJIB30BAHUSI CIFOHBI JIJISI
onpeaenenus koHnueHtpauun OXC y aereid [95]. YcraHOBIEHO, 4TO MEAUMAHHbBIC
3HaueHuss OXC B cmoHe y zaereil ¢ CI'XC mpeBbIIalOT TakOBBIE Y 310POBBIX,
OJIHAKO JOCTOBEPHOW KOPPEJSLUHU C IJIa3MEHHBIM YPOBHEM HE BBISIBIIEHO [93].

OIHOBPEMEHHO BEIETCS MOUCK HOBBIX OMOMapKEpPOB IUCIUIUIECMHUIN KaK y
B3pOCJIBIX, TaK U y IETEH €Ill€ Ha JOKIMHUYECKUX dTanax [144]. [lepcriekTMBHBIMU
CUMTAIOTCS: OKUCJICHHBbIC Jumuabl (B T. 4. okucienasie JIHII u dbochonummms),
JUTIONPOTeNH X, JIMIONpPOTEUH-accolupoBanHas ¢ocdonumnaza Az, a Takke
uepamuibl [144]. B npocnieKTUBHOM KOTOPTHOM HccienoBanuu (> 700 B3pocibiX)
JIOKa3aHO, YTO OCHOBHBIM MNPOTHOCTUYECKUM (HAKTOPOM JIECATUIIETHEIO pPHCKa
pazButusi CCC siBnsieTcsl OTHOILIEHUE OKHUCIIEHHBIX (GochonunuaoB k anoB [144].
Pe3ynbTaTthl paHAOMU3UPOBAHHOTO IIALE00-KOHTPOJIUPYEMOTO HCCIEAOBAHUS Y

nereii ¢ reCI'’XC mnokazany, 4YTO TOBBIINICHHOE COJEpKaHUE JIMIONPOTEUH-
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acconmuupoBaHHON (ocdonumnazel A CHWKaIOCh Ha (GOHE CTaTUHOB W
KOPPEIMPOBAJIO C TOJIIUHON KOMIUIEKCAa «KMHTUMa—MeIMay» COHHBIX apTepuil [144].
TeM He MeHee OrpaHMYEHHOE 4YHUCIO HCCIEIOBAHMN MO JAHHOW TEMAaTHUKE
3aTpyIHSET BHEPEHNE HOBBIX OMOMAapKEepOB B PYTUHHYIO KJIMHHUECKYIO MPAKTUKY.

Takum 00pa3oM, HECMOTpPsI HA MHOTO00pa3ue CKPUHUHTOBBIX IMPOTPAMM,
ceoeBpemenHasi auarHoctuka CI'XC ocraercss HepeuieHHOM mpoOieMol Ha

I00aThbHOM YPOBHE.

1.7. OcHoBHBbIE OAXO0AbI K PEHICHUIO BOIPOCOB JieYeHHUsI U NPOPUIAKTUKH

CeMEeiHOM runepxoJiecTepuHeMHu U

TepaneBtuueckas crparerust npu CI'XC nobkHa HOCUTH KOMIUIEKCHBIM U
MOKU3HEHHBIN  XapakTep, TMpecienys I[elb  yCTOMYMBOTO  MOHMXKECHUS
koHueHTpauu OXC, JIHII u canxenus BepostHoctu CCO [38].

HemeankameHTO3HOE JIeUeHH e

OcHOBHBIC HaIpaBJICHUS HEMEIMKAMEHTO3HOTO JICUEHHUs JOJHKHBI OBITh
peanu30oBaHbl uepe3 U3MEeHeHue 00pasa )KU3HU MallMeHTa, K KOTOPBIM OTHOCSITCS:

1. Payuonanvnoe numanue. Ilanmentam ¢ mo6oit ¢popmoit CI'XC mokazan
TUIIOJIMIIUIEMAYECKAN PEKUM TUTAHUSA, OCHOBHOW 3aJayeid KOTOPOIO SIBIIAETCS
crabunm3anus mnokaszarteneid oOmero xosecrepuHa (OXC) um  xojectepuHa
aunonpoTenHoB HuU3kou miuoTHoctu (JIHII), a Taxke cmsirdeHue COBOKYITHOTO
CEPACUYHO-COCYAUCTOTO pucka. KpuTHYecku BaXKHBIM CUMTAETCS COKPAILICHHUE 10U
HACBIIICHHBIX JKUPHBIX KUCIOT A0 <I% CyTOYHON SHEpPreTMYeCKOW LEHHOCTU
paiuoHa 3a cueT MPUMEHEHUsI MOHO- (Hepa(pUHUPOBAHHOE OJIMBKOBOE MAaclio) U
MOJIMHEHACHIIIIEHHBIX (pacTUTENbHBIE Macja, 3a HWCKIOYEHHEM TajJbMOBOIO)
KUPHBIX KHCJIOT, cyMMapHo BHocamux 10 30 % B cyTrouHblil kanopax [48].
OnHako, 3TO HE OTHOCHUTCSI K HOBOPOXKJECHHBIM M JIETAM IMEPBBIX JBYX JIET KU3HHU,
MIOCKOJIbKY B JIaHHBIM BO3PAacTHOM MEPHOJ BAXKHO aJE€KBATHOE ITOCTYIUIEHUE
KaJlopuid M nuTaTenbHbIX BemecTB [23]. TlomymsmuonHoe wuccnenoBanue M.

Lampropoulou 1 coaBT. mpoAeMOHCTPUPOBAJIO, YTO Y JIETEH C IUCTUNTUAEMUSIMU 3—
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14 net, nomy4aBIIMX TPyAHOE BCKapMiiuBaHue MeHee 6 mec., ypoBau JIHII Obum
3HAYUTENHHO BHIIIE, YEM Y TE€X, KTO OBLI Ha TPYIHOM BCKapMJIMBAHUU OOJIBIIIE TOTO
BpEMEHU. Y  MIAQJCHIEB, HAXOAMBIIMXCA HCKIIOYUTEIBHO Ha TPYJIHOM
BckapmiuBanuu, koHueHtpauun OXC u JIHII Obuin HUKE B CpaBHEHUH C
MOJy4aBIIUMU aJaTUpoBaHHbie cMecH [112, 129].

B crpanax EC wu CIHA mua geredr ¢ CI'XC npuMmeHstOTCS
CTAaHJAPTU3UPOBAHHBIC TUIMOJUINUEMUYECKUEe aueThl. JleTsMm crapiie roga c
HEOJIAronpUsITHHIM CEMEHHBIM aHAMHE30M, OKUPEHUEM, CaXxapHbIM JIMa0ETOM WJIH
nucnunuaemuedt  HazHayaroT guery CHILD-1, orpanuunBaromyro ooOiiee
noTpebieHue kupoB 110 25-30 % cyTouHOM KaJOpUHHOCTH, HACHIIIIEHHBIX KUPOB —
10 10 %, xonecrepuna — 10 300 Mr/cyT, 4TO COOTBETCTBYET HOpPME ISl YCJIOBHO
310pOBOM meauarpuueckor nomyssnuu [23, 93, 206]. [lo gaHHBIM MeTaaHanu3a
PaHIOMHU3UPOBAHHOTO  KOHTpoJMpyemMoro  uccienoBanusi  (6omee 11000
YYaCTHUKOB) MPU MPUMEHECHUM JTaHHOW NHMEThI uepe3 TpU Mecslia HaObIIoaaloch
camwxkenue JIHII B cpennem Ha 12 % ot ucxomnoro ypoBHs [211]. Ecnu xe
MOKa3aTelld COXPAaHsUIUCh, TO peOeHKa MEepPeBOAMIM Ha OOJiee CTPOTyIO JHUETY
CHILD-2, roe nons HachIIEHHBIX JIMIIKAIOB HE mpeBbimaetr 7 %, a MmocTymieHue
xonecrtepuHa orpannuuBaercs 200 mr/cyt [206]. B muranum gereit ¢ CI'XC
uckmovaroTcs pactdyn, cHeKH U dHepreTudeckre HanmuTku. Ocoboe BHHMaHUE
YAETSAETCA PETYJSIPHOCTA TMPUEMOB THINM M HEAONMYUIEHUIO Tepeenanus [93].
BogsiieueHne Bcel CeMbU W TIOJOXHUTEIBbHBIM MPUMEP POJMUTEIICH IJOCTOBEPHO
MOBBIIAOT MPUBEP)KEHHOCTH AueToTepanuu [93, 138].

2. Omxaz om kypenus u anxoconad. llpum moarBepxkaennon CI'XC
MAIMEeHTy HEOOXOIMMO PEKOMEH/IOBATh IMOJHBIM OTKa3 OT KypEeHHUs, ajJKOToJs,
KOTOpbI€ JIOTIOJIHUTEJIBHO YCYTyOJISIIOT YK€ 3aBEIOMO BBICOKHU CEpACHHO-
COCYIUCTBIN pucK [48].

3. [eueamenvnas axmusnocmb U KoHmpoab Mmaccel mena. llepen
dbopMHpoBaHHEM NPOrpaMMbl TPEHUPOBOK 00S3aTesIeH TECT C J03WPOBAHHOU
Harpy3kou JJisl UCKJIIOYEHHUSI CKPBITBIX HIIEMHUYECKUX HapYILICHHM, Ype3MEepHO

BBICOKOMHTCHCHUBHBIC 3aHATHA HC IIOKa3aHbI [14] PCKOMCHI[yeTCH YMEpCHHAasA
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a’poOHas Harpy3Kka MpoI0JDKUTEILHOCTHIO > 30 MUHYT B ICHH HE MEHEE TISITH pa3 B
Henemo. Takoil pexxum crioco0ctByeT cHmxenuto OXC, JIHII, tpurinuepuaos u
noBbiiennto JIBIT [48]. TlamuentoB ¢ (yHKIIMOHAIBLHBIMUA OTPAaHUYCHUSIMU
MOTHUBUPYIOT K MAaKCUMAaJbHO IEPEHOCHMMOW (PU3MUECKOM Harpy3ke, TakK Kak
CUCTEMATHUYECKHE YIPaXHEHUs OJaronpusTHO BIUSIOT KaK Ha MaccCy Tella, TaK U Ha
TUnUAHBIN criektp [11].

4. Monumopune u koppekyus apmepuaivHo2o oasnenusi [38].

5. Koumponws yene600no20 obmena: CBOEBpEMEHHAsl TUAarHOCTUKA U JICUCHUE
caxapHoro Auadera u Apyrux MposiBICHUI MeTaboIM4YecKoro cuaapoma [38].

Meoukamenmo3noe ieueHue

K  nmpemaparam  mnepBoil  JUHHUM, KOTOPbIE  IMPUMEHSIIOTCS IS
MenukaMeHTo3Hoi koppekiuu CI'XC, oTHocsTCs cTtaTuHbI (MHrUOuTOpsl ['MI -
KoA-penykrasel) [45]. Ux nedeOnblit 3ddekt peanusyercs MOCPEICTBOM
KOHKYPEHTHOTO TOPMOXKEHUSA 3-THIPOKCH-3-MEeTHITTyTapuil-KoA-penykraspl, 4To
NPUBOIUT K YMEHBIIEHUIO II€YEHOYHOTO CHUHTEe3a XoJjecrepuHa [l11, 205],
conpoBoxaaercss ysennueHueM oskcrpeccun JIHII-penentopoB m yckopeHuem
KJINPEHCA aTEPOreHHBIX JINTIOMPOTENHOB U3 KPOBOTOKA [126].

B Hacrosiee Bpems B PO 3apeructprupoBansl U pa3peLieHsl 1l IPUMEHECHUS
B JIETCKOM IMpaKkTHKE WIECTh NPENaparoB: AaTOPBACTATHH, PO3YBACTATHH,
CHUMBACTATHH, JOBACTATHH, IPABACTATHH U (PJIyBaCTATHH, KOTOpPbIE 00JaJa0T
BBIPQXEHHON CIIOCOOHOCTHIO YMEHBIIATh KOHIIEHTPALMIO JIMIIONPOTEUHOB HU3KOM
miotaocty (JIHIT) [23, 38, 45]. D PexkTuBHOCTD X MPUMEHEHHUS 3aBUCUT OT J03bl,
TaK Ha HaYaJbHOW CTaAUM TPUMEHSIOT TpernapaTthl B HAUMEHBIIMX J03aX
(posyBactatuH 5 wmr/cyT, atopBactatuH 10 wmr/cyt, cumBactatuH 10 wmr/cyr,
npaBactatuH 20 Mmr/cyt, goBactaTud 10 Mr/cyT), a mpu OTCYTCTBHH >KEITAEMOTO
s dexTa, CBI3aHHOTO C JOCTIKEHHMEM IeneBbix mokaszareneid XC JIIIH, nosy
yBeNIMYMBAIOT Kaxzasie 6—8 Hen [23, 45, 140]. LeneBbiMmu 3Hauenusimu JIITH
apisitorcs: y aeteit 8—10 net — < 4,0 MMob/1 uinu cHkenue > 50 % oT ucxoaHoU
BEJIMYMHBI, y TmaudeHTtoB crapme 10 jmer — < 3,5 MMmomp/n, a 1npu

JMAarHOCTUPOBAHHOM aTEepOCKIEPOTHUECKON CepIeYHO-COCYAUCTON MATONOTUU — <
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1,8 mmonw/n [11, 45, 205]. Jlns paHHEro BBISBICHUS BO3MOXKHBIX MOOOYHBIX
7¢h(}HEKTOB CTAaTHHOB, KOTOPBIC y JAETEH BO3HUKAIOT penako (1%), KOHTpOIHPYIOT
aKTUBHOCTb ajaHuHamuHoTpaHchepassl (AJIT), acmapraramuHoTpaHcdepaszbl
(ACT), xpeatundocdokunassl (KOK) ¢ unreppasiom 6—-12 mecsiuen [23, 45, 72,
140, 205].

Meraanamu3 paecstu PKW  (cpemnmit  Bo3pacT ywyacTHMKOB 13 JjeT)
MPOJIEMOHCTPUPOBAT XOPOIIYI0 MEPEHOCHUMOCTh MPENapaToB paccMaTpuBacMoOi
IPYIIBI U OTCYTCTBUE HEOIArONpUsITHOTO BIUSHUS HAa POCT U pa3BUTHE JeTel [64,
185]. Hauano xypcoBoii Tepanuu ¢ 10-j1eTHEr0 Bo3pacta Mmo3BOJSET K JOCTUKECHUIO
COBepIlIeHHONIEeTHs TIoiepkuBaTh ypoBeHb JIHIT nmpubnusurensrno Ha 15% Huke,
YeM Y HEJEYEHHBIX CBEPCTHHUKOB, a TaKXe 3aMeJIsieT NpOrpecCUpOBaHUE
YTOJIIEHUS] KOMIUIEKCA «KMHTUMa—MeInay COHHbIX aptepu [45, 74, 205].

Pannee Hauano Tepanuu cTaTUHAMH OOECIICYMBAECT BHIPAXKEHHOE CHIKECHUE
JIHIT u, tem cambiMm, npodunaktuky CCC [205]. Tak, y naiiueHToB, MOIy4aBIINX
cratubl ¢ nerctBa, K 30 ronam MBC ne peructpuposanace y 100 %, Torma xak
cpeau ux poautener ¢ CI'XC, HayaBIIMX TEpanuio IMO3XKE, 3TOT IOKa3aTelb
coctaBull 93% [75]. Cumwxenne JIHII na 1 mmonw/n compspkeHo ¢ 22%-HbIM
YMEHBIIIEHUEM PUCKA KapAUOBACKYIISIPHBIX OCIIOXKHEHHU [ 149].

Ecnu unenesoii yposenb JIHII He nocTurHyT 3a 4—6 Heaeab MaKCHUMAaJbHO
MEePEHOCUMOMN /103l CTaTHHA, JUOO MPU €ro HEMEePEHOCHUMOCTH, 11eJ1eCO00pa3HO
100aBUTH 33eTUMHUO - UHTUOUTOP KUIIEYHOU abcopOuuu xonecrepuna [37, 38, 45,
93, 149]. B Poccum npenapar pa3penieH K UCIOIb30BAHUIO ¢ 6-TIETHETO BO3pacTa
[37,45]. Monotepanusi obecnieuuBaer cHuxenue JIHIT na 15-17%, torma kak
KOMOHWHAIIMA CO CTaTMHAMHM 3HAYUTEIHHO YCHJIMBACT TUIOJIUIUIACMUYCCKUI
addexr [38, 45, 182]. Uepes 12 Henenb neuenus 33etumud ymenbinaer JIHIT nHa
27%, a oOmuii XomecrepuH - Ha 21% [93]; coueTaHne ero co CTaTUHAMU TI03BOJISCT
nonyunts JIHIT < 3,5 Mmons/a 6oniee uem y 90% nereit (mpotuB 53%, moayydaBInx
TobKO cTaTuHbl) [93]. [lepeHocumocTh npenapara xopoias [37]; orpaHUYeHUs 10
MPUMEHEHUIO TMPU TMEUYEHOYHON WM MOYEYHON HEJOCTATOYHOCTH MHHUMAJIbHBI

[204].
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K nexapcTBeHHBIM CpelCcTBaM BTOPOH JIMHUM OTHOCST CEKBECTPAHTHI
JKEJTYHBIX KHCJOT, KOTOPBIE CBS3BIBAIOT JKETYHBIE KUCIOTHI B KHUIICYHUKE U
camxkaroT JIHIT va 10-20 % [45, 138]. Ognako, 175 3TUX MpenapaToB XapaKTEpPHbI
ornpeneneHHble MooouHble 3(P(EKTHl — 3TO cTearopes, HapylleHHe abcopOruu
GbosaToB U KUPOPACTBOPUMBIX BHUTAMHHOB, JUCIIEITUYECKHE PACCTPOMCTBA,
MeteopusM [23, 138]. B PO stu npenapatsl HE 3aperuCTPUPOBAHBI [ TPUMEHEHUS
B JIeTCKOM mpakTuke [38, 27, 45].

JKCTPAKOPNOPAJIbHbIEC TEXHOJOTHH. [[JI SKCTPaKOPIOPaTBLHOIO yIAICHUS
areporeHHbix JunonporenHoB npu CI'XC HCHoNB3ylOT HECKONBKO IOAXOIOB,
BKJIIOYass  TreMocopOuuio, IiazMadepes, HMMyHocopOmmMioO U adepes
JUTIOTIPOTENHOB, OCYIIECTBISIOMUNA H30uparenbHyto copouuto yactuiy JIHIT u3
masMbel KpoBu [38]. Adepe3 JMNONPOTEHHOB IMMUHUPYET anoB-coaepxkainne
JUTIONPOTENHBI U3 KPOBEHOCHOTO pycia, YTO BeAeT K OoJsiee OJaronpusTHHIM
ucxogaM HMBC, 3amennser arepoCcKIEpOTHUYECKHME Mpouecchl U  (PuOpo3HbIE
U3MEHEHHUS] aopThl, a TaKXKE HOPMAIM3YEeT SHIOTEIUANBHYI0 (YHKIUIO U
MoKasaTeIy reMocTa3a MpU HACAeICTBEHHOU runepxoiectepunemun [203].

CornmacHo oteuectBeHHbIM [l11] m mexnayHapoaneiM [133] kIuHUYECKUM
peKoMeHaaIusaM, MeToJ moka3aH marueHTam ¢ roCI'XC, nubo mpu TsHKeIom
Bapuante reCI'XC, ecaum Ttepanusi MaKCUMajdbHO NEPEHOCUMBIMHU J103aMU
TUTNOJUIIUIEMUYECKUX CPEJCTB OKa3bIBAETCS HENOCTATOYHO 3A(PPeKkTuBHOU. VY
oonbHbIX ¢ TOCI'XC adepe3 pekoMeHAyeTcs HaunHATh IPUMEPHO C CEMHJIETHETO
Bo3pacta [11, 45]. Onna npoueaypa no3sossetr cHu3uTh yposeHnb JIHIT na 50-70%
[179], npuueM nOCTUTHYTHIN 3 deKT ynepxkuBaercs 10 ABYX Henenb [149]. Ipu
HeoOxoauMoctn manueHTaM ¢ roCI'XC ceaHchl mpoBOIAT Kaxkiaple 7—14 nHEH,
toraa kak npu reCI'’XC unrepBan cocrasisier 2—4 Henenu [11, 45]. InurtensHoe
pEryJIIpHOE JICUCHHE MMPUBOJIUT K PErPECCY KCAHTOM U KCAHTENa3M, KOTOPbIE MOTYT
WCUYE3HYTh MOJHOCTHIO B TeueHue S5 jer [179]. JlomomHUTENbHO (PUKCUPYIOTCS
crabuinu3aisi 00pa30BaHUSl aTEPOCKIEPOTUUYECKUX OJISIIIEK B  Pa3IMYHbIX
cocymucThix 6acceitrax [190], uro ymydimaeTr cepIedHO-COCy AUCThIN porHo3 [50].

CJ'ICI[yeT Y4UYUTBIBATb WHBA3UBHBIN XapaKTEp Npoucaypnl: OHA BIMACT HAa KaYCCTBO
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KU3HU U TMOTEHIMAIBHO COMPOBOXKAACTCS KPOBOMOTEPEH, aHeMUEH, 3MU30JaMu
TUIMIOTEH3UU M TOJOBHbIMU Ooyisimu [93]. ['TaBHBIM OrpaHUYEHUEM OCTAETCA
BBICOKasi CTOMMOCTH (COMOCTaBUMa C TIeMOAMAINU30M), TMPU JOCTATOYHOU
KITuHI4ecKkon addexkTuBHOCTH [45, 138, 149].

BbicOKOTeXHOI0TrNYeCKHEe HHHOBALIMOHHBIE TepaneBTH4YeCKUe MOAX0/bI.
Korma cranmapTHble cXxeMbl He 0OecnedMBaloT TPeOyeMOoro M YCTONYHMBOTO
cHmkeHus koHueHtpauuu JIHII B muitazme, mpuderaroT K COBpeMEHHBIM METOIUKAM,
MO3BOJISIONIMM 3HAYUTENBHO YMEHbIIUTh ypoBeHb JIHII. HanGomnbiee 3naueHue
3TO0 umeeT A1 nmanueHToB ¢ ToCI'XC [38].

Nuruduropsr PCSKY. [Ipumenenne MoHOKIOHANBHBIX aHTUTEN K PCSK9
MOBBIMIAET JIUTEIBHOCTh (GyHKIIMOHUpOBaHUS U unciieHHocTs JIHII-penentopos
Ha KJIETOYHOU MeMOpaHe, TEM CaMbIM YCUJIMBAs KIUPEHC aTepOTCHHBIX YaCTHI] U3
KpoBOTOKa. OJTHOBpEMEHHO (PUKCUPYETCS CYIIECTBEHHOE CHUKEHUE anoB, o01iero
xonectepuna u JIBII [38]. K naubosiee u3yueHHbIM MPEICTABUTENSIM 3TOTO Kilacca
OTHOCATCS aJupoKymMad u 3BoJIokymMad [45, 149]. B koropre SAFEHEART vy
B3pOCJBIX cTapiie 18 yer Ttepamus craTiHaMu (C 33€TUMHOOM, TUOO0 Oe3 Hero)
no3BoJiniia JocTuub KoHeHTpauuit JIHIT < 1,8 u < 2,5 mmouns/n nutib y 5% u 22%
HCIIBITYEMBIX COOTBETCTBeHHO. JloOGaBnenue OyokatopoB PCSK9 moBeicuiio 3TH
nokaszarenu 10 67% u 80% uepes 2,5 roga HaOmoAeHus [62]. Pangomu3upoBaHHOe
JBOMHOE cienoe uccienoBanue (Santos R.D. u coaBt.) ¢ yuactueM nojapoctkoB 10—
17 net ¢ reCI'XC nokasano, uto 3a 24 Hen neueHus, 3Bosiokymad cauzuin JIHIT na
44,5 %, Toraa Kak B rpynne rmiamnedo - ymeHblenue coctaBuiio 6,2 % [178]. B
uccnenoBanun F. J. Raal um coaBT. moakokHOE€ BBEJEHHUE OHBOJOKyMada B
no3upoBkax 140 u 420 mr oOycnoBuiio cHmwkenue kontentparuu JIHIT xa 60-68 %
u nunonporenHa(a) Ha 32 % no cpaBHeHMIO ¢ 1aiebo [161].

Onenka »ddexTuBHOCTH TpuMeHeHuss amupokymaba mnpu T1eCIXC
MPOBOAMIIACKH B YETHIPEX IJIAIe00-KOHTPOJIUPYyEMbIX uccieaoBanusx (78 nem). Bee
YYACTHUKM TOJIy4aJld MAaKCUMaJbHO MEPEHOCUMBIE [03bl CTATHMHOB, YacCTh
MAIMEeHTOB — KOMOMHUPOBAHHYIO TUTIOJIUIIAIEMAYECKYI0 Tepanuto. ccnenoBanus

ODYSSEY FH I-II Bxmtouanu 735 GonbHBIX ¢ aTepockieporuueckumu CC3 u
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ypoBaeM XC-JIHII > 1,8 mmons/n, mu6o 6e3 Hux, Ho ¢ XC-JIHIT > 2,6 MMob/m.
Uccnenosanns HIGH FH u LONG TERM Britoyanu 522 nanueHTa ¢ UCXOTHBIM
XC-JIHIT > 4,1 u > 1,8 MMoib/1 cooTBeTcTBeHHO. [IpuMeHeHune anupoxkymada
MOKA3aJI0 XOPOIIINE Pe3yibTaThl, TaK K 24-i1 Hemenae BO BCEX Tpymmmax ObLIO
3apeructpupoBano nagenue XC-JIHII na 48,8% npu npuMmenennn aupokymada B
no3e 75 umm 150 mr m Ha 55% B nmoze 150 Mr; OHOBPEMEHHO JOCTOBEPHO
yMeHbInaauch ypouu anoB, He-JIBIT-XC u JIn(a) mo cpaBuenuto c mianebo [ 102,
120, 121, 169]. Ha Teppuropun P® u3 knacca uaruduropo PCSK9 nns nereit
crapuie 12 ner ¢ roCI'’XC 3apeructpupoBaH Noka JuIllb 3BojIokyMad [11, 45].
[Ipenapar 6okupyer PCSK9-onocpenoBannyto nerpagaiuto perenrtopos JIHIT B
renaTouuTax, TEM CaMbIM YBEJIMYMBAs UX IJIOTHOCTh HA KIIETOYHON OBEPXHOCTH U
yCUIMBas KimpeHe nupKympyromux yactun JIHIT [115].

NHHOBaNMOHHBIE JIEKAPCTBEHHbIE CPEICTBA:

* Munomepcen (unveKyuoHHbll npenapam). ITO AHTUCMBICIOBON OJIUTO-
HYKJICOTUJ, TpPEACTaBIsAomMUil  coboi  memnouky w3 20  HYKIEOTHIOB,
KOMILIEMEHTapHO coeaunsercs ¢ matpuaHoit PHK anoB, 6510kupys ee TpaHCIsmuio
Ha pubocoMax. 3a cueT yrHeTeHUs CHHTe3a anoB mpenapat BhI3bIBAET BEIPAKEHHOE
CHIDKEHHME KOHIICHTpaIui o0Iero xojecrepuna, anoB, Tpurmunepuaos, JIHII, a
Takke monaaBnseT oOpazoBanue u cekpernuio JIOHII. Ilpemapar mnpumMeHstoT
MOJKOXHO, IMOCIe Yero OH paclpenessieTcsl B MEUYEeHH, IIe MeTa0oJIU3UpPyeTCs.
Cpenu  HexenaTelNbHbIX  SBJICHUN  ONKCBHIBAIOT  MECTHBIE  PEaKIUH,
KPaTKOBPEMEHHYIO aCTEHUIO U MUAJITUH; BO3MOXXHBI CT€ATO3 IMEUYCHU U TTOBHIIIICHUE
amuHoTpancdepas. [Ipenapar umeer opdannsiii cratyc u B CILIA HazHavaercs s
tepanun roCI'XC Tonbko no npotokoiny REMS ¢ 12-netnero Bo3pacra [38, 160,
199]. Visser M.E. ¢ coaBT. mpoJeMOHCTpUPOBAIU, YTO 4epe3 13 Hexm. Tepanuu
3adukcupoBano ymensninenune JIHII va 22 % u anoB wa 20 %, y ogHOTrO MarmeHTa
Ha 15-i1 Hexene pa3Buiics oOpatuMblii yMepeHHbIi cteato3 [200]. B PD npenapar
HE 3apeructpuponan [45].

o Jlomumanuo (nepopanvnasa ¢popma). 310 UHTHOUTOP MUKPOCOMAIBLHOTO

TPAHCIIOPTHOTO Oenka TPUTTIMLOCPUAOB, PACIIOIOKCHHOI'O B OHAOIIIA3MAaTHYCCKOM
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PETUKYJIyME Te€NaToOUUTOB W 3HTEPOLMTOB, MepeHocuT Tpurimuepuasl B JIOHII
(meyeHb) U XWIOMUKPOHBI (KUIIEYHUK) [38], HCHONB3yeTCs KakK CpeIaCTBO
nonosiHuTeNnbHON Tepanuu npu roCI'XC [84]. Uepe3 26 Hex neyeHUs mpemnapar
camxkaet ypoenb JIHIT npubnuszurensno Ha 50% [45, 149]. 1U3-3a pucka xupoBoi
OoJie3HH TIeYeHU TpeOyeTcs peryisapHbli KOHTpoJib TpaHcamuHasz [130].
PeTpocrieKTUBHOE KOTOPTHOE HCCIENOBaHHE MoOKaszano, 4yro y 80% manreHToB
BeIpakeHHOE (= 68%) mamenume JIHII mo3Bomsier oTka3atbes oT  adepesa
aunonpotenHoB [88, 149]. ¥V nereii ¢ roCI'XC 20-mMecsauHas Tepanus JOMUTAIINI0M
ymenbinana JIHII B cpenneM Ha 58% OT MCXOQHOTO ypOBHS, HO Ipemapar MoKa He
pa3pellieH A npuMeHenus y aereu [70].

* Jeunakymad (unvekuuouuwlii npenapam). I1o uaruourop ANGPTL3
(aHrMONO3TUH-NIOAOOHBIN O€NOK 3) ABISIETCS KIFOUEBBIM PETYJIATOPOM JIUITATHOTO
oOMeHa, ero Oyokana ymenslnaer koHuentpauu 11 u JIHIL, mpuuem nedunmr
OeJiKa aCCOIMUPOBAH C HU3KHUM CepJIeuHO-cocyiucThiM puckoMm [110, 160]. B CIIIA
onoopeH mia marueHtoB > 12 jmer ¢ roCI'XC [93, 110]. B P® mpenapar He
3apeructpupoBan [45].

» Unknucupan (unvekyuonuwiii npenapam). llpenapart mogaBisieT CUHTE3
RCSK9, BosgeiictByss Ha manyro unrepdepupyromyto PHK, uto npuBomut x
cHmwkenuto yposHeit JIHIT [4, 164, 170, 193]. MccnenoBanus Ha MalMeHTax ¢
reCI'XC noxazanu, ymensiienue JIHIT na 48 % mno cpaBHenuto ¢ miane6o [159].
CyllleCTBEHHBIM NPEUMYILIECTBOM SIBJISICTCS PEIKUNA pPEXKUM BBEJICHUS: 2-3
uabekiuu B rof [170]. Ray K.K. u coaBT. coobumim 06 yctounBom nagaeHun XC
JIHIT nHa 53% cnycta 180 mHeit mocne ABYX 103, MOCHEAYIOIINE UCCIIEIOBaHUS
MOKa3ajau, 4YTO JBYKPAaTHOE BBEICHHE IIpernapara C HWHTEpBaJIoM 6 Mec.
noaaepxusaeT cHmwkenue JIHIT no 50 % y manueHToB ¢ aTepoCKIEpOTHYECKUMU
CC3 nHa (oHe onTUMaNBHON rUMoNUNUIeMUYecKkor Tepanuu [165]. B nenuarpuu
o0e3onacHocTh M 3 PexkTuBHOCT, HHKIMCUpaHa (12—17 ner) wusywarorcsa B
MHOTro1eHTpoBbIX ucciaeaoBaHuax ORION-13 u ORION-16 [166].

* bBemneooesasa xucnoma (nekciemoin, nepopainvuas gopma). Ilpenapar

unruoupyet ATd-uurparinuazy, pepMeHT, npeBpalaromui uTpar B auetuia-KoA
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MpU BHYTPUKIETOYHOM CHHTE3€ XOJIECTEpUHA, OHA HE AaKTUBHA B CKEJIETHBIX
MBIIIIAX U MOXKET OBbITh AJIbTEPHATUBOM MJIA MALMEHTOB C HEMEPEHOCHUMOCTHIO
cratuHoB [4]. B pannomusupoBannoMm uccienoBanun CLEAR Serenity (n = 345
MalMEeHTOB ¢ HEMEPEHOCUMOCThIO CTAaTHMHOB), MpUEM mpemnapata B go3e 180 mr
nokazasn cHmwxenue XC JIHII wa 21,4% npu npodune Oe30mMacHOCTH,
conocTaBUMbIM ¢ Tutane6o [150]. B uccnenoBanuu CLEAR Harmony (n = 2230) y
naieHToB ¢ atepockieporuueckumu  CC3  w/mmm  reCI'’XC  nob6asnenue
Oemre0eBOM KUCIOThl K MAaKCUMAaJIbHOM CTaTMHOBOM Tepanuu ymenbimio JIHIT
Ha 16,5% 1o cpaBHeHuto ¢ koHTpojeM [163]. B P® nganubie 0 6e30mMacHOCTH U
7 eKTUBHOCTH Mpenapara y AeTet 70 18 neT Ha CeroHsAIIHIN JeHb OTCYTCTBYIOT.

TpancmiiaHTanusi MeYeHH PACCMATPUBAETCA KaK  JIOMOJHUTEIbHbBIN
tepaneBTudeckuil pecypc y aerer ¢ roCI' XC. K onepatuBHOMY BMEIIATEIbCTBY
npuberarT Toraa, Korjaa MakCuMaibHas MeIMKaMEHTO3HAs TUIIOJIUITHIEMUYeCcKas
Tepanusi B COYETAHMM C adepe30oM JIMIONPOTEHHOB HE IMO3BOJSET JOCTUYh
Tpebyembix koHueHTparuit XC JIHIT [22, 45, 138]. 13-3a oTcyTcTBHS 0a3bl JaHHBIX
MalMEeHTOB C TpPAaHCIUIAaHTAlMEeW MEYEHU, peajibHasi 4YacTOTa BBIMOJHEHHS STOMN
omepauuu B mupe ocraercs Heu3ecTtHou [114]. Ilocne ycmemHou mnepecaaku
IIEYCHU aKTUBHOCTH penentopoB JIHII B HOBOM opraHe BOCCTaHaBIMBAETCA, YTO
MPUBOIUT K ObICTpOMY, 10 80% OT MCXOMHOTO YPOBHS B TEUEHHE IIEPBOTO MECSIIIa,
cHwkeHnto coxaepxkanuss JIHII wm  cTpeMHTENBHOM perpeccum KOKHBIX U
CyXoXmibHbIX KcaHtoMm [114, 138]. B Snonuu 10-1eTHsISE BBDKUBAEMOCTH
NMalueHToB mocyie mnpouenypbl mpesbimaer 70% [114]. B P® mnomobHOE
xupypruyeckoe sneuenue npu roCl'’XC ne npumensierca [45]. Pactipoctpanenuto
METO/Ja TPEHSATCTBYIOT JIe(PUIMT JOHOPCKUX OpPraHoOB, BBICOKUA  PHCK
MOCJICONEPAIIMOHHBIX OCJIOXHEHUH M HEO0OXOJUMOCTh TMOKHU3HEHHOTO MpueMa
MMMYHOCYIIPECCUBHBIX Ipernaparos [138].

[lepcniexktBHBIM HampasiieHnemM B Tepanun CI'XC sBISIIOTCS TreHHbIe
TexHosiornu [45, 122]. ITockonsky B 85-95 % ciyuyaeB 3a0o0JieBaHHE CBSI3aHO C
naToreHHsIMU ~ BapuantamMu reHa LDLR, BoccranoBinenue ero (yHKUUU

IoCpeaACTBOM TeHHOM KOpPpCKOHUU TCOPCTUUCCKHU CITOCOOHO 00€CIeUHnTh CTOHMKOE
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curkenne JIHII u perpecc arepockiiepoTH4ecKoro NopaxeHusi Ipu MUHUMAJIBHBIX
no6ouHbIX sBieHMSIX [149]. Hambosnee TOYHBIM HHCTPYMEHTOM MOJICKYJISIPHOTO
penakTupoBaHusi B Hactoslee BpeMs cuntaercs cucreMa CRISPR/Cas-9 [61, 65].
B skcrniepuMenTe Ha Mplmax ¢ Touednor myranuei LDLR npuMenenne koMiuiekca
CRISPR/Cas-9 mno3Boiamio 4aCTUYHO BOCCTAHOBHUTH JKCIPECCUIO PELENTOpa B
renaTroluTax, CYLIECTBEHHO YMEHBIIMTh YPOBHM OOILIEro  XOJIECTEPHHA,
tpurimepuaos u  JIHII B mmmasme, a Takke CHU3UTH IUIOLIAAbL YyKE
Cc(OpMUPOBABILUXCSI aTEPOCKIEPOTHUYECKUX Onsimexk B aopre Ha 72% (B
KOHTPOJILHOM TpyMIe perpeccuu He Habmoganocs) [61, 213].
Ilpogpunaxkmuxa

[Tpodunakrtuueckue mepsl npu CI'XC urparot penaroiyo pojb B CHUIKEHUU
BeposiTHOCTH paHHUX CCO. [Tockonbky CC3 aTepOoCKIepOTHUECKOTO FreHE3a MOTYT
peann3oBaThCs yXKe B IETCKOM BO3PACTE, OKa3aHUE CHEUAIM3UPOBAHHON TOMOIIN
nameHtTam ¢ CI'XC  [OMKHO HOCUTh MEKIUCUUAIUIMHAPHBIA  XapakTep C
o0s3aTeNbHBIM y4YacTHEM Bpayell pasiauuHblx npoduieii. CBoeBpeMEHHOE
Ha3HAYeHHE  TUNOJUMHUAEMUYECKUX  CpeAcTB  A(P(PEKTUBHO  yMEHbBIIAET
koHueHTpauu OXC u JIHII, Tem cambIM OHMXKas pUCK atepockiiepo3a. Ctparerus
NEPBUYHON MPOPUIAKTUKY MPEAIoaraeT aKTUBHBIA IMOUCK JIUL C MOBBIILIEHHBIM
ypoBHeM JununoB [14,9]. Haubonee onrumanbHBIM HHCTPYMEHTOM JUIS TaKOU
paboThl BBICTYIAET CO3[AHUE CIEUUATU3UPOBAHHBIX PErHCTpOB. POpMUpPOBAHUE
OTJEJIbHON 0a3bl JAaHHBIX, OXBATHIBAIOLIEH MMEHHO POJICTBEHHUKOB IallME€HTOB,
JTACT BO3MOKHOCTh PAHHET0 MOHUTOPUHTA JIMITUIHOTO NPO(UIIS U CBOEBPEMEHHOTO
npoBeeHUs MPoUIaKTUYECKUX MeponpusTuii [ 14].

CrnenoBaTenbHO, TPAMOTHO BBICTPOCHHAsI CCTeMa HAOIOACHUS U JICUCHHUS
nanueHToB ¢ CI'XC cnocoOcTByeT 3HauMTENbHOMY CHMKeHHIO 4acToThl CCC u

YBCIIMYCHUTIO ITPOAOJIZKUTCIIbBHOCTU KU3HU ATOM T'pyIIIbI MAIMCHTOB.

3akJj04eHue mo 0030py JUTEPATYPbI
Ha ocHoBanum 00001IeHNS TUTEPATYPHBIX JAHHBIX CJIEIYET OTMETHUTh, YTO

npobsieMa panHero BbisiBaeHHs manueHToB ¢ CI'XC HabmiogaeTcst BO BCeM MUDE.
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CI'XC sBnsiercss Hanbosiee pacmpOCTpAaHEHHBIM HACJIEICTBEHHBIM HapyLICHHEM
JUOUAHOTO OOMEHa, JAMAarHOCTUKA KOTOPOro 3a4acTyk) OCYLIECTBISETCS Ha
MO3/THUX CTaIUsX, YTO 3HAYNUTEIHO OTPAHUYMBAET BO3MOXKHOCTU CBOEBPEMEHHOTO
MEJIUIIMHCKOI0 BMEIIATEIbCTBA.

Kputnueckuit YPOBEHb CMEPTHOCTH B pe3ynbTare CC3
aTEPOCKIIEPOTHYECKOTO TEHE3A COXPAHSIETCS HA BBICOKOM YPOBHE B HalllEl CTpaHE
Ha TPOTSHKEHHM MHOTMX JieT. HemocTartoyHOCTh HCCIIENOBAHUM, NMOCBSAIIECHHBIX
onienke pacnpoctpaHeHHocTH CI'XC B monyndluyd pPOCCHUHCKUX JETe U
MOAPOCTKOB, HU3KMHA  YPOBEHb  BBIABISIEMOCTH  IMAIMEHTOB, OTCYTCTBHUE
3¢ (EKTUBHBIX CKPUHUHIOBBIX MPOTrpamMM, 0OOCHOBBIBAIOT BBICOKYIO aKTyalbHOCTh
pa3paboTKu OOOCHOBAaHHBIX MOJAXOJOB K BHEAPEHUIO 3()(PEKTUBHON CHCTEMBbI
nepBruuHOro BoisiBIeHHS CI'XC y nmered M MOAPOCTKOB, ONPEAEICHUE TAaKTUKU
BEJICHUSA M CBOEBPEMEHHOIO JICYEHHUs IIALMEHTOB C JaHHOM narosoruen. B
3aBUCUMOCTH OT CHEHU(PUKH TONYJSIHH U OPTraHU3ALMOHHBIX BO3MOKHOCTEHN
CUCTEMBI 3IPAaBOOXPAHEHUS JJISI CBOEBPEMEHHOI'O BBIABJICHUS JIMI[ C JAaHHOMN
NIATOJIOTHEN IPUMEHSIOTCS PA3JIMYHbIE CTPATETNN CKPUHUHTA, BKJIIOYasl TAPT€THBIN,
YHUBEPCAIbHBIN, KACKAJIHBIA U OMIIOPTYHUCTUYECKUM.

HeoOxoaumbl ganbHeRe uccie0BaHusl U1 ONTUMHU3ALUA CKPUHUHTOBBIX
nporpamM. LlenecooOpa3HbIM sIBIIsSIETCS BHEIPEHHE B MEAMATPUUECKYIO MPAKTUKY
pacmmpeHHblx nporpaMMm ckpuHuHra CI'XC ©u oOnTUMambHBIM —BapUaHTOM
IpeJCTaBIsieTcsl KOMOMHUPOBAHHBIM CKPUHUHI, NPEACTABISIOIMINA MaccoBOE
oOciefoBaHWe JETel OIpPEACICHHOIO BO3pacTa C OJHOBPEMEHHBIM YYETOM
CEMEHHOT0 aHaMHe3a Kak crnocoba MaKCUMaJIbHO PAaHHEro W TOYHOTO BBISBIICHMS
3a0onieBaHus. [IpomoIDKUTENBHOE TPOCTIEKTUBHOE HAOMIOJEHHE 3a KOTrOpTOi
NAIMEHTOB, Y KOTOPBIX MATOJIOTUs ObLIa JUArHOCTUPOBAaHA B pPaHHEM BO3pacCTe,
MO3BOJIMNT  OOBEKTHBHO  OLEHUTHh  BJIMSHHE  JIEYCOHO-IPODUIAKTHUECKUX
MEpONPUATHANA HA OT/IAJICHHbIC KIIMHUYECKUE UCXO/Ib], a TAK)KE ONPEAEINTD, B KAKOU

MCPEC TaKUEC IIPOrpaMMbl CHOCO6CTBYIOT CHIDKEHHMIO 3a00JIEBAEMOCTH U CMCPTHOCTHU

ot CC3.
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I'VTABA 2. MATEPHUAJIBI U METO/IbI

PaGora BeImonHeHa Ha Kadeape mneauaTpuud HMEHHM akajnemuka [.H.
Crnepanckoro denepaibHOTO TOCYAAPCTBEHHOTO OIOHKETHOTO 00pa30BaTEILHOTO
YUPEKJICHHUS JTOTOJHUTEIBHOTO MpodecCHOHAIBHOTrO 00pa3oBanus «Poccuiickas
MEJIMIIMHCKAsT aKaJeMHus HEeMPEephIBHOTO MNPOo(ecCHOHAIBLHOTO 00pa30BaHUDY

MunucrepcTBa 3npaBooxpanenus Poceniickon denepannu.

2.1. Im3aiiH ucc/ie10BaHNs M KIMHUYEeCKHA MaTepuaJl

B cooTBeTCTBUM C IIOCTaBJICHHBIMH 3aJladaM IIPOBCACHO 4YCTBIPC BHAA

CKpHHHHI'A: YHHBepcaHBHLIﬁ, OHHOpTYHHCTquCKHﬁ, KaCKaHHBIﬁ, TapreTHBIﬁ

(Pucynox 1).



YHuBepcaJbHbIH
CKPHHHHT

I DTAII
jnetn 9-11 ner
Ha Oazax 20-tn
HOJUKINHUK I. MOCKBEI

n=25 000

11 OTAII
Ha 6aze I'BY3 «J/IT'Kb

uM. 3.A. bamigeBoii»

(n=35695)

HNTOI'OBAS BHIBOPKA
(n=682)
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OnnopryHucTHYeCKHI
CKPHHHHT

I T'PVIIIIA
netu 0-18 met
I'BY3 «JII'Kb nm.
3.A. bamseBoin

INTOT'OBAS BBIBOPKA
(n=1062)

11 I'PYIIIIA
netn 0-18 ger mo
naaaeIM EMHAC 1. MoCKBEI

(n=60 000)

\

IlepBHYHBIIT aHAIN3:
(OXC>5.2 mmons/i)

(n=5354)
\ /

HTOI'OBASA BHIBOPKA
(n=195)

KackaaHpin
CKPHUHHHT

Jletn 0-18 ner,
Habmonaonecs Ha 6aze
I'BY3 «JII'KB nM. 3.A.
Banusesoii» ¢
HapyIIeHUAMH JIUITHHOTO
oOMeHa

(n=1163)

IlepBHuHBIi aHAIH3:

KinHnuecku/reHeTHye cku
Bepudummposannas CI'XC

(n=411)

HTOI'OBAS BHIBOPKA

HHiekcHEBIe MalHe T

(n=364)

PucyHnok 1 - /Iluzaiin uccjie1oBaHus

Taprernbii
CKPUHHUHT

I I'PYIIIA
nesouku 11-13 et
«MKK IIB MO P®»

(n=108)

L I'PYIIIIA
JIeBOUKH U MaJIBYHKH
11-13 ner
IIKC «ManaxoBka»

(n=413)
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2.1.1. YHuBepcaIbHbIH CKPUHUHT

YHuBepcanbHblil CKpUHUHT TpoBoawics cpeau 25 000 mereid B mepuoj ¢
01.12.2023r. mo 30.11.2024r. na 6a3ax nBaaaTH JETCKUX TOPOJCKUX MOTUKIUHUK
(AI'T) HenapramenTa 3apaBooxpanenus ropojaa Mockssl (I3M) u I'BY3 «IT'’Kb
uM. 3.A.banuiseBoi JI3M»

Kpumepuu BKNIIO4YEHUA.

1. ITarimenTsl B Bo3pacte 9-11 ner oboero mnouia.
2. Hannuue 1oOpoBOJIBHOIO HHPOPMUPOBAHHOTO COTJIACHUs MPEACTaBUTENEH
nanueHTa (POAUTENCH/ONEKYHOB) Ha y4acTHE B UCCIIEI0OBaHUU.

Kpumepuu UCKTIIOUYEHUA.

1. Hasinyue oOCTpOro BOCHATUTENBHOTO 3a00JIEBaHUS WM OOOCTPEHHUS
XpOHMYECKOro  3a00JieBaHMs HAa  MOMEHT  IPOBEJIEHUS  CKPUHUHIOBOIO
UCCIICTOBAHMSI.

[lepBBIii 3Tam YHHUBEPCATHHOTO CKPUHHUHTA 3aKIIOYANCS B IPOBEICHUHU
JKCIIpEeCcC-TECTUPOBaHUs Ha ompeneneHue ypoBHs OXC B KanwuIsspHOM KpOBH,
25000 metsim (cpemnmii Bo3pacT 9,68 £ 0,74), cpenu kotopwix 12443 (49,8%)
manpurka U 12557 neBouek (50,2%). PacnpeneneHue manueHTOB MO JETCKUM

TOPOJICKMM TIOJIMKIIMHUKAM TIPEJICTABICHO B TabmuIie 2.

Taoauma 2 - Pacnpenenenue 25000 ThICAY AeTei, MPOIIEAIIAX SKCIpecc-

TECTUPOBAHHUE, IO JETCKUM I'OPOJACKUM ITOJIMKINHUKAM
HaumeHoBaHue aeTCKOi Bceero Majb4uku deBouxu
Ne | ropoackoii noJMKJINHUKHA
JI3M a0c. % a0c. % a0c. %
n=25000 n=12443 n=12557

1 I'BY3 «AI'TI Nel131 A3M» 2658 10,6 1335 10,7 1323 10,5
2 I'BY3 «AI'TI Ne30 JI3M» 1599 6,4 829 6,7 770 6,1
3 I'BY3 «JII'TI Ne122 JI3M» 1611 6,4 873 7,0 738 5,9
4 I'BY3 «II'TI Ne140 J13M» 1468 5,9 765 6,1 703 5,6
5 I'BY3 «JIT'TI Ne94 JI13M» 521 2,1 261 2,1 260 2,1
6 | I'BY3 «JII'TI Ne130 JI3M» 809 3,2 332 2,7 477 3.8
7 I'BY3 «AI'TI Nel12 JI3M» 824 33 416 33 408 33
8 | I'BY3 «AI'TI Ne23 I3M» 1661 6,7 787 6,3 874 7,0
9 | I'BY3 «AI'TI Ne58 I3M» 1392 5,6 567 4,6 825 6,6
10 | I'BY3 «AI'TI Ne69 J13M» 2110 8,5 1066 8,6 1044 8,3
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HaumeHoBaHue aeTcKoil Bceero Majabunku JleBouku
Ne | ropoackoii ;}(ﬁnxnnﬂnxn 6. % 6. % vy %
n=25000 n=12443 n=12557
11 | IBY3 «AI'TI Nel18 JI3M» 2807 11,2 1403 11,3 1404 11,2
12 | I'BY3 «AI'TI Nel5 JI3M» 1191 4,8 689 5,5 502 4,0
13 | I'bY3 «AI'TT Ne132 JI3M» 1456 5,8 774 6,2 682 5,4
14 | I'BY3 «AI'TI Ne129 JI3M» 756 3,0 398 3,2 358 2,8
15 | I'BY3 «AI'TI Ne91 JI3M» 500 2,0 230 1,9 270 2,1
16 | I'BY3 «AI'TI Ne52 J13M» 1248 5,0 670 5.4 578 4,6
17 | I'BY3 «AI'TI Ne145 JI3M» 980 3,9 500 4,0 480 3,8
18 | I'bY3 «JII'TI Ne42 JI3M» 827 3,3 229 1,8 598 4,8
19 | I'BY3 «AI'TI Nel133 JI3M» 311 1,2 170 1,4 141 1,1
20 | I'BY3 «AI'TT Ne148 13M» 271 1,1 149 1,2 122 1,0

Bropoii sTan yHuBepcadbHOTO CKpUHHMHTA ObLT mpoBefeH Ha Oasze I'bY3
«JII'Kb uM. 3.A.banseBoit JI3M» u BkIto4an B ceOs:

1. ITouck mnanmentoB ¢ ypoBHeM OXC > 5,5 MMonb/n mo pe3yJsibTaraM
DKCIIPECC-TECTUPOBAHMSI.

2. O03BOH poauTeNeil MalMEHTOB C MOBBIMIEHHbIM ypoBHeM OXC > 5.5
MMOJIB/TT C Tenblo mpurnamenuss Ha poooOcienoBanne B I'bY3 «JII'Kb wum.
3.A.bannseBoit JI3M».

3. IllpoBenenue auddepeHImaibHON  AUArHOCTUKUA ISl UCKJTFOUCHUS
BTOPUYHOMN AUCIUNUIEMUN U APYTUX HAPYIIEHUN JTUMUIHOTO OOMEHa.

4. CI'XC ycranaBnuBajlacb Ha OCHOBaHMM KputepueB CaiimoHa-bpyma u
pEKOMEHaui IKCIIepTHOM rpymibl EBponeiickoro o0iiecTBa no arepockieposy,
paspaboTtannbie 11 BoisiBiieHns reCl'XC y aeTeit u moapocTkoB B Bozpacte 10 19

neT BkirouuTensHo [167,137] (Tabnuua 3,4).

Taoauna 3 - Kpurepuu CaiiMmona bpyma [167]

Onpeneaennsblii Anaruo3 reCI'’XC craBurcs, eciiu:

e OXC> 6,7 mmons/n unn XC-JIHIT> 4,0 Mmoub/n y manmenTa muafie 16 ser;
e OXC> 7,5 mmonn/n i XC-JIHIT> 4,9 mMonb/n y matnienTa crapiie 16 et
I1;110c 01HO U3 HUKeNePeYHCJIEHHOrO:

e Hannuue cyx0XXHUIbHBIX KCAHTOM Yy MallMEHTa WIN POACTBEHHHKA IEPBON CTENEHH POJICTBA
(pomutenu, neTH, OpaTbs, CECTPhl), WIM Y POJICTBEHHUKA 2-OW CTENEHM POJCTBA (JIEHYIIKH,
0a0yIIKH, 511 WIH TETH);

u/nau
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e [losutuBHbii Tect JAHK-muarHocTuku, mOATBEP>KAAIONIMNA HAJIWYUE MATOT€HHOrO WIH
BEPOSATHO MATOT€HHOTO BapraHTa HYKJICOTUAHOM nocieaoBaTeabHocT B reHax LDLR, APOB
i PCSK9

Bepositubiii nuarno3 reCI'XC craBurcs, ecim:

OXC> 6,7 mmounb/n wiu XC-JIHIT> 4,0 mmonb/n y manuenTta miasiie 16 mier;
0OXC> 17,5 mmons/n uiu XC-JIHIT> 4,9 mmoune/n y nanuenTa crapime 16 jget
Ilaroc 0HO U3 HUKeNePeYnCJIeHHOT0:

e Hanuuue UM B anaMHe3€ pOACTBEHHHUKA 2-i cTeneHu poAcTBa 110 S0 jeT, poJACTBEHHUKA |-
i cTrenenu pojcTsa - 10 60 neT;

H/ I
e OXC> 7,5 mMonp/n y mamueHTa crapmie 16 mer 1-ii wnam 2-i CTemeHH pOJICTBA WIIH
noseimearne OXC> 6,7 MMOJB/JT Yy TAIMEHTa WX POJCTBEHHWKA |- CTENEHW pOJCTBA B
BO3pacTe MeHee 16 jer

Ta6auua 4 - Monudunmposanusie kputepun 3xcrepToB EOA it TuarHoCTHKH
reCI'XC y npereit u noapoctkoB <19 net [137]

e Vpoenp XC JIHIT > 4,9 mmonb/nm B ABYX IMOCIENOBATEIbHBIX aHaIM3ax Ha QoHe
CO0JIFOICHMSI THITOJIMINIEMUYECKOM TMEThl B TeUeHue 3 MecsLEeB.

e VYposens XC JIHII > 4 mmons/n B couetanuu ¢ panHUM CC3 (y My»4uH B Bo3pacte < 55
neT, y skeHumH < 60 siet) u/unu BeicokuM yposaem XC JIHII (= 4,9 mmonb/n) y poJiIcTBEHHUKA
MEPBOM CTENEHH POJACTBA.

e VYposens XC JIHIT>3,5 mmoiib/11 B cOU€TaHUM C TEHETHYECKH ITOITBEP KICHHBIM THArHO30M
CI'XC y ogHOrO U3 poauTesnen.

e Jlro6oit yposens XC JIHII mpu moaTBepkKACHUU Hamuuusi y peOeHKa MaTOreHHOro WM
BEpOSITHO MATOTEHHOT'O BapyUaHTa HYKJIEOTUIHOU mocienaoBarenbHocTy B reHax LDLR, APOB
i PCSKDY, BbISIBIEHHBIX Y OJTHOTO M3 POAUTENEN ¢ ycTaHOBIEHHBIM nuarHo3oM reCI'XC.

2.1.2. OnnopTyHUCTHYECCKUN CKPUHMHT

OnnopTyHUCTUYECKUN CKPUHUHT MPOBOIUIICS CPEAU IBYX I'PYIII MAIIUEHTOB
ot 0-18 mer.
Ilepsasn zpynna
3a nepuon ¢ 1 suBaps 2022 roga o 31 aBrycra 2024 rona B I'BY3 «JII'Kb
uM. 3. A. baunuigeBoi» JlemaprameHta 3ApaBoOXpaHeHUs Tropoaa MOCKBBI
OCYIIECTBIISUIOCH HaOmrofeHue 3a 1 163 meTbMu, y KOTOPBIX OBUTM BBHISIBICHBI

AUCIUIIMACMHUU pa3IM4YHOIo reacsa.
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Kpumepuu BKNIIO4YEHUA.

1. [Matmenter ot 0-18 ner, oboero mona, a Takke (QakT HaAMpPaBICHUS
CIICIATICTAMH TIEUATPUIECKOTO TPOQUIIS MOTUKIMHIYECKOTO 3BEHA MAI[ICHTOB
¢ ypoBaem OXC> 5,2 mmouns/n, JIHIT> 3,4 Mmmonb/a pu oOpatiieHu.

2. Hamuume MONNMCAHHOTO  POJUTENSIMH WM WHBIMH  3aKOHHBIMH
IPE/ICTABUTEISIMU JOOPOBOJIILHOTO MH(QOPMUPOBAHHOTO COTJIACUS HAa YYacTHE B
MCCIICTOBAHUH.

Kpumepuu UCKTIIOUYEHUA.

1. JInarHoCTUpOBAHUE TUIIEPXOJICCTEPUHEMHUHU C TIOMOIIBIO YHUBEPCATIBLHOTO,
KAaCKaJIHOTO M TAPT€THOIO CKPUHUHTA.

YuuThIBasi KpUTEPUH BKIIIOYEHHUS B MEPBYIO HCCIEAYEMYIO TPYIINY, BOILUIH
1062 mamueHTa.

Huarno3 CI'XC Ttakxe ycraHnaBinuaiics 1o kpurepusiMm Caitmona bpyma u
pekomenpamusam EOA [137, 167].

Bmopasa zpynna

UccnenoBanue BTOpO# TPyIIbl OBIIO BBIMOIHEHO C MCIOIB30BAHUEM Oa3bl
JaHHbIX EnuHOM MemMIMHCKOM HH(POPMAIMOHHO-aHATUTUYECKON CHUCTEMBI
(EMHAC) r. Mockasl. [1o manasim EMHUAC Bcero ¢ 01.01.2022r. mo 01.02.2023r.
B MOJIMKJIMHIYEeCKOM 3BeHe J[3M Obuto mpoBeieHo onpeneneHue ypopas OXC y 60
000 nereit ot 0 go 18 ner. B mepBuuHbIN aHanu3 ObUTH BKJIIOUEHBI 5354 (8,9%)
pebenka ¢ runepxonectepuHemueit (OXC >5,2 MMOJIB/1T).

Kpumepuu GKIIIOYECHUA.

1. [TanmenTsl B Bo3pacte 0-18 ner, oboero mona, a Takke HalW4yue
3apEeruCTPUPOBAHHBIX B 0a3ax mAaHHBIX EnuHON MeaunmMHCKONW MH(OPMAIMOHHO-
ananutudeckon cucreMbl (EMUAC) r. Mockssl nokazateneid OXC> 7,5 MMob/1.

Kpumepuu ucxknrouenus.

1. TTaumentsi ¢ ypoBHeM OXC <7,5 MMOJIB/I.
CornacHo pekoMeHanusaM HalmoHanbHOro HHCTUTYTA 3PaBOOXPAHEHUS U
noBeieHus kBanupukanuu Benmukooputanuu (NICE), mpoBenenue ckpuHuHTa Ha

JUCIUITMACMHUN uenecoo6pa3H0 IIpHU aHaJIM3€ DJICKTPOHHBIX MCAWIHWHCKHX KapT B
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YUPEKICHUAX NEPBUYHON MEIUKO-CAaHUTAPHOM MOMOIIM y JUL B Bo3pacrte 1o 30
aet nipu ypoBHe OXC > 7,5 mmonb/m, a Taroke y aui crapiue 30 JeT nmpu ypoBHE
OXC > 9 wmmonp/n [91]. VuuThiBas 3TO, OIlEHKA CIIy4ailHO BBISBICHHBIX
JTUCIUTHUIEMHN OCYIIECTBISIIACH Cper marueHToB ¢ ypoBHeM OXC > 7,5 Mmmoub/n
Ha OCHOBAHHMH aHAJIM3a MEIUIIMHCKON TOKYMEHTAlUU, BKIIOYAIOIIEH KIMHUYECKUE
JIMAarHo3bl M COCTOSHMS oOcienayembix, 3apeructpupoBanHeie B EMUAC .
MOCKBBL.

C yuerom kputepueB wuckioueHus (ypoBHem OXC <7,5 mmonb/in) B

UTOTOBYIO BBIOOPKY BTOPOM I'pyIIIbl BOLLIM 195 manueHTos.

2.1.3. KackagHblii CKpUHMHT

Kackannsiii ckpununr nposoawics B I'bY3 «JII'Kb um. 3.A. banuisieBoi
J3M» ¢ 01.12.2022 r. mo 31.08.2024 r. 3a gaHHbIN Tlepuoi MOJA HAOJIIOAECHUEM
Haxoauiuch 1163 pebeHka ¢ pa3IMuHbIMU HApYUIEHUSIMU JTUIUAHOTO oomeHa. Jliis
nepBUYHOrO aHanu3a Obu oToOpanbl 411 mammentoB (35,2 %), y KOTOPBIX
ceMeiHas TUIEePXOJECTEPUHEMHUSI Oblla MOJATBEPXKACHA KIMHUYECKH W/ WIH
TE€HETUYECKHU.

Kpumepuu exnrouenus:

1. letn u noapoctku ot 0 go 18 net ¢ nquarnozom CI'XC.

2. B3pocibie >18 net ¢ nuarnozom CI'XC.

3. JInarHocTupoBanue y uHIAEKCHBIX mamueHtoB CI'XC ¢ nomouipio
YHUBEPCAIBHOTO, TAPT€THOT'O U ONMMOPTYHUCTUUECKOTO CKPUHUHTA.

4. ITognmucanHoe 10OPOBOILHOE HH(POPMHUPOBAHHOE COTJIacHe.

Kpumepuu UCKIIIOYEHUAL .

1. Octpoe 3ab0sieBaHE HA MOMEHT BKJIFOUCHHE B HCCIICIOBAHHE.
2. BropuuHas qTUCITHITHICMHSL.
3. HuarnoctupoBanne CI'XC ¢ MoMOIIbIO MPSMOTO POIUTETHCKO-IETCKOTO

CKpHUHMHTIA.
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YuuThiBas KpUTEpUM BKJIIOYCHHUS, B HMTOTOBYI0 BBIOOPKY  BOIILIH
364 uHgekcHbIX TanueHTta (cpegHuid  Bospact - 11,93 £ 4,04 ger) c¢
BepupunmpoBanHoit CI'XC, B cembsix KOTOPBIX OBLI MPOBEACH KaCKaJaHBIN
CKPUHUHT.

JInarso3 ceMeiHON THUIEPXOJIECTEPUHEMHH YCTAHABIMBAICS MO KPUTEPUSIM
Caiimona—bpyma u pekomenganusim EOA s mauwentoB mutaame 19 ner [137,
167].

Y  B3pocibIXx JMI] BepuHUKalMg CEMEHHON THUIEepPX0JIECTEPUHEMHUH
OCYUIECTBJIsUIaCh Ha OCHOBaHMM rosuaHiackux kpurepueB Dutch Lipid Clinic
Network (DLCNC), nipu 3TOM JUarHOCTUYECKUM IOPOTOM CUUTAJICS CyMMAapHbBIN

0ayu, nmpesbimatommii 6 [209] (Tabmuma 5).

Ta6nuua 5 - Kpurepuu rosmmannckux junuanbix kivHuk (Dutch Lipid Clinic
Network), 11 AUarHOCTUKH TE€TEPO3UTOTHOW CEMEHHOM TUIEpXO0JIeCTEPUHEMUN
[209]

Kpurepun | Baunsl
1.CEMEHHbI AHAMHE3
e POJCTBEHHUK MEpPBON CTENEHUW POJCTBA C paHHUM (y MyXuuH <55 ner; y 1

xeHmmH <60  jmer) CC3  arepockieporuueckoro  reneza  (MBC,
aTepoTpoMOOTHUECKUI  umeMudeckuidi  uHCynbT, TUA, nepudepuyeckuii
aTepOCKJIEPO3 C aTEPOCKIEPOTHUECKUMHU OJISIIKAMH, CTEHO3UPYIOIIMMHU MPOCBET
cocyaa > 50%)
W

e PojncrBenHuk 1-if crenenu poacrsa ¢ XC JIHIT> 95-ro npoueHTuist

e PojcTBeHHUK |- CTEeNeHHM poOACTBA C KCAHTOMAaMH CYXOXWIMK —HW/Win 2
JIUIIOUAHON yTON POrOBUIIBI

WJIH
e Jleru <18 ner ¢ XC JIHIT> 95-ro npoueHTuis

2.MHIUBUIYAJIBHBI AHAMHE3
e V nmanuenTa panHss (y MykuuH <55 net; y xenmuH <60 ger) UBC 2
e V mammeHta panHee (y MyxXuuH <55 jeT; y >keHmuH <60 J5eT) pa3BUTHE 1
aTepoTPOMOOTHUYECKOTO HIIEMHUYECKOro MHCYyIbTa, TUA wnn nepudepudeckuit
aTepOCKJIEPO3 C aTePOCKIEPOTHUECKUMHU OJISIIKAMH, CTEHO3UPYIOIIMMHU MPOCBET
cocyaa > 50%

3. PU3UKAJIBHOE OBCJIEJOBAHUE

e CyXO0XXHWJIbHbIE KCAHTOMBI 6

e JlunupaHas ayra poroBuIlsl B Bo3pacte <45 et 4
4.YPOBEHb XC JIHII

e > 8 5 MMOJIB/I 8

o 6,5-8 4 MMOIB/I 5

5,0-6,4 MMOIB/1T 3
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Kpurepun banbl
o 4,0-4,9 mMoIb/1 1
5.AHAJIN3 JHK
Hanvume  maToreHHOro WM BEPOSTHO  MATOTEHHOTO  BapuaHTa  HYKJICOTHIHOU
nocienoBarenbHocTH LDLR, APOB unu PCSK9
Jluaenos cmasumcs na ochogaruu cymmul oannog: «onpeoenennasy CI'XC bonee 8 bannos;
«geposmuasy CI'XC — 6-8 6annos; «sozmoxcuasy CI'XC — 3—5 bannos

2.1.4. TapreTHblii CKPUHHHT

Tapretnsiii ckpuHuHT npoBoauiica B nepuos ¢ 01.01.2022r. mo 31.12.2024r.
Ha 0a3ze JETCKOro OTACNICHUS (MOMUKIMHUYECKOE, C JHEBHBIM CTAllMOHAPOM Ha 5
Koliko-mecT U JazapetoM Ha 10 koek) ®I'BY «HauumoHalbHBIM MEIUIIMHCKUN
UCCIIEIOBATENbCKUN IIEHTP BBICOKUX MEIMIIMHCKUX TE€XHOJOrui — LleHTpasibHbIi
BOCHHBIN KIIMHUYECKUN TOCHUTAIb UMEHH A.A. BuimneBckoro» MwuHUCTEpCTBA
o6oponsl Poccutickoit ®enepanun (PI'BY «kHMUILL BMT uMm. A.A. BumiaeBckoroy
Muno6oponsl Poccun) cpenu Boctiutanaul, ®I'KOY «MockoBckuii KaaeTcKui
kopnyc «Ilancuon BocnuTaHHUL, MuHucTepcTBa 000poHBI  Poccuiickoit
deneparum»y «MKK T1B MO P®» u Ha 6aze ®I'BY3 LlenTpanbHblil KIMHHYESCKUAN
caHatopuil g gerer ¢ poautensimu «ManaxoBkay dDenepanibHOr0 MEIUKO-
ouonornueckoro areurcTBa Poccun (PI'BY3 IIKC «ManaxoBkay ®MBA Poccun).

Kpumepuu exniouenus:

1. Bo3pact Ha MOMEHT BKJIFOUEHHUS B UccaenoBanue 11-13 mer.
2. llonmucanHoe 3aKOHHBIMH  TPEACTABUTEIAMH  (POIAUTENIN/OTIEKYHBbI)
100poBOJIbHOE UH(OPMHUPOBAHHOE COTJIaCHe Ha YYaCTHE B UCCIIEIOBAHUU.

Kpumepuu UCKTIIOYEHUA.

1. Pa"ee quarHoCTUPOBAHHbBIC TUCIUITHAIEMUU.
2. [TpueM TUNUICHUKAIOIITUX CPEJICTB.
3. Hanmnume xpoHudeckux 3a00JIeBaHUM TIEYCHH, OYEK, CAXapHOTO quadeTa,
TUIIOTUPEO3a.
C ydeToM KpuUTEpHEB BKJIIOUCHHMS B HMTOTOBYIO BBIOOpPKY Bomum 521

pebenok ¢ 11-13 net (cpeanuit Bo3pact cocraBuia 12,3 + 0,5 ), cpeau kotopsix 108
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BocnuTaHHul, oOyvaronuxcst B PI'KOY «MKK IIB MO P®» u 413 pgereit u3
OI'bY3 ILIKC «Manaxokay ®MBA Poccuu (292 manpunka u 121 geBouka).

BceMm 3akOHHBIM TpPEACTaBUTENSIM YYaCTHUKOB MCCIENIOBaHUSA  ObLIO
NPEMNIOKEHO 3aMOJHUTh AHKETy, HANpPAaBIECHHYIO Ha BBISBICHUE OTSATOLIEHHOIO
CEMEHHOI0  aHaMHe3a 110  aTEepPOCKIEPOTHYECKUM  CEPIAECYHO-COCYAUCTHIM
3abosieBanusaM 1 ' XC cpeau poaCTBEHHUKOB IIEPBOM CTENEHU POJICTBA - POJUTEINH,
cubchbl (OpaThst M cecTpbl), BTOPOM CTENeHU - OalyIIKH, NEAYIIKH U TpeTbei
CTENIEHU POJCTBA - TETH, JAAH, MNpadalylIku, MpajeaylIKd, IBOIOPOIHbIE
POJICTBEHHHKHU.

[lo pe3ynbraraM aHKETUPOBAaHUS YYAaCTHUKU ObUIM paclpeiesieHbl B JBE
IPYIIIBL:

o Ipynna I — nety ¢ OTATOLICHHBIM CEMENHBIM aHAMHE30M.

o I'pynna 2 — netu 6€3 OTATOLIEHHOTO CEMEHHOTO aHaMHEe3a.

Bepuduxkanusa ceMeiHON TMIEPX0JIECTEPUHEMUN OCYILIECTBISIACH COTIIACHO

nuarsHoctuyeckum kpurepusm Caiimona-bpyma [167].

2.2. MeToabl HCCIETOBAHUSA

2.2.1. O01eKJIUHHYECKHH, FreHeaJJOrH4ecKuil MeTo/Ibl

JlaHHBIA ~ METOJ  HWCCJCNAOBAaHMS  TNPUMEHSUICS TPUA  TPOBEIACHHUH
YHUBEPCAIBHOTO, KAaCKaJHOTO, TapreTHOro CKPUHUHTA, a Takxke TMpu
ONMMTOPTYHUCTHYECKOM CKPHHHMHTE B IIEPBOM TPYTIIIE MAIIUCHTOB.

OOmeKIMHNYECKUM MeTo ], 00CienoBaHusl 3akjirodaics B cOope xkajoO,
aHaMHe3a KU3HU, aHaMHe3a 3a00JIeBaHus, OCMOTPE C U3MEPEHUEM JJIUHBI/POCTa U
Macchl Telaa C TMOCIEAYIONMM pacdeToM HHJEKca Macchl Tena. dusnyeckoe
pa3sBUTHE  OLEHUBAJIOCHL IO  CTaHjgapraM  BceMupHOM — OpraHu3auuu
s3npaooxpanenus (WHO Growth Reference) ¢ ucnonszoBanuem nporpamm WHO
Anthro (Bo3pact 0-5 net) [188] 1 WHO AnthroPlus (ctapuie 5 net) [189]. Kpome
TOTO, OCYIIECTBIISUICS OCMOTp Ha Hannurue (PEHOTUITUIECKUX MAPKEPOB CEMEHHON

THIICPXOJICCTCPUHEMHU U (KC&HTOMLI, KCAaHTCIa3MbIl, JIMIIOWAHAA AyTa pOFOBI/IHBI).



64

JIOTIONMHUTEABHO ~ OTMEYajdd  COMyTCTBYIOIIME  (DaKTOPHI,  MOBBIIIAIOIINE
aTEpPOCKJIEPOTUUECKUNA PUCK: KypeHUE (BKIIIOYash HSJICKTPOHHBIE WCIIAPUTENN),
apTepuaIbHyI0 THUIEPTEH3UIO, CaxapHbId NuabeT, N30bITOYHYI0 Maccy Teja WIH
OKHPEHUE, a TAKKE XPOHUUECKYIO O0JIE3Hb MTOYEK.

['eneasiornueckuii METOJ] BKITIOUAJ JIETaIbHBINA COOp CeMEITHOro aHaMHe3a Ha
HaJIM4KUE CePAeUYHO-COCYAUCTHIX 3aboneBanuid U 'XC y poJCTBEHHUKOB MEPBO,
BTOPOM U TpeTel cTeneHu poicTBa. CBeleHHs OJIyqalld B X0J1€ INYHOTO pa3roBopa
C POAUTENIIMH 00CIIelyeMOT0 peOeHKa.

JIOTIOTHUTENBHO, PU MPOBEACHUHN TAPreTHOIO CKPUHHUHTA ObUIO MPOBEAECHO
aHKETUPOBAHUE POAUTENEH, aHKETa BKIIIOUaIa B c€0sl CIEAYIOLIUE BOIPOCHI.

Bonpocwvr ankemui:

1. Ameercs nu runepxosieCTEpUHEMUS y POJCTBEHHHUKOB IIEPBOM, BTOPOH
WIM TPEThEN CTENEHU POJACTBA?

2. OTMeYaIuCh JIM CiIy4au CepAEeYHO-COCYAUCTBIX 3abosjeBaHui (MH(apKT
MUOKap/a, WHCYJbT, WIIeMUYecKas O0JIe3Hb Ccep/illa, aTepoCKIepo3) ¥y
POJICTBEHHHKOB TMEpPBOM CTEMEHH POJCTBA A0 55 ner (MyX4uHbl) U 0 60 ner
(’KEHIIIMHBI), a TAKXKE Y POJACTBEHHUKOB BTOPOI CTEMEHU pOACTBa 10 65 net?

3. bbuH 11 y pOJICTBEHHUKOB MEPBOi, BTOPOI WIIM TPETHEN CTENIEHU POACTBA
CepJ€UHbIEe MPUCTYIIbI, TPEOYIOIIHE FOCIUTATU3AIH?

4. IIpoBoAWJIOCH M AOPTOKOPOHAPHOE IIYHTUPOBAHHME y POJCTBEHHHKOB
MIEPBOM, BTOPOI WJIM TPETHhEHN CTENEHH POACTBA?

5. IlpoBoaunace Jii KOpPOHAapHash AHTHOIUIACTHKA WJIM CTEHTUPOBAHHUE Y
POACTBEHHUKOB IIEPBO, BTOPOM MJIN TPETHEN CTENEHU POJACTBA?

6. bbly 1 ciyyau BHE3aITHOM CMEPTH Y YJIEHOB CEMBH B Bo3pacte 110 60 met?

2.2.2. JIabopaTopHbI€e HCC/IeI0BAHNS
JlaGopaTtopHble METOABI HCCIACNOBAaHUS OBITM TPUMEHHMBI B XOJe
YHHUBEPCAILHOTO ¥ TAPT€THOT'O CKPUHUHTOB.
1. Okcnpecc-TectupoBanre Ha omnpeaeneHne ypoBHa OXC B KanwLIsspHOM

KpOBU IIpHU MPOBCACHHUN YHUBCPCAJIBHOI'O CKpHMHHHIA OCYHCCTBIIIOCH IIpH
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MOMOIIIM  dKCTpecc-aHamu3aropa u TecT-mosocok (MultiCare-In, Wrtanus) Ha
NIEPBOM JTalle UCCleA0BaHusA. B HacTosIIeM UCClieJOBaHUN B KA4€CTBE TTIOPOTOBOTO
3HaueHusa OXC npu 3KCIpecc-CKPUHUHTE UCTOIB30BANICS YPOBEHD > 5,5 MMOJIB/II.
O1o pemieHue Obulo  OOYCIIOBIEHO HEOOXOAUMOCTBIO CHW)KEHHMS 4Hcia
JIO’KHOIOJIOKHUTENIbHBIX PE3YJIbTATOB IMPU MACCOBOM OOCIIEIOBAaHUHU, C YYETOM
METO/I0JIOTUYECKUX OCOOCHHOCTEH JKCIpecC-aHAIU3aTOPOB U (U3UOJIOTUYECKHUX
KoJeOannii JunmuAHOrO OoOMeHa y jaerei. BpiOpanHbIii mopor oOecrieunBan
ONTUMAJIbHBIA ~ OallaHC  MEXJIYy  UYyBCTBUTEIBHOCTHIO U TOJIOKUTEIIbHON
NPOTHOCTUYECKOW  IIEHHOCTBIO TPHM MHUHUMHU3ALMKA HArpy3Kd Ha  dTan
J000CIIEIOBAHUS.

2. Onpenenenue JMMUAHOTO criekTpa cbiBOpoTkr kposu: OXC, JIHII, JIBII,
TI', mpoBOAMIOCHE Ha BTOPOM 3Tale YHHUBEPCAIBHOTO CKPUHUHTA MAlMEHTaM C
ypoBHeM OXC > 5,5 MMoIIb/I1 110 pe3yibTaTaM SKCIPECcC-TeCTUPOBaHMs, Ha 0aze
I'bY3 «JAI'Kb um. 3.A. bammsesoit [I3M» nHa ananuzatope «Sapphire 400
Premium» (Snonus).

B Xozme TapreTHoro CKpUHUHIAa OIpENElIeHHE JUIOUAHOIO CIHEKTpa
ocymectBisuioch Ha 6aze ®I'BY3 [HKC «Manaxoskay ®MBA Poccun u Ha 6aze
netrckoro otaenenus PI'bY «HMULL BMT um. A.A. ButaeBckoro» MuHo60poHbI
Poccun BceM manueHTam, BKIIOYEHHBIM B UCCIIEJOBaHHE Ha aHaiu3atope «Abbott
Architect c4000» (CIIIA).

3. UccnenoBanue OMOXUMHUYECKOTO MTPOQHIIS TPOBOIUIIOCH I UCKITIOUEHUS
3a00sieBaHUs IEYEHH, TOYEK, CAXapHOro aquadeTa.

B xome BTOpOro sTama yHHMBEpPCAJIBHOTO CKPUHHHTA MAllMEHTaM C YUCTOU
TUMEPXO0JIECTEPUHEMUEH W APYrMMH (opMaMH HApYIICHWA JUMUIHOTO OOMEHa
MIPOBOANIIOCH ONpEICIICHNE aJlaHMHAMUHOTpaHchepasbl (AJIT),
acnapraramuaoTpancdepasbl (ACT), kpeatundochokunazer (KOK), rimrokossl,
oOmero OwiMpyOuMHa, KpeaTMHHMHa Ha aHanuzatope «Sapphire 400 Premium»
(Smonus).

B Xxome TapreTHoro CKpMHMHra OMOXMMHYECKHHM aHaiu3 KpOBH,

Brovaromuii onpeaenenue AJIT, ACT, riroko3bl M1 KpeaTUHUHA, MPOBOJAMIICS Ha
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0aze ®I'bY3 LIKC «MamaxoBkay ®MBA Poccun u Ha 6a3e IETCKOrO OTACIICHUS
OI'bY «HMUL[ BMT wum. A.A. BumneBckoro» Mwunoboponsl Poccun Ha
ananuzatope «Abbott Architect c4000» (CHIA) mnamuieHTamM C BBISIBICHHON
runepxonecrepuHemueit  (ypoBeub OXC >5,2 mMonb/1) 10  pe3yibTaraMm
VCCIIEOBAHUS JIMTUAHOTO CIEKTPA.

4. UccnenoBanue THpeouHOTro mnpoduiis: TupeoTponHbiii ropmon (TTID),
TUPOKCUH CcBOOOJHBIN (T4 CB.), OCYHIECTBISZIOCH B XOJ€ BTOPOro 3Tama
YHUBEpPCAIBHOTO CKpUHUHTa Ha aHammzatope «Mindray CL-12001» (Kurait)
NAlMEHTaM C YUCTOM TMIEPXO0JIECTEPUHEMHUENH U JPYTUMU (popMaMH HapyLIEHUN
JUTUAHOTO 0OMEHA ISl UCKITIOYEHUS TUIIOTUPE03a U Ay TOMMMYHHOTO TUPEOUIHTA.

Omnpenenenne TTI' B Xo7e TapreTHOro CKpUHUHTA MPOBOJWIOCH Ha 0Oase
®OI'BY3 LIKC «ManaxoBka» ®MBA Poccuu u gerckoro otaeneaus ®I'bY «t HMUIL]
BMT um. A.A. Bumneckoro» Muno6oponsl Poccun Ha ananmuzarope «Mindray
CL-12001» (Kutait) BceM malydeHTaM C BBISABICHHON THIIEPXOJECTEPUHEMHUEH, C

HCJIbI0 UCKIIIOUYCHUA TMIIOTHUPCO3Aa.

2.2.3. UHcTpyMEeHTAJIbHbIE HCCIEeI0BAHUS

B Xxone yHuBEpCcaJbHOTO CKpPHUHMHIAa Ha BTOPOM OJTalle HCCIEI0BaHUs
MaIlMeHTaM C YUCTOW THIEPXO0JIECTEpUHEMUEH U JPYTUMU (popMaMu HapylIeHUN
JUOUAHOTO OOMEHAa MPOBOJAWIIOCH YJIBTPa3BYKOBOE MCCIIEJOBAHUE OPraHoOB
OpIOIIHOM TIOJIOCTH M IIIMTOBUJIHOM jKelie3bl Ha ammapate «Simens Acuson NX3»
(I'epmanus). YabTpa3ByKOBYIO BHU3YalIM3alMI0 OPraHoOB OpIOMIHOW MOJIOCTH
BBITIOJTHSITU TI0 MHTETPAIbBHOMY MPOTOKOJIY, BKIIOUABIIEMY:

1) oneHKy mapeHXuMbl NIe4eHU (YPOBEHb 3XOT€HHOCTH, JTJUHEHHbBIE pa3Mephl
opraHa, YeTKOCTb KpaeB, 0COOCHHOCTH COCYJUCTOTO PUCYHKA);

2) ananu3 MOpGOMETPUH U TIPOCBETA KEITIYHOTO MTY3bIPS;

3) XapaKTepUCTUKY IXOCTPYKTYPbI MOJKEITYJOUHOM JKeJie3bl U CEIE3EHKH.

[Ipy ckaHMpPOBAHUM MIMTOBUIHOM KEJIE3bl U3YUaJIU dXOCTPYKTYpPY MPaBOU U
JEBOM [JIOJIEW, COCTOSIHME M pa3Mepbl INepelleiika, a TakXke I[apaMeTpsl

BHYTPUOPTaHHOW FeMOJIMHAMHUKH.
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2.2.4. MoJieKyJSIpHO-TEHeTHYECKOE NCCJIeIOBAHUE

MonekyJIIpHO-IreHETUYECKOE UCClel0BaHne MpoBoaniochk Ha 0aze ®I'BHY
«Menuko-reHeTHYeCKnuii Hay4uHbld HeHTp uM. akana. H. II. boukoBa» y smi c
MOJIO3PEHUEM HA CEMEHHYIO THIIEPXOJECTEPUHEMUIO, BBISIBIEHHBIX MOCPEICTBOM
YHUBEPCAIBHOT0, ONIOPTYHUCTUYECKOTO WIIM KACKaTHOTO CKpUHUHTA. JlJIs aHanmu3a
Opanu 2—3 MJI BEHO3HOM KpOBH, cOOpaHHON B BakyyMHble mpooupku ¢ 0,05-M
pactBopoMm DJITA.

CekBEHHpOBaHUE OCYIIECTBISIJIM METOJOM MAacCOBOIO MapajuIesIbHOIO
yteHus (mnatdopmsl lon S5, GenoLab, [llumina MiSeq) ¢ oxBaToM KOIUPYIOIIMX
obnacteit 60 sSIEpPHBIX TEHOB, ACCOIMUPOBAHHBIX C PA3BUTHUEM JTUCITUIIUIACMHUI
(ABCAI1, ABCGI1, ABCGS5, ABCG8, AGPAT2, ALMS1, ANGPTL3, APOAI,
APOA2, APOA4, APOAS, APOB, APOCI, APOC2, APOC3, APOE, APON,
BSCL2, CAVI1, CAV2, CAVINI, CETP, CH25H, CIDEC, COQ2, CPT2,
CREB3L3, GCK, GPDI1, GPIHBP1, HNF1A, LCAT, LDLR, LDLRAPI1, LIPA,
LIPC, LIPE, LIPG, LMF1, LMNA, LMNB2, LPA, LPL, MTTP, MYLIP, NPCI,
NPCIL1, NPC2, PCSK9, PLIN1, PLTP, PPARA, PPARG, PPPIR17, PYGM,
SARI1B, SCARBI, SLCO1B1, SLCO1B3, STAP1).

[TonyyeHHbIe UTE€HUS BBIPABHUBAIU C pedepEeHCHON MOCIeA0BATEIbHOCTHIO
redHoma uyenoBeka (hgl9) mpu momomu aBTOMATHU3MPOBAHHOTO MPOTPAMMHOTO

KOHBeﬁepa. HOTCHHI/IELHBHEISI MMaTOIrCHHOCTL BBISABJICHHBIX BAPUAHTOB OLCHHUBAJIAChH

o 6a3e gnomAD (v2.1.1).

2.2.5 CraTUCTHYECKUI AaHAJIN3
Jlis 00paboTKKM AAaHHBIX, BKIIOYas MX CHUCTEMAaTH3alMI0, CTATUCTUYECKUUN
aHalM3, HAKOIJICHHEe WHQPOpMAIMK, a TaKkKe IS CO3JaHUS BH3YalbHBIX
NpEICTaBICHUNA pPE3yJIbTaTOB MCCIEAOBAaHUSA OBLIM 3aJeCTBOBAHbBI Pa3IUYHbIC
nporpammHsbie odecrieuenusi. B uactnoctu, ucnonb3oBanuck Microsoft Office Excel
2019, mporpammsl SAS JMP PRO Bepcun 17.2 u StatTech v. 4.8.5 (OOO "CrarTex",
Poccust). B xome wuccienoBaHHs NPUMEHSUIMCH CIEAYIOLIME CTATUCTHUYECKHE

METObI:
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OnucamenvHas  cmamucmuka UCNOJIb30BAIACh  JUISL  XapaKTEPHUCTHKU
KOJIMYECTBEHHBIX MOKa3aTeseH, JUisl KOTOPBIX PACCUUTHIBAIIUCH CPEIHUE 3HAUCHUS
(M) u cranpaptaeie oTkioHeHus (SD). [Ins kareropuaibHbIX TMEPEMEHHbIX
ompenensyii adconoTHbie (n) W oTHocuTenbHble (%) wactoThl. B mensx
KOJIMYECTBEHHOM OlIeHKU 3(deKTa Mpu CpaBHEHUU OTHOCUTENIbHBIX IMOKa3aTesen
pacCcYMTHIBAIA OTHOILIEHHE IIAHCOB € yKa3aHueM 95% noBepuTenbHOro MHTEpBaa
(OLI; 95 % AN).

Cmamucmuueckue pa3iudus MKy CPAaBHUBAEMbIMH I'PYIIIIAMU OLECHUBAIN
npu nomou t-tecta CTbIOJEHTA JIJISl HE3aBUCUMBIX BBIOOPOK, €CJIM MEPEMEHHbIE
COOTBETCTBOBAIM HOPMAJIBHOMY PaCIPEAEICHUIO0, €r0 HAJIUYHE MPEABAPUTEIBHO
MOATBEPAKAANN TECTOM Ha HOPMAJIbHOCTb. IIpH OTKIIOHEHWH pacHpenesieHHs OT
HOPMAJIbHOTO KOJIMYECTBEHHBIE I[I0KA3aTeNM ONHChIBAIM MenuaHod (Me) u
UHTEPKBApTWIBHBIM pa3zMaxoMm (Q1-Q3), a wux cpaBHEHHE OCYIIECTBISLIN
Henapamerpuueckum U-kputepueM ManHa—YuTHu. [nd ananusa paznnuuil B
YaCTOTE KATETOPUAIBHBIX PU3HAKOB IPUMEHSIIN y>-KpuTepuid [Inpcona.

Oyenxa  s¢gpghexmusnocmu  paznuunvlx  cmpameutl CKpUHUHA
OCYUIECTBJISIACH ITyTEM BBIYMCIICHHS OCHOBHBIX IOKa3aTelel AMAarHOCTUYECKON
[IEHHOCTH: YyBCTBUTEIBHOCTbD, CIEIU(DUIHOCTD, TOJIOKHUTEIbHASI TPOTHOCTHYECKAs
neHHocTh (PPV) u orpunarensbHas nporaoctuyeckas ieHHoCTh (NPV).

[IporHocTuyeckasi OlIEHKa BEPOATHOCTH LIEJIEBOIO COOBITUS OCYIIECTBIISIIACH
MyTeM TMOCTPOCHUS OWHAPHOW JIOTUCTHYECKOW perpeccuu. Jlnarnoctuueckas
MH()OPMATUBHOCTh KOJMYECTBEHHBIX MEPEMEHHBIX MPOBEPSIACH MOCPEICTBOM
ROC-anamu3a. OntumanbHoe mnoporoBoe 3Hauenwe (cut-off) mnepemenHoi
yCTaHaBJIMBAJIU B TOUKE MaKCUMaJIbHOTO UHAEKca FOnena.

CratucTryeckuii mopor 3Ha4UMOCTH BO BCEX aHAIM3aX YCTAaHABIMBAJICA Ha
ypoBHe p <0,05, 4To cUMTANIOCh KPUTEPUEM CTATUCTUYECKH 3HAYMMBbIX Pa3Iuyuil U

accolluamnuim.
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TJIABA 3. PE3YJIbTATBI COGCTBEHHBIX HCCJIEJIOBAHUI

3.1 Ouwuenka 3¢ deKTUBHOCTH NPUMEHECHUS IPOTPAMMbI YHHBEPCAJIbHOI0

CKPUHMHIA cpenu aerei 9-11 jger

Peanuzanust yHHBEpCcaabHOTO CKpPHMHHHTA OCYIIECTBIsUIACh Ha 0asax
JBA/IIIATH JIETCKUX TOPOJCKUX TOJMKIMHUK JlemaprameHTa 3/IpaBOOXpaHEHUS
ropojia MockBbsl U I'BY 3 «II'’Kb um. 3.A. banuiseBoit JI3M» cpenu 25 000 nereii B
nepuox ¢ 01.12.2023 r. mo 30.11.2024 r. B 2 stama. /lu3aliH ucclieIOBaHUS

YHUBCPCAJIBHOI'O CKPHUHHHI'A IIPCACTABIICH HA PHUCYHKC 2.

I3TAN
Ilp ucene. ypoBHa OXC kanHUIApHO#i KPOBH METOIOM JKCIpecc-TecTa JeTaM ¢ 9-11 ner na
Ga3zax aBaaIaTH ACTCKHX FOPOACKHX MOJHIJIHHHUK I'. MOCKBBI
(n= 25 000)

i B

I 3TAN
Ha 6a3e I'BY 3 «/II'KB um. 3.A. Bauusesoii JI3M»

1

[ BeisBieHHEe H 063BOH NalMeHTOB ¢ ypoBHeM OXC = 5,5 MMOJIB/JI € LEIBIO NMPHIJIAIICHHA HA TPHEM B ]

I'bY3 «JII'KB uMm. 3.A. bauumsesoii JI3M» uia noo6enenoBanus

(n=5695)

e O3 i/ ) He orBeuanu na )
'“::’pl; :m:s:tn:;"z:"m 3anucans! Ha IpHeM 3BOHKH/HAXOAMJIHCH BHE
el (n=902) 30HBI AeHCTBUS CeTH

(n=709) (n=4084) )
) Hccnenosanue nunuaHoro npodmas (OXC, JIHIL, JIBII, TIN) )
H BEHO3HOH KPOBH, nep! 1if ocMOTp Ta, c6op 3a
& xnunu_c;ouza TN IKH3HH, 36 HHOro 33, HHTEpNIpeTalua
(0=902) MOJIyYEeHHBIX Pe3yJIbTaTOB JIMITUAHOIO npoduis
(n=682)
- J )
JlocToBepHO No! 1 yp OXC> 5,2 MMOB/1I MO pe3yabTaTaM
HCCJICZIOBAHHMA JIMITHHOTO NPOdgHIA BEHO3HON KPOBH
(n=120)
- I
BropuuHas aucamnuaeMus Ha goue Tlpu B “MCTO rumnep Tef W Ipyrux dopm
OKMPEeHNA/M3GBITKA MACChI TesIa HapyIlIeHHI THMHAHOro O6MeHa — MOBTOPHAs KOHCY/IBTAIlUA H
(n=23) nooGceieioBaHne, BKIIIOYAIONIEE HCC 6HoX: o
Y, ananu3a kpoBH (ACT, AJIT, KOK, o6mmit 6uanpyonH, KpeaTHHHH,
IIOK03a), THpeonaHoro npoduns (TTI, T4 cs.), Y3HU opraHos
GpromHo# NoJIoCTH,
VY3HW mMTOBHIIHOM Kese3bl
~
PexkomeHnanu H TaMm no !
BEJICHHIO CMICIHATHCTAMH 110 MECTY
ISR ISIECEN Y Crxc Jipyrue (hopMel HapymeHHi
(n=35) JmnuaHoro o6mena (n=62)

ToB ¢ CI'XC B Pernctp PEHECCAHC u HanpasjieHHe Ha MEIHKO-TeHETUHECKOe

Ha6moaenus cnenmanucramu Ha 6asze I'bY3 JITKB um. 3.A. Bauusepoii JI3M, onpenesieHne TAKTHKH BEACHHUA U
uccnenosanne 8 OI'BHY MI'HII um. akanemuka H.IT. Boukosa

PucyHnok 2 - /Iu3aifH npoBeieHNs YHUBEPCAJIbHOT0 CKPUHUHTA
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IHpumeuanue: OXC — obwuii xonecmepun, JIHII — nunonpomeunwvt nuskou niomuocmu, JIBIT —

aunonpomeurwl 8vicokot niomuocmu, TI'— mpuenuyepuowlt, CI'XC — cemetinas eunepxonecme-

punemust, AJIT — ananunamunomparncgepasza, ACT — acnapmamamunompancgepasza, KOK —

kpeamunghocgpoxunaza, TTI — mupeomponnwiii copmon, T4 c8. — mupokcur c60600mbill, Y3HU-
VIbMPA38YK0OB0OE UCCIe008aAHUE

Ha nepsom smane Obuto mnpomeneHo ompeneneHue ypoBHs OXC wu3
KalWUIIPHOW KpOBU MeTOoA0M s3kcmpecc-tecta 25 000 mersm, 12443 manbuumka
(49,8%) u 12557 neBouek (50,2%) ¢ 9-11 net (9,68 £ 0,74 51eT) B NOTUKIMHUKAX T.
MOCKBBI.

Onpenenenue ypoBHsi OXC mpoBOIWIOCH KaK HATOMIAK, TAK U MOCHE €IIbI.
['pynma manueHToB, y KOTOpbIX onpenesienne ypoBHa OXC npoBOIMIIOCH HATOIIAK
Biurovana 12 316 (49,3%) neteit, B rpymnie, y Kotopbix ypoBernb OXC onpeaensuics
nocJie enpl - 12 684 (50,7%) nereit. Cpenu oOcnenoBanHbIx getei nokazatenn OXC
<5,5 mmorb/n 6611 BeIsIBICHBI Y 10383 (84,3%) neteit, 0OCcie10BaHHBIX HATOIIAK
ny 8922 (70,3%) nerei, y KOTOPBIX MOKa3aTEIN OMPENEISIIUCH Mocie epl. boiio
OTMEUEHO, UTO B CTy4dae, €clid y peOCHKa aHalIu3 MPOBOIUIICA MOCTE e1bl, TO OoJiee
4acTO PErUCTPUPOBATIOCH 3HaUeHHe ypoBHA OXC > 5,5 — 7,5 mmonb/1, uto B 1,9 pa3
MPEBBIIAET TMOKa3aTeNd, MOJydYeHHble y jaeTeil Haromak (3590 gereét u 1855
cooTBeTCcTBeHHO). [Tokazarenu ypoBus OXC> 7,5 MMOJB/1T B TpyMie, CAaBaBIINX
MOCJIe €JIbl MIPEBOCXOAMIN Oojiee yeM B 2 pasa MoKa3aTelH, MOJIyYeHHBIC Y JIeTen

Haromiak (172 pebenka u 78 coorBeTcTBeHHO) (PucyHok 3).

100,0

Ilokasarenn OXC

.OXC < 5,5 Mmonb/a

[ OXC = 5.5 - 7,5 mmonb/n
. OXC > 7,5 MMonB/1

Jlons nabmionenuii, %

25,0

0,0

Haromax [Mocne enst
3aBHCHMOCTB OT ITPHEMA TTHIIH

Pucynok 3 - Pacnpenesienue nokasaresieid yposusa OXC B 3aBHCHMOCTH OT
npueMa nuIu
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ConocraBnenune nokazareneil OXC y nauueHToB, NPOXOJUBIINX 3KCIIpecC-
TECTUPOBAHUE HATOIIAK, U Y OOCIETOBAaHHBIX MOCIE €/bl BBISIBIIIO CTATUCTUYECKU

3HaunMble pazanaus (p <0,001) (Tabauma 6).

Tabamnua 6 - Ananus nokazaresneit ypoBHsa OXC B 3aBUCUMOCTH OT IPUEMA TTUILIA

KoJsn4ecTBo nereil, y KOTOPbIX
MoKa3aTen Hopmbi onpexaesiiics yposenb OXC B D
ypoBHs OXC 3aBHCHMMOCTH OT MPHEMA MUIIH
Hartomaxk IocJie enpl
0OXC <5.5 10383 8922
MMOJIb/JT (84,3%) (70,3%)
OXC=5,5- 1855 3590
Yposerb OXC | 5 oo/ (15,1%) (28,3%) <0,001
0XC>17,5 78 172
MMOJIb/JT (0,6%) (1,4%)

Ananuzupys nokazatenu ypoBHs OXC cpeau 25 000 oOcnemyemMbix neTei B
3aBHCHUMOCTH OT I0jIa CIEAYEeT OTMETUTh, uTo 12 443 (49,8%) ObuIM MY>KCKOTO
nosja, cpeau Hux y 9464 (76,1% ot o0111ero koaudecTBa MalibuukoB) ypoBeHb OXC
ObL1 MeHee 5,5 Mmonb/1. Y 2826 (22,7%) manbunkoB ypoBenb OXC Haxoausics B
npeaenax > 5,5 — 7,5 mmonws/a uy 153 manbunkos (1,2%) yposenbr OXC Obu1 Oosiee
7,5 mmonb/n. Takke cpeau oOcienoBaHHbIX ObuTO BbIsiBIEHO 12 557 (50,2% ot
00111ero KOJIMUeCTBA JICTEeH ) TIpeAcTaBUTeNeH keHckoro noa. Cpenu aeBoyek OXC
<5,5 mmonw/n Habmonancs y 9841 (78,4%), y 2619 (20,9%) 6su1 BeisiBieH OXC >
5,5—-17,5 mmonp/n u'y 97 (0,8%) neBouex yposerb OXC Obu1 6osee 7,5 MMOIB/II.
[Ipn ananuze mnokazateneit ypoBHs OXC B 3aBUCUMOCTH OT I0Ja, OBLIU

YCTaHOBJICHBI CTATUCTUUECKHU 3HaUMMBbIe pazaudus (p <0,001) (Tabnuua 7).

Tab6auna 7 - Pacnpenenenue nokaszaresnei 00111ero XoJaecTepruHa Cpeiy y4aCTHUKOB
CKPHUHMHIA B 3aBUCMMOCTH OT I10JIa

IToka3arennb Hopme! Hox
ypoBHsa OXC My:xckoii Kenckuii p
OXC <5,5 9464 9841
MMOJIB/JT (76,1%) (78.,4%)
Yposenb OXC OXC > 5.5 - 2376 2619 <0,001
7,5 MMoJIb/1T (22,7%) (20,9%)
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IMoka3zaresb Hopwwt Hox p
ypoBHsa OXC MyxCcKOH AKenckuii
Yposenb OXC 0XC>17,5 153 97 <0,001
MMOJIB/JT (1,2%) (0,8%)

Takum 00pa3om, Ha TEpPBOM dTale MPHU aHAIM3E PE3yJIbTATOB JKCIpecc-
TECTUPOBaHMUS OBUIO BBIABICHO 5695 (22,78%) mererr ¢ ypoBHem OXC > 5,5
MMOJIB/J1. Bce 3akoHHBIE TpencTaBUTENd JeTed Obul MHGOPMHPOBAHBI O
pe3yibpTaTax O00CJeOBaHUs CIEHUATUCTAMU TOJUKJIMHUYECKOTO 3BEHAa U
HEO0OXOIMMOCTH ITPOBEACHUS JOMOIHUTEIBLHOTO 00ciienoBanus npu yposae OXC >
5,5 MMOJIB/JI.

Ha emopom »smane ocCylmecTBIsIaCh CUCTEMATU3alMs IOJTYYEHHBIX
pe3yJIbTaTOB MOKCKa ManueHToB ¢ ypoBHEM OXC > 5,5 MMOJIB/ ¢ TOCJIEAYIOMINM
O0O3BOHOM WX 3aKOHHBIX TIPEJICTaBUTENIEH C IIeNIbI0 MpUIJIAIIEHUS Ha
nooOcnenoBanue. Ilo pesynbratamM 003BoHa, poautenu/onekyHsl 709 (12,4%)
JIeTeN 0TKA3JIUCh OT JIOMOJHUTEILHOTO 00CIeIOBAHUS 110 PA3TUYHBIM MPUYHHAM,
npeactaButenu 4084 (71,7%) nereit cOpachiBadu 3BOHKH/HAXOAUINCH BHE 30HBI
JEUCTBUSL CETH, B CBs3U ¢ 4ueM Toibko 902 (15,8%) peGeHka ObuiM 3amucaHbl Ha
npuem. Cpenu 902 3anucaHHbIX HA MPUEM, Ha OYHBIN MTpUEM SBUIIUCH 682 pebeHka,
YTO COCTaBIANO 75,6% ot 3anucanHbix gered u 11,9% ot Bcex neren ¢ ypoBHEM

OXC = 5,5 mmons/n (Pucynok 4).

(1.7]
75,6%
(11,9%)

l BsAsuancs Ha npaem O He aBiInCch HA NpHeM ‘

O 3anucanbl Ha PHEM
OOTKa3 poJuTeeil/3aKOHHBIX NPeICTABATENEH
O He 0TBeuATH Ha 3BOHKH/HAXOJHINCH BHE J0HBI AeliCTBHA CeTH

PucyHok 4 - PesyibTaTsl 003B0OHA poauTelieii/onekyHoB ¢ yposHem OXC > 5,5
MMOJIb/JI
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Bcem nanueHTaM, KOTOpble MPUIUIA Ha TpueM (n=682), ObUIO MPOBEAEHO:
uccienoBanne ymnuaHoro npoduns (OXC, JIHII, JIBII, TT') BeHO3HOW KpOBH,
NEPBUYHBIA OCMOTp MalMeHTa, COOpP aHaMHe3a >KU3HH, 3a00JIeBaHuUs, CEMEHHOrOo
aHaMHe3a, MHTEePIPETAIHs MTOTYyYCHHBIX PE3YIbTaTOB JUTHATHOTO TPODUIIS.

1o pe3ynbTaTaM ucciaea0BaHus JIMMUIHOTO poduiis BEeHO3HOU KpoBU y 120
netreit (17,5% ot ocmoTpennbix u 2,1% ot Bcex aereit ¢ ypoHemM OXC > 5,5
MMOJTB/JT TIO pe3yJIbTaTaM dKCIpPece TecTa) OblIa BhIsABICHA nuciunuaemust. Cpenu
120 nerelt ¢ BeIABIACHHON AuciaunuaeMueit y 35 nereit (5,1% oT oCMOTpPEHHBIX H
0,6% ot Bcex nereit ¢ ypoBHemM OXC > 5,5 mMMoyb/l) yCTaHOBJIEHAa 4YHUCTas
runepxoniecrepunemus. Y 23 (3,4% wu 0,4% cOOTBETCTBEHHO) JeTed Oblia
BBISIBJICHA BTOpUYHAs AUCIUANUIEMUS Ha GoHE oxupeHus. [[pyrue HapyieHus
JUTIUTHOTO OOMEHA ObUIM IMAarHOCTUPOBAHBI y 62 nerei, 4yTo coctaBisieT 9,1% u

1,1% cootBeTcTBeHHO (Tabnuia 8).

Ta6auua 8 - Pe3ynbTarsl IMOUAHOTO NPOQPUIISL M TUATHOCTHKH (n=682)
Ipynna 0XC JIHIT JIBII T
(n) (MMoOJIB/T) | (MMOJB/I) | (MMOJIB/J) | (MMOJIB/J)
M=£SD) | M£SD) (M £ SD) (M £ SD)
Hucras
rurnepxojecrepudemus | 6,62+ 1,12 | 4,84 +1,07 | 1,21+0,19 | 1,11 £0,18
(n=3)5)
Bropuunas
AUTCHIIIACMIBE 1 575 20,23 | 3,40+ 044 | 133+0,18 | 1,13+0,21
Ha (hOHE OKUpEHUs
(n=23)
Jpyrue HapymeHus
JIUITAHOTO OOMEHa 5,72+0,35 | 3,51+0,33 | 1,42+0,21 | 0,87 £0,18
(n=62)
3popossie KeTH 448 £0,56 | 2,58+034 | 1,36 0,12 | 0,85+ 0,34
(n=562)

[lo pe3ynpTaTaM WHCCIENOBAHUSA JIUIUAHOTO MPOQPWIST MALMUEHTHl ObUIH
pa3JesieHbl Ha YEThIPE IPYIIIbL:
- B mepBoli rpymirie nerei ¢ YuCcTol runepxosecrepuieMueii (n = 35) cpennuii

ypoBenb OXC coctaBui 6,62 £ 1,12 mmons/n, JIHIT — 4,84 + 1,07 mmons/a, JIBIT —
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1,21 £ 0,19 mmomnp/m, TT' — 1,11 £ 0,18 MMob/11, 94TO ABISETCS XapaKTEPHBIM IS
nanueHToB ¢ CI'XC;

- Bo BrOopoi#t rpymnme nere co BTOpUYHOM AMCIMOUACMUCH Ha ¢doHE
oxxkupenus (n = 23) cpemHHe ypOBHU TOKasaTeliel JIMMHUIHOTO Mpoduis ObuH
coroctaBuMbl: OXC 5,75 £+ 0,23 mmons/im, JIHIT 3,40 + 0,44 mmons/a, JIBIT 1,33 +
0,18 mmoms/m1, TT" 1,13 +£ 0,21 Mmonb/m;

- B Tpetseii rpynme (apyrue HapyueHus JUMHIHOTO 0OMeHa n=62) cpeiHui
ypoBenb OXC coctaBui 5,72 0,35 mmons/n, JIHIIT 3,51 + 0,33 mmons/i, JIBIT 1,42
+ 0,21 mmous/m, TT" 0,87 £ 0,18 MMOIB/T COOTBETCTBEHHO;

- B derBepToif rpymme mNanMEHTOB, Y KOTOPBHIX HE OBUIO BBISIBICHO
OTKJIOHEHHUH B TIOKa3zaTelaX JUMUAHOTO Tpoduisa (310poBble aeTH n=562)
cpeanuit ypoBenb OXC 4,48 + 0,56 mmons/n, JIHIT 2,58 + 0,34 mmons/1, JIBIT 1,36
+ 0,12 mmoue/n, TI' 0,85 + 0,34 MMoIb/1I.

[TanpeHTaM co BTOPUYHOMN AUCIUNHUAEMHEN HA (POHE OKUPEHMS ObLTU JaHBI
PEKOMEHJAIMH 10 BEACHUIO CIIEHUATIUCTAMU 110 MECTY JKUTEIbCTBA, a MAIUEHTHI C
YUCTOW TUTIEPXOJECTEPUHEMHUEH W APYTUMH (OpMaMH HAPYIICHUM JIUIHUIHOTO
oOMeHa HampaBjieHbl Ha J000CieIoBaHUE, BKIIOYAIOUIEE HCCIIeI0BaHUE
onoxumuyeckoro anamuza kpoBu (AJIT, ACT, KO®K, ob6muii OunupyOuH,
KpeaTuHUH, T1I0K03a), Tupeonnoro npoduist (TTT, T4 ceoboansiii), Y3U opranos
OpronrHOM nosioctd, Y31 NUTOBUIHOM KENe3bl.

[To pesynbpTaTam JOMOTHUTENHHOTO OOCIEAOBAHMS TMAIUEHTOB C YHCTOU
TUIEPXO0JIECTEPUHEMUEH U JPYTUMHU HAPYIICHUSIMHU JTUOUAHOr0 oomeHa (n = 97)
BTOpUYHASl JUCIUNUAEMUS HUCKIoueHa. CpeaHue 3HA4YeHHMs MoKas3aTelieu
onoxumudeckoro ananmsa s ganaou rpynmsl: AJIT 18,2 + 3,8 En/n, ACT 19,4 +
4,1 En/n, KOK 120,8 £ 22,1 En/n, oOmuit 6unupyoun 11,7 £ 4,3 mMxMoib/i,
kpeatuauH 40,3 + 8,3 MkMonbw/1, Troko3a 4,7 £ 0,3 mmone/in. CpeHue 3HAYCHUS
TUpEOUIHOTO poduiia B nanHou rpymnmne coctaBiasum: TTIN 2,3 + 0,7 MmkME/min, T4
cBoOoaHbIN 13,9 £ 2,8 nmounsw/n. [To pesynbratam Y3U opraHoB OpronIHOMN MOJIOCTH

1 Y3U 1TOBUIHOM KeNe3bl, 3HAYUMBIX OTKJIOHEHUH BBISIBIIEHO HE OBLIO.
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Takum 00pa3oM, 1o pe3ysibTaTaM YHUBEPCAIbHOIO CKPUHHUHTA BBISIBIICHO 35
nerei ¢ CI'XC (mo kpurepusim CailiMoHa—bpyma M KpUTEpUSIM 3KCIEPTOB
eBporieiickoro odmiecta o arepockieposy (EOA)). Bee maunentst ¢ CI'XC 6b11n
HaMpaBJICHbl HA MOJICKYJSIpHO-reHeTnYeckoe ucciuenopanue B ®I'bHY «Menuko-
TEHETUYECKUM HAYYHBIN LIEHTp nMeHU akajnemuka H.I1. boukoBay, 1o pesynpratam
KoToporo 0bu10 BhIsiBIEHO 19 (54,3%) narnuenToB ¢ myTtauuei B rene LDLR.

[TarimenThl ¢ KIMHUYECKW/TeHeTHUeckH moarBepxkaecHHo CI'XC Opum
BHeceHbl B peructp PEHECCAHC. Ha3naueHue TMIONMINIEMUYECKON Tepanuu
OCYIIECTBIISUIOCH B~ COOTBETCTBUM  C  POCCUUCKMMH  KIMHUYECKUMU
peKoMeHIanuaAMu 1o ceMeiHoi runepxonectepunemun 2018 r. Cpenu nereit c
apyrumMu (GopMamMu HapylIeHUH JIMIMUIHOTO OOMEHa MPOBOAUIIACH KOPPEKIUs
JUNUAIHOTO  mpoduyis ¢ TOMOIIBIO  JUETOTEpanvMd U OpraHu3aius
npoPHIIaKTHIECKON paboOThl ¢ 1EIbI0 MPEIOTBPAIICHUS BO3MOXXHBIX CEPICHHO-

COCYAUCTBIX OCJIOKHEHHUM.

3.2 OuneHka 3¢$eKTUBHOCTH NPUMEHEHUS ONMOPTYHHUCTHYECKOT 0
CKPUHUHIA, B TOM 4YHCJIe OCHOBAHHOIO HA Pe3y/ibTAaTaX MOUCKA MAIUEHTOB C
runepxoJiecTepuHeMueii B 3JIEKTPOHHBIX MeITUIIUHCKUX KapTax u 0a3ax

JAHHBIX Ja0opaTopuil

AHanu3 3¢(HEeKTUBHOCTH ONMOPTYHUCTUYECKOTO CKPUHHMHTA BBITIOJTHSJICS B
Koroprte AeTed U moJapocTkoB, HaOmogaromuxcs Ha 6aze ['BY3 «AI'Kb um. 3.A.
bamsesoit  JI3M» wu  oOpatuBmiuxcss 3a aMOyJIaTOpHOW TOMOILIBIO B
nonukinanueckue noapazaenenus 3M no ganueim EMUAC r. MoCKBBI.

CornacHo pesyibTaTaM ONYyOJMKOBAHHBIX HCCJIEAOBAHMM, TEOpeTHYecKas
YacTOTa BCTPEUAEMOCTH BCEX TUCITUIUIEMHN Cpeu IeTCKOro HaceneHus - 2-10%
[51], uro cocraBusier ~57 134-285671 cnywyaeB Ha 2 856 714 wmuH. nereu,

MMPOXNBAKOIIUX B T. Mockaa.
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Ha nonto nepBruuHbIX qucnunuaemuil npuxoaurtces 45 720 cinyyaes (1,6%) ot
2856 714 mnH nereil, mpokMBaromMX B I'. MOCKBa, Cpeld KOTOPBIX MOKHO
BBIJICIIUTD:

- ceMeliHasg TUNEPXOJECTEPUHEMUSI - YaCTOTa BCTPEYAEMOCTH COCTABIISET
1:250 yenosek [60], yto mpennonaraet ee Hanuuue y 11426 (0,4%) neteit ot 2 856
714 mun;

- cemeliHas koMOuHupoBanHas guciaunuaemus (CKJl) nuarnoctupyercs ¢
yactoroit 1:100 uenosek [137], uto coorBercTBYeT 28 567 (1%) npeanonaraeMbix
ciy4daeB OT 2 856 714 mun;

- yactota curoctepoiaemuu (CCJI) - 1:200000 [111], mosTomy oxugaemoe
KOJIMYECTBO JieTel ¢ JlaHHOM maToJyiorueit coctasisieT 14 (0,0004%) ot 2 856 714
MJTH;

- cemeitnas runeprpuriunepunaemus (CI'TTY) nabmatogaercs ¢ yactoroit 1:500
[26], uTo cootBeTcTBYET 5 713 (0,2%) cityqasim ot 2 856 714 muH.

Ha gomo BCcTpedyaeMOCTH BO3MOXKHBIX BTOPUYHBIX JAUCIUIUACMUN
npuxoautcs npumepHo 30% (~ 17 140 - 85 701 Bcex cimyudaeB) [26].

llepsas epynna Bximovana 1062 nanuenta ot 0 10 18 net, HaGIr01aBIIMXCS €
mucmunuaemueit Ha 6a3e ['BY3 «JII'Kb um. 3.A. bamsepoit [I3M» ¢ ypoBHeM
OXC> 5,2 mMonw/n, JIHII> 3,4 Mmonb/m mpu oOpaiieHuu, KOTOpble ObUIH
HaIpaBJICHbI CHEIUATUCTaMU TeauaTpuyeckoro npodusia. B xone uccnenoBanus
Cpelld TaHHOW KOTOPTHI MAIIMEHTOB OblIa MIPOBEICHA PENPE3CHTATHBHAS BHIOOPKA,
KOTOpasi M03BOJIMIIa BBIJICTUTD 374 maryeHTa ¢ nepBudHon auciunuaemuei (35,2%
OT BBISIBIICHHBIX), 286 (26,9%) manueHToB co BTOpUYHOU auciaunuaemueid u 402

(37,9%) pebenka ¢ aucnunuaeMuei cMemanHoro reaesa (PucyHoxk 95).
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Crxc
350
93,6%

BIlepBrYHAS AHCTHIHAMAS
OBTopHYHEAS AHCTHORAEMHS
O/uc C 0 FeHe3a

Pucynok 5 - CTpyKkTypa BbISIBJCHHBIX THCIUNINAEMHUI
Ipumeuanue: CI'XC - cemetinas cunepxonecmepunemusi, CKJ/[ - cemeiinas komoOuHuposanHas
oucaunudemusi, CCJI - cumocmeponemus, CI'TI" — cemetinasn cunepmpuenuyepuoemus

Ha ocHoBanum xpurepueB CaitMmoHa bpyma U KpuTepHeB 3KCHEPTOB
EBponeiickoro obmecta no arepockiieposy [137, 167] B cTpyKType NnepBUYHBIX
muciaunuaeMui o0pn10 BoIsBIeHO 350 meteii ¢ CI'XC, uro cocrasisieT 93,6% oT Bcex
NMepBUYHBIX JuciaunuaeMuit u  32,9% oT o00mero 4muciia BbISBICHHBIX
nucimnuaemuil. M3 uux y 349 nereit - rereposurotnast CI'XC u 'y ofHOro nanuenTa
- romo3urotHass CI'XC. CKJ]l 6bu1a oOHapykeHa y AeBATH marueHToB (2,4% oT
nepBUYHBIX AuciaunuiaeMuid, 0,8% oT Bcex auciaumnuaeMuii). ¥ ogHOro pedeHka
nuarHoctupoBana cutocteposiemus (0,3% ot nepBuunbix aucnunugaemuit u 0,1%
oT Bcex auciunuaeMui). CeMmeiHas TUNEPTPUTIUIEPUIIEMUS BbBISBICHA Y
YeThIpHAAIATH TaueHTOB (3,7% oT mepBuuHbIX auciaunuaeMuit u 1,3% oT Bcex
JTACITUTTUIEMUI ).

Ouenka nokazareneit cpeguero 3HadeHuss OXC u JIHII npoBoannace cpeau
naiueHToB ¢  CI'XC (n=350), BropuuHo¥ mucnunuaemueit (n=286) wu

TUCITUAIeMHUeH cMernanHoro reuesa (n=402) (Tabmmma 9).
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Tabanua 9 - Pactipegenenue nokazarenei ypopast OXC u JIHIT (n=1038)

I'pynmna OXC (MMo0JB/0) JIHIT
. (M = SD) (MMOJIB/JT)
(M = SD)
CIrxc
(= 350) 7,02 + 1,79 5,13 +1,41
Bropuunast i[I/ICJII/IHI/I)j[eMI/IH 5,69 + 0,40 3,69 + 0,24
(n =286)
JlucnunuaeMust SMeH_IaHHOFO reHes’a 5.68 + 0,40 3.65+0,18
(n=402)

ITo pesynbratam onenku nokazateneit OXC u JIHII mauuenTtsl ObUIH
pa3AeieHbl Ha TPU TPYIIIbI:

1. B rpynne aereit ¢ CI'XC (n = 350) cpeanuit yposenb OXC coctaBui 7,02 +
1,79 mmons/n, JIHIT — 5,13 £ 1,41 MMoJb/i, 4TO SIBIAETCS XapaKTEpHBIM U
CTaTUCTUYECKHU 3HauuMbIM Jiis nanmeHToB ¢ CI'XC (p <0,001);

2. B rpynne aeteit co BropuyHOM qucnunuaeMmueii (n = 286) cpegHue ypoBHU
OXC wu JIHIT mpoduns Owpun 5,69 £ 0,40 mmonws/n u 3,69 £ 0,24 mMMoIb/1
COOTBETCTBEHHO;

3. B rpynne nereit ¢ auciunuaemMuend cMemanHoro renesa (n=402) cpeanuii
ypoBenb OXC cocrtaBun 5,68 + 0,40 mmons/n, JIHIT 3,65 + 0,18 mmons/m,
COOTBETCTBEHHO.

IIpn BbeIsBIeHMM CI'XC mnmanueHTsl HANPAaBISUIMCh HA MOJIEKYJISPHO-
T€HETUYECKOE HCclieoBaHuEe B «MeEIUKO-TreHETUUECKU Hay4YHbIM LIEHTP UMEHHU
akanemuka H.I1. boukoBa». B xo1e mpoBeeHHOTO HCClieIoBaHus ObLIO BBISIBJICHO,
gyto y 88 nmererr (25,1%) oOHapyeHb MyTallMH, TPHUBOMASIIAE K Pa3BUTHIO
ceMeiiHoi runepxosiectepunemun. Cpenu Hux 18 mnanuentoB (20,5%) umenn
myTtauuio B reHe APOB B reTepo3uroTHOM COCTOSIHMM, B TO BpeMs Kak y 70
narueHToB (79,5%) O6butn BeIsiBIeHBI MyTaruu B rene LDLR. W3 Hux y 69 nereit
onu1a rereposurotHas popma CI'XC, a' y 0JHOTO NallMeHTa — TOMO3UTOTHas (hopma.

Takum o0OpazoM, O pe3ysibTaTaM OMMOPTYHUCTHYECKOTO CKPUHHWHTA B

nepBoi rpymnmne Obuto BeisiBIeHO 262 pebenka ¢ CI'XC mo kpurepusim Caitmona
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bpyma u kputepusam skcrepToB EBponeiickoro odmniecTsa o arepockieposy [137,
167] u 88 nereii ¢ MONEKYJISIPHO-T€HETUYECKUM NTOATBepkAeHueM nuarHo3a CI'XC.

AHanu3upysi ITHOJIOTUYECKHE (AKTOPbl BTOPUYHBIX JUCIUNUIECMUN B
UCCIIETyeMON BBIOOpKE, OBLIM BBIJACICHB OCHOBHBIE HO30JIOTMYECKHUE TPYTIIbI
3a00JIeBaHUM, KOTOpbIE SIBISUIMCh HamOoJiee YacThIMU MPUYMHAMHU  UX
Bo3HuKHOBeHUsa (Tabmuma 10). IIpu »TomM OBLIO OTMEYEHO, YTO HauboJjee
pPacCIpOCTPAHEHHON IPUYMHOM BTOPUYHBIX JHCIMIUAEMUNA B JAaHHOM KOropre
MAIMEeHTOB, SBJISIETCS OXKHUpeHHe, 4To coctaBisier 60,8% (95% [AU: 54,9 — 66,5)
cilly4aeB. 3HAUMTENIbHYIO JIOJI0 TaKKe 3aHUMAIOT OEIKOBO-3HEpreTHYeCcKas
HEJI0OCTaTOYHOCTh M CaxapHbId nuadeT, Ha kotopbie npuxoautcs 10,1% (95% AU:
6,9 — 14,2) u 6,6% (95% [U: 4,0 — 10,2) coorBeTcTBeHHO. OCTanbHbIe (PaKTOPHI
BCTPEYAIOTCS PE¥kKE, HO TAKKE BHOCAT ONPEACIICHHBIN BKJIaJ B Pa3BUTHE BTOPUYHBIX

JTUACIUIUIEMUN y 1ETEH.

Tabimua 10 - Hozonornyeckass CTpyKTypa NPUYMH BTOPUYHOM JUCITUIIAIEMHUM B
MIEPBOM TPYIINE NALMEHTOB

IIpu4YuHBI BTOPHYHBIX A0coJil0THOE OTtHocuTeabHAs
AMCJIMTTHAEMU A KOJIUYeCTBO noJist (%) 95% AN
(n=286)
Oxupenue 174 60,84% 54,9 — 66,5
benkoBo-3HepreTnyueckas 29 10,14% 6.9 142
HEJIOCTATOYHOCTh
CaxapHublif tuabet 19 6,64% 4,0-10,2
bunuapusle nuchyHKINU 13 4,54% 24-17,6
JlexapCTBEHHO-UHAYLIMPOBAaHHAs 9 3,15% 14-59
JTUACITATINIEMHUS ’ ’
AyTOUMMYHHBIN THPEOUIUT 9 3,15% 1,4-5,9
Nudexnmnonnbie 3a001eBaHMs 8 2,8% 1,2-5,4
['unotupeos 7 2,45% 1,0-5,0
3a0oseBaHus ITIEUEHU 4 1,4% 0,4-3,5
Hedporudeckuii cuaapom 2 0,7% 0,1-2,5
Lenmmaxus 2 0,7% 0,1-25
Jlepmato3ssl 2 0,7% 0,1-25
PeBmaTtonoruuyeckue 3a00IeBaHus 2 0,7% 0,1-2,5
Cunapom Knaitndensrepa 1 0,35% 0,0-1,9
Cunapom bapae-bumis 1 0,35% 00-19
OHKOJIOTHYECKHE 3a00JIEBaHM 1 0,35% 00-19
I'amakTozemMust 1 0,35% 0,0-1,9
bone3nrs Buincona 1 0,35% 00-19
['unonuryurapusm 1 0,35% 0,0-1,9
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Bo smopyro epynny 610 Biroueno 60 000 nereit B Bo3pacte ot 0 10 18 ner.
OTOOp MaMEHTOB C TUIEPXOJIECCTEPUHEMHUEH OCYIIECTBIISIICSI HA OCHOBE JIAHHBIX,
MOJIYYCHHBIX U3 JJEKTPOHHBIX MEIUIMHCKUX KapT U 0a3 manHeix EMUAC r.
MockBbl. JlJisi 3TOrO HCHOJIB30BAIUCh pe3ysbTaThl aHaimu3a ypoBHsS OXC,
NOJIy4eHHbIE TP 00paIieHNH 3a MEIMIIMHCKOW MOMOIIBIO B TOJUMKIMHUKY J[3M 1o
pa3IMYHbIM IPUYUHAM.

AHanu3 CTpyKTYpbI CIyYalHO BBISIBICHHBIX AUCIUNUAEMUAN CPEOU IETEU U
MOAPOCTKOB MPOBOJIMIIN HA OCHOBAaHUU PE3YIbTAaTOB ucciaenoBanus ypoBHs OXC,
IpU 3TOM, yuuThIBass otcyTcTBue pe3ynbraroB JIHII B 0aze nmannbix. OtOop
PECIIOHIEHTOB MPOBOJUIICS CPEAU JIUI] C TOBBIIEHHOMN KoHLeHTpanueit OXC > 7,5
MMoJib/l.  Pactipenenenue mnokaszateneit OXC B uccineayemMoil  BBIOOpKE

npeacTaBiieHo B Tabiuie 11.

Tadamma 11 - Pacrmpenenenue mnokaszaTenedl oOOIIEro XOJECTepUHA Cpeau
MAIMEHTOB BTOPOM I'PYIIIBI

AbOcooTHOe | OTHOCHTE/IbHAS
Yposenb OXC KO0JIM4€eCTBO noJist (%)
(n=60 000)
OXC <4 4 mmons/n 40 061 66,8%
OXC B mmanazone 4,41-5,2 MMOJIB/T 14 585 24,3%
OXC B nmanazone 5,21-7,49 MMOJIB/II 5159 8,6%
OXC B nuamazose 7,5-8,5 MMOJIB/TT 117 0,2%
OXC B muama3zone 8,51-9,5 MmMoJIb/n 44 0,07%
OXC> 9,5 mMoOJIB/11 34 0,06%

Ha ocHOBaHMH MOJyYEHHBIX PE3YJIBTATOB CIEIYET OTMETUTH, 4TO U3 60 000
UCCJIEYEMBIX AJIEKTPOHHBIX MEAMIIMHCKUX KapT B 0a3zax nanubix EMUAC y 5354
neteit (8,9% ot Bcex marmeHToB JaHHOU KOoropThl, 0,2% ot 2 856 714 muH.) Obuia
BbIsIBJICHA TUnepxosiecrepuHemMus (ypoBenb OXC > 5,2 MMOIb/1).

Bricokuii ypoBenb OXC > 7,5 mmosb /1 Habmoganca y 195 nereii (3,6% ot
BBISIBJICHHBIX auciunuaeMmuii, 0,3% ot Bcex aereit (60 000)). Cpeau HUX MO

JaHHBIM MeauuuHcKoN nokymeHTtanmu EMUWAC Bcero 37 perert (18,9% ot
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nauMeHToB ¢ BbeIcOkMM ypoBHeM OXC, 0,69% or Bcex NaUUEeHTOB C
nucunuaeMuceii) oeiu ¢ quaraoszom CI'XC.

Bropuunas aucnununemus Obuta BbisiBaeHa y 133 nmereit (68,2% u 2,5%
COOTBETCTBEHHO). Y 23 nereit nucnunuaemus Ovuia HeyTounenHas (11,8% u 0,4%
COOTBETCTBEHHO). Takke y JBYX MAIMEHTOB ObUT AMArHO3 AE(UIUT JIM30COMHOM
kucioi nmumnassl (1% u 0,04% coOTBETCTBEHHO).

OcHOBHBIE JTHOJOTHYECKHE (PAKTOPHl BTOPUYHOW JTUCIUNUACMHUU B

uccienyeMoi BEIOOpKE MpeIcTaBiIeHbl B Tabiuie 12.

Ta6auua 12 - Hozonoruveckas CTpyKTypa NPUYUH BTOPUYHOMN JUCIUIIMIEMHUH BO
BTOPOM IPyNIIE MAMEHTOB

AO0CO0JII0THOE
IIpu4YHHBI BTOPUYHBIX AUCTUTIHAEMHU I Kon4ecTBO | OTHOCHTEILHAS

(n=133) noJst (%) 95% N
CaxapHblii 1uadeT 39 29,3% 21,8 —-37,8
Hedpornueckuii cuaapom 28 21,1% 14,5 -29,0
AyTOUMMYHHBIN THPEOUJIUT 12 9,0% 4,7-15,2
XpoHudeckasi 60JIe3Hb TOUEK 10 7,5% 3,7-134
OcTpbriit 1uMbOOIACTHBIN JEHKO3 7 5,3% 2,1 -10,5
JlexapCTBEHHO-UHAYLIMPOBAaHHAs 6 4,5% 17-96
IUCIAIINIEMUS ’ ’
['unotupeos 6 4,5% 1,7-9,6
PeBMaTonornueckue 3a001eBaHus 5 3,8% 1,2-8.6
Cunapom Nuenko-Kymunra 4 3,0% 0,8—-17,5
3110Ka4ueCcTBEHHbIE HOBOOOPA30BaHUS 3 2,3% 0.5-6.5
TOJIOBHOT'O MO3Ta ’ ’
3aboneBanus neyeHu 3 2,3% 0,5-6,5
bepemeHHOCTH 3 2,3% 0,5-6,5
ArnacTrnyeckass aHeMus 2 1,5% 02-53
OxupeHue 1 0,7% 0,0-4,1
bonesnsr Humana-Iluka 1 0,7% 0,0-4,1
Octeocapkoma 1 0,7% 0,0-4,1
JKemunokameHnHast 00JIe3Hb 1 0,7% 0,0-4,1
NmmyHOnepUIIUT 1 0,7% 0,0 -4,1

AHanu3 TOJNIYYeHHBIX [AaHHBIX O BTOPHYHBIX JUCIUIHUICMUSIX Yy JACTEeH
BBISIBIJI, YTO HAWOOJiee YacThIMH MPUYMHAMH CPEAM TAIMEHTOB C BBICOKUM
ypoBaeM OXC > 7,5 MMoIb/1 SBISIFOTCS caxapHbii auadet - 29,3% (95% [U: 21,8
— 37,8) u Hedporuueckuit cuaapom - 21,1% (95% JAU: 14,5 — 29,0). 3nauntenpHas

JI0JIS CITy4aeB CBSI3aHa C ayTOUMMYHHBIM TUpeouauToM - 9,0% (95% AU: 4,7 —15,2)
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U XpOHUYECKOW Oosie3Hbto mouek - 7,5% (95% [AU: 3,7 — 13,4). Octpsiii
auM(OOTaCTHBIN  JICHKO3, JIEKAPCTBEHHO-WHAYIIMPOBAHHAS UCITUTIUACMUS U
TUIIOTUPEO03 BCTpeyaroTcs pexe, cocrasiss 5,3% (95% AU: 21,1 — 10,5), 4,5% u
4,5% cootBerctBeHHO (95% HU: 1,7 — 9,6). [lpyrue cOCTOsSHHS, TaKuhe Kak
peBMarosornyeckue 3aboneBanus, cuaapom Uienko-KyimHra, 3;0kauecTBEHHbIE
HOBOOOPa30BaHUs TOJIOBHOTO MO3ra, 3a00JIeBaHUsI IEUEHU U OEPEMEHHOCTb, UMEIOT
MEHBIIIYIO pacOpOCTPAHEHHOCTh, Bapbupys ot 3,8% no 2,3%. Penkue npuuuHbl B
JTAHHOM TpyIIe, BKII0Yas ariaCTUYECKYI0 aHEMUIO, OKUpeHue, Oose3nbr Humana-
[Tuka, ocreocapkomy, KETYHOKAMEHHYIO 00JIe3Hb U UMMYHOAE(MUIIUT, COCTABIISIIOT

MeHee 1,5% kaxaoro.

3.3 Ouenka 3QQeKTUBHOCTH NPUMEHECHUSA NMPOrPAMMBbI KACKA/HOI' 0
CKPMHMHIA, HANIPABJIeHHOr0 Ha BbisiBJIeHHe CI'XC cpeau poACTBEeHHHKOB

HHACKCHOI'O MallMCHTa

C unenpto  u3yueHuss  O(PPEKTUBHOCTH  KACKAJHOTO  CKPUHUHTA,
OPUMEHTHUPOBAHHOTO Ha BbIsiBIIeHUWE ceMmeiHon runepxonectepunemun (CI'XC) y
POJICTBEHHHKOB HHAEKcHOTO marueHTa [-II cremenu pozactBa, Ha 6aze I'BY3
«JII'Kb um. 3. A. banusieBoit JI3M» B nepuoa ¢ 01.12.2022 r. o 31.08.2024 .
npoBefeHo HaOmogeHue 3a 1163 getemMu (0-18 neT) ¢ auCIUNIUAEMUSIMU
paznuyHoii stuoniorun. [lepBonavyanbHbii aHanu3 oxaTii 411 namuentos (35,2 %
oT oO01el BRIOOpKH), y KoTophiX nuarHo3 CI'XC noaTBepkaeH KIMHUYECKU W/ WU
MOJIEKYJISIPHO-TE€HETHUECKHU.

B kadecTBe WHACKCHBIX IAIlMEHTOB OBLIM OTOOpaHBl 364 peOeHka C
BepUPUIIUPOBAHHON CEMEHHOM rurepxoiectepuHemMueii. J[anHple manueHTsl ObLUTH
BBISIBJIEHBI B X0JI€ onmnopTyHuctuueckoro (350 coydaes, 96,1 %), yauBepcaibHOTO
(10 cnyuaes, 2,7%) nu6o TtapretHoro (4 cmydas, 1,1%) ckpununra. Myranuu
OTBETCTBEHHBIE 32 PA3BUTHE CEMEHHON TMIEPX0JIeCTEPUHEMUN ObUIH BBISIBIICHBI Y
102 naruenTtos, mpu 3ToM y 83 (81,4 %) oOHapykeHa TreTepo3uroTHas MyTalus B

rede LDLR,y 18 (17,6 %) — reteposurotnas myTtaius B rene APOB, ny 1 pebenka
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(0,9 %) — romosurotHas mytanus B reae LDLR. Heooxogumo otmeTuTsh, uto 47
neTelt ObUTM UCKITIOUEHBI U3 MOCIISAYIONMIEeTo aHaIn3a BCISACTBIE HECOOTBETCTBUS
KpUTEpUsIM BKJIIOUCHHS. JlaHHOE HCKII0UeHHEe O0YCIIOBJIEHO TE€M, UYTO YKa3aHHbBIC
JeTU MO0 HAXOUIIUCH MO HAOI0IeHHEeM B KaueCTBE WICHOB CEMel MHICKCHBIX
MAaIKUEeHTOB, JIM00 ObLIN UICHTU(UIIUPOBAHBI TOCPEACTBOM MPSMOTO POIUTEIHCKO-
JIETCKOTO CKpUHMHTA.

Peanuzanusi KackagHOro CKpPUHUHIra IMO3BOJIMIIA BBISIBUTH 581 (22,8%)
POACTBEHHUKOB HHJICKCHBIX TMAIMEHTOB C BIIEPBBIC JHATHOCTHUPOBAHHOM
onpenenenno/BepositHoil CI'XC, u3 nux 43 (7,4%) pebdenka u 538 (92,6%) —
B3POCIIBIX YWICHOB ceMel. Takke Obl10 BhIsIBIICHO 104 poCTBEHHHKA CO BTOPUYHOM
IUCIIUIIUIECMHUECH.

Pacripenenenne BrepBpie auarHocTHpoBaHHbIX nanueHToB ¢ CI'XC mo
CTEIEHU POJICTBA:

* [lepBas crenenr — 406 oOcnenoBanubix (69,88 %), cpeau Hux 363 (89,4
%) ObL1u poautensamu u 43 (10,6 %) — Opatbsi, cecTpsl.

* Bropas crenenr — 132 yenoBeka (22,72 %) — 6a0ymKu U ASAYIIKH.

*Tperbsa crenenb — 43 nanuenta (7,4 %) - Tet, asnu, npadaOylIKH,
pajiely Ky, a TAKXKe IBOIOPOAHBIC 0A0YIITKHA U JEAYIITKH.

MoeKkyasIpHO-TCHETHYCCKUA aHaIU3 IMOJATBEPNI HaJW4Yue IaTOreHHOTO
BapuanTta rena LDLR y 45 poactBennukoB (7,7 % OT BCEX HOBBIX CIIy4aeB),
BKuTIO4ast AeBATh (20%) nereid. Pe3ynbTaThl KAaCKagHOTO CKPUHUHTA MTPEICTABICHbI
Ha pUCYHKE 0.

Takum o0pa3zoM, Ha Kaxigoro mnpobanma c¢ onpexaeneHHon CI'XC

MPUXOIWIIOCH B cpeaHeM 1,6 HoBbIX ciydaeB CI'XC.
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METOZJIaMH ONIMOPTYHUCTHYECCKOIo, TAPréeTHOro HJiM YHUBEPCAJIbHOIO CKPHHHUHTA

) 1§
1163 nanmeHTa ]

[ I3TAI — BBISIBJIEHUE HH/IEKCHBIX TAIIMEHTOB ]

B Bozpacte 0-18 ner ¢ HapymeHHsAMHI
JIMITHIHOTO O6MEHa

i i

( 411 nereii (35,2%) ]

BONUIH B IEPBHYHBIH aHAIN3 C
KIMHHYECKH/TeHeTHYEeCKH BepH(pHIIHPOBAHHBIM
e JIHArHO30M

L 47 naHEeHTOB

HC COOTBCTCTBOBAJIH
364 MHAEKCHBIX MALIMEHTA KpHTCPHAM
BBIGPAHBI C y4ETOM KPHTEPHEB BKIIIOYEHHS C LS

onpeznenenHoi CI'XC (102 nauueHTa UMEIH
MOJIEKYJIApPHO-TeHeTH4YecKoe noareepxaeane CI'XC)

1l

[ I1 9TAN — KACKAHBIM CKPUHAHT ]

581 manueHT
C BIIEPBBIE IMAarHOCTHPOBAHHOM
BepOATHO/OTIpe e IeHHOH C BBIABJICHBI
B CEMBbAX MHJIEKCHBIX NALIUEHTOB

43 (7,4%)
pebGenka

538
(92,6 %)

B3POCIIBIX

132 (22,72%)
II crenenu poacTea
6abyliKky, NenymKu

@@

406 (69,88 %)

I crenenu poncraa

43 (7,4%)
III cTeneHu poAcTBa
TETH, IAaH, Mpada-

OyuiKku, nNpaaeaymKu

age
v
e oON

Pucynok 6 - /Iu3aiin uccjiaeg0BaHus KACKAHOT0 CKPUHUHIA

363 (89,4%)

poAUTEIH

Pacnpez[eneHHe BHOBb BBIABJICHHBIX ITAIIMCHTOB B 3aBUCUMOCTH OT BO3pacTa

IIPEJICTABJICHO HA PUCYHKE 7.

581 manmenT
C BIIepBEIe JHArHOCTHPOBAHHOI
BepoATHOI/onpeaenerHoil CI'XC BHIABIEHH B
CeMbAX HHJIEKCHBIX NAIIIeHTOB

178 (30,64%)
crapme 51 rona

43 (7,4%)
1-18 met

28 (4,82%)
18-30 net

332 (57,14%)
31-50 ner

Pucynok 7 - XapakTepucTHKA BO3PACTHOM KATErOpMHu BbISIBJICHHBIX
nanuenToB ¢ CI'XC
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Ouenka cemeliHoro anamae3a no CC3 npoBoAMIaACh CPEIH BCEX M3BECTHBIX
POJICTBEHHHKOB MHJICKCHBIX TAaIrueHToB (n=2543), B yucie KoTophix Obumn 2202
(86,6%) B3pocabix poactBeHHuka u 341 (13,4%) nereit. Ilo pacnpenenenuto Ha
TpyNMbl MO CTETEeHU pojacTBa - 698 (27,4%) Obun pojacTBeHHUKaMu | creneHu
poacta (poautenu), 341 (13,4%) — I crenenu poactsa (Opat/cectpa), 1353 (53,2%)
— II crenenu poactea u 151 (5,9%) — 111 crenenu poncraa.

B xone ananuza 6010 BBISIBICHO, 9TO 211 (8,3%) pO/ICTBEHHHKOB TTOTHOIH B

pe3yJIbTaTe OCTPBIX CEPJICUHO-COCYIUCTRIX coObITUM (Tabmuma 13).

Ta6auna 13 - PojcTBEeHHUKH MHJIEKCHBIX TMAIMEHTOB, MOTUOIINE B pe3ysbTaTe
OCTPBIX CEPACUHO-COCYAUCTHIX COOBITHI

AODCOJIIOTHOE KOJIMY€ECTBO OTHocuTEeIbHAS 1015
Bospact (n=211) (%)
24-30 et 8 3,79
31-40 net 32 15,17
41-50 et 68 32,23
50-65 ner 103 48,81

Cnenyer otMeTuTh, 4To M3 211 morumbmmx poactBeHHUKOB 17 (8,06 %)
oTHOCWINCH K | crenienu poactsa, 120 (56,87 %) — k I crenenu u 74 (35,07 %) —
k Il cremenu poxactBa. IloBTOpHOE CEPIEUYHO-COCYAUCTOE COOBITHE CTaJO
npuanHor cmepTH 24 venosek (11,37 %) U3 naHHON KOTOPTHI.

[Tepeneciiu ocTphie CEplIEUHO-COCYAUCTHIE COOBITHS, HO OCTAIIUChH KUBKI 143

(5,6%) ponctBennuka (Tabnwuma 14).

Tadauna 14 - PoACTBEHHUKHM WHAEKCHBIX MAlMEHTOB, IEPEHECHINE OCTPbIC
CEPICYHO-COCYAUCTHIE COOBITHS

AODCOJIIOTHOE KOJIMYECTBO OTHocHuTEILHASA 10J15
Bospacrt (n=143) (%)
18-23 ner 2 1,4
24-30 neT 4 2.8
31-40 ner 24 16,78
41-50 et 39 27,27
50-65 ner 74 51,75
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[Ipu 3TOM OBLIO YCTAaHOBJIEHO, YTO cpeau 143 poACTBEHHUKOB 27 YEIOBEK
(18,88%) Obum I cTenmenu poxctBa, 88 (61,54%) poactBennukoB - Il cremenu
ponactBa, u 28 (19,58%) - III crenenu poxacta. IloBTOpHBIE OCTpBIE CEPAECUHO-
cocyIucTbie cOObITHS TIepeHecnu 18 uenosek (12,59 %) u octanuch KUBBI.

JlnarHoctupoBaHHasi uleMudeckasi 00Je3Hb cepilla Oblia BbIsiBIIeHA y 16
(0,6%) poactBennukos: ¢ 31 roga o 40 net y 4 yenosek (25%), ¢ 40 net qo 50 net
- 7 (43,75%), ¢ 51 no 65 nmer — 5 (31,25%). O HaIMuUK aTEPOCKIEPOTUUECKOTO
nopakeHus: cocynoB coobmunu 14 (0,5%) poacrBenHunkoB, u3 HUX y 1 (7,14%)
ObLTO 0OHApY>KEeHO B Bo3pacte 26 neT, ¢ 31 no 40 net y 7 uenosek (50%), ¢ 41 no
50 net —4 (28,57%), ¢ 51 no 65 net y 2 poncrBeHHUKOB (14,29%).

B pesynbraTe anannza ceMeMHOro aHaMHe3a ObLIO BBISIBICHO, 4TO 71 (2,8%)
POJICTBEHHUKOB MOJABEPTaAINCH ONMIEPATUBHOMY BMEIIATENLCTBY. AOPTOKOPOHAPHOE
HIYHTUPOBaHUE ObLIO MpoBeAeHO 32 pojcTBeHHUKaM (45,1%), B unciie KOTOPBIX §
(25%) —c 31 no 40 net, 9 (28,1%) ¢ 41 no 50 ner, 15 (46,9%) — c 41 no 65 ner. U3
Hux 5 yenosek (15,6%) - I crenenu poactra, 22 (68,8%) - I crenenu poactsa u 5
(15,6%) - III crenenu poactBa. CTEHTUPOBAHKE KOPOHAPHBIX COCYJIOB TIEPEHECIN
35 poactBenHnkoB (49,3%). B Bo3pacte ¢ 24 1o 30 net — 1 poacrBennuk (2,86%),
¢ 31 no 40 netr — 8 (22,86%), ¢ 41 mo 50 mer — 12 (34,28%), ¢ 51 mo 65 ner — 14
(40%). I crenenu poxacta Oobutn 19 (54,28%) uenorek, 15 (42,86%) - Il crenenu
poactaa, 1 (2,86%) - I11 crenenu poactea. Takke ObUTH BbIJIEIEHBI 4 POJACTBEHHUKA
(5,6%) 1 cremenu poncTBa, KOTOpbIE TIEPEHECIH KaK aO0pTOKOPOHAPHOE
IIYHTUPOBAHUE, TaK U CTCHTUPOBAHUE KOPOHAPHBIX COCY/IOB.

Bce mamuentsl ¢ BrepBble guarHoctupoBaHHoM CI'XC ObLIM B3SITHI TOA

Ha6J'IIOI[eHI/Ie Bpada-JIMnnuaoJiora v nmorydujian COOTBETCTBYIOIMIYIO TCPAIINTO.
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3.4. Ouenka 3¢ GeKTHBHOCTH IPUMEHEHHUSI TAPTeTHOI0 CKPUHUHTA,

HanpaBJCHHOI'0 HA BLISABJICHHEC TMAIIMCHTOB C rnnepxo.ﬂeCTeaneMneﬁ cpean

JaeTel ¢ ceMeiiHbIM AaHAMHE30M, OTATOIIeHHBIM 10 paHHuM CC3 n/niaun

BbICOKOM 0011ell KoHeHTpanueii pakropos pucka CC3

B uccnenoBanuu npunsiiau ydyactue 521 pedeHok B Bo3pacte ot 11 10 13 ner.

Cpennuii Bo3pacT y4acTHUKOB coctaBmi 12,3 + 0,5 roma. Cpenu Hux Obuio 108

nesouek u3 ®I'KOY «MKK IIB MO P®» u 413 npereit uz ®I'bY3 LKC

«ManaxoBka» ®MBA Poccun, Brirovas 292 manpumka u 121 geBouky. Y Bcex

YYaCTHUKOB OBLIIM OIPECIICHbl aHTporoMeTpuueckue nokasarenu (Tabmuna 15).

Ta6auua 15 - XapakrepucTuka uccieyeMon BBIOOPKH

(> +2 SDS unaekca mMacchl Tela)

3Havenne %
IHapamerp (M £ SD) (n
Bo3spacrt (Jier) 12,5+0,5 | 100% (521)
HopwmanbHnas macca tena
+ V]
(ot -1 go +1 SDS uHIekca Macchl Tena) 0,04+0,5 179,7% (413)
JlebunuT Macchl Tena JIETKOW CTeneHu o
- +
(ot —1 mo —2 SDS uHaeKkca Macchl Tela) 147£0,3 | 6,5% (34)
Jleduuut Macchl Tela CpeTHe CTEICHH o
(< -2 SDS uHaekca Macchl Tena) 21202 1,0% (5)
N36piTOuHast Macca Tena
+ 0
(ot +1 no +2 SDS uHmekca Macchl Tena) 142£0,3 1 10,2% (53)
Orupene 2,18+£02 | 2,7% (14)

Ha mnepBom »stanme wuccrnenoBaHusi OBUIO TIPOBEIEHO AHKETUPOBAHHE

poauteneil (ONEKyHOB) BCEX YYAaCTHUKOB JJisi BBISIBJICHHS CEMEMHOIO aHamMHe3a

CC3 arepocKIEpOTHYECKOTO T€He3a M THUIEPXOJECTEPUHEMHUH IO BOIpOCaM

aHKETBI, MPECTABIICHHBIX B riase 2.2.1.

ITo pe3yabTaTam 00pabOTKH aHKETHBIX JAHHBIX YUYaCTHUKU ObUIA pa3/iesICHbI

Ha 2 I'pyHIbl: nepeasd - ACTU C OTATOIICHHBIM CEMEHMHBIM aHAMHE30M I10 CCPpACHYHO-

COCYAUCTBIM 3a00JI€BaHMUSAM WJIH THIICPXOJICCTCPUHEMUU WU e6mopas - NCTU 0e3

OTSTOILIEHHOTO CEMEHHOI0 aHaMHe3a. Pe3ynbTarhl peCTaBICHbl HA PUCYHKE 8.
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Y4acTHHKHN aHKEeTHPOBaHHSA
(n=521)

77 (14,8%) nerei 5 nereii (1,0%)
MMEJH OTATOIICHHBIN OJIM3KUH POICTBEHHUK
CEeMEHHBIH aHaMHe3 N0 paHHUM I crenenu poxcTBa cTpamain
CC3 aTepoCKIepOTHYECKOTO TUNIEPXO0JIECTepUHEMHEH

T€HE3a HCACHOTI'O I'€HE3a

'd

49 poxCTBEHHHUKOB
I-1I crenenu poAcTBa nepeHeCI
octpsie CC3
aTePOCKIEPOTHYECKOTO TeHe3a

30 poxCTBEeHHHKOB
I-1I crenenu poncTBa CKOHYAIUCH
or octpeix CC3
aTEPOCKIJIEPOTHIECKOTO TeHe3a

39 poncTBeHHHKOB
80%)
B Bo3pacte 41-50 net

10 poncTReHHHKOR
(33,3%)
B Bo3pacte 31 - 40 et

20 poaCTBEHHHKOB
(66,7 %)
B Bo3pacte 41 - 50 et

10 poacTrBeHHHKOB
20%)
B Bo3pacte 31 - 40 et

Pucynok 8 - Pe3yjbTaThl aHKETHPOBAHUS YYACTHUKOB MCCJIEI0BAHUS
Ha cnenyromem srtame Bce ydacTHUKM (n=521) mponu wucciaeaoBaHHE
JunuaIHoro npoduiid, BKItouaroniee onpenenenue yposueir OXC, JIHII, JIBII, TT,

CpeIHHME TTOKa3aTeIu IPeACTaBICHbI B TabmuIe 16.

Ta6auua 16 - Pesynprarel tunuaHoro npoduiis u auarnoctuku CI'XC (n = 521)

pynna 0).4(8 JIHII JIBII T
(n) (MMoJab/a) | (MMoab/a) | (MMoJb/a) | (MMOJIB/J)
(M + SD) (M £ SD) (M £ SD) (M £ SD)
C OTATOWEHHBIM | 4 30, 08 | 260+0,7 | 1,38+02 | 0,80+02
aHamHe3oM (n = 77)
bes oTArOWeHHOro |y ysy 07 | 250405 | 134202 | 1,10£03
anamHesa (n = 444)
Bepostaas CI'XC, ¢
OTSTOILICHHBIM 6,70 £ 0,4 4,90 +£0,3 1,45+0,2 0,90 £0,2
aHaMHe30M (n = 5)
Bepostaas CI'XC,
0€3 OTATOIIECHHOTO 6,80 £0,5 4,80+0,4 1,50+£0,3 1,00 £0,3
aHamHesa (n = 10)
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[TamenTs! ¢ BepositHoM CI'XC, Kak C OTATOIIEHHBIM aHAMHE30M, TaK U 0€3
HEro, JIEMOHCTPUPYIOT 3HAauuTeNbHO MOBbIIeHHbIE ypoBHM OXC u JIHII mo
cpaBHeHuIo ¢ rpynnamu 0e3 auarnoza CI'XC. 3To coOTBETCTBYeT XapaKTE€pHBIM
OMOXMMHUYECKUM Mapkepam 3abosneBanus. Takum o0pa3om, pe3ysIbTaThl JUITUIHOTO
npouiis MOATBEPKAAIOT AUATHOCTUYECKYIO 3HAYMMOCTh KpuTepueB (CaiiMoHa-
bpyma s Bepudukanuu BepostHo CI'XC M mogyepkuBalOT Ba)KHOCTh yuyeTa
aHaMHe3a MU OIIEHKE JINMHUIHBIX MTOKa3aTeIeH y MalueHTOB.

VY nereit ¢ BeIsBIEHHOW THnepxonectepuHemuedt (OXC> 5,2 MMOJB/T WK
JIHIT> 3,4 MMoOmb/1) BBINOJHIOCH JOMOJIHUTEIBHOE OOCIeIOBaHUE IS
WCKJIFOYEHUS BTOPUYHBIX JUCIUIUAJIEMHM, BKJIIOUYAIOUIEE: OMPEICIICHUE YPOBHS
TJIIOKO3bI (11 WCKiIoYeHus:i caxapHoro auabera); TTI (mns wuckiarodeHUs
runotupeo3a); mnedeHouHblx ¢epmentoB (AJIT, ACT) u xkpeatuHuHa (mis
UCKIIIOUEHUS 3a00JIeBaHU MTE€YEHU U TIOYEK).

[To pesynbratam JOMOJHUTENIHHOTO OOCIIENOBaHUS JI€TEH C BBISIBICHHON
runepxosiecrepuieMueii (n = 15), yuutbiBasg cpeaHHe 3HAUYEHUS MoKazaTenen s
9TOM rpynmsl: riaoko3a 4,2 £ 0,2 mmons/n, TTI' 1,7 + 0,6 MckME/mi, AJIT 16,7 +
4,2 En/n, ACT 19,3 + 5,7 En/n, xpeatuaun 100,0 = 8,6 MKMOJIb/JT - BTOpUYHAS
aucnaunuaeMuss  Obula  UCKIIIOYEHAa. Y BCeX  JleTed C  BBISIBICHHOU
runepxojiecrepuaeMueii (n = 15) ormedeHsl HOpMaibHble 3HaUeHus1 SDS nHekca
Macchl TeJa.

IIpoBeneHne TapreTHOro CKPUHWHIA TII03BOJIWJIO BBISBUTH S JETE€H C
BEPOSITHOM CEMEHWHOM THUIIEPXOJIECTEPUHEMUEN cOrjacHO Kpurepusm CaliMOHa-
bpyma [167], "M€IOIIUX OTATOIICHHBIA CEMEUHBIN aHAMHE3 M0 PAaHHUM CEPJICYHO-
COCYIUCTBIM 3a0oJieBanusM, a Takxke 10 gereit ¢ BepostHoit CI'XC 6e3 Hamuuus

OTATOLICHHOTO CEMEMHOI0 aHaMHe3a.
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3.5. CpaBHuTeabHbIH aHAJN3 3P (PEeKTUBHOCTH NPOrPaAMM MEPBUYHOIO

BbISIBJICHUSI CeMeiiHOM TMIEePXoJeCTEPUHEMHUN Y IleTeﬁ U MOAPOCTKOB

B xozme mpoBEAEHHOTO CpPaBHUTEIBHOIO CTAaTUCTUYECKOTO aHaIM3a
(G ()EKTUBHOCTH MPUMEHEHHS PA3JIMYHBIX BUJOB CKPUHUHTA ObUIM PacCUUTAHBI
MOKa3aTelid YyBCTBUTEIBHOCTH, CIHEHMPUYHOCTH, mnoJoxurenasHolt (PPV) wu
orputiatesnibHO (NPV) mpornoctuueckoit nieHHoctu. OlLieHKa MpeacKa3aTesbHON
LEHHOCTH npoBoauiack MetogoM ROC-ananuza.

Jns  oueHku A(PPEKTUBHOCTU  YHUBEPCAIbHO20 CKPpUHUHZ2a  Oblia
pa3paboTaHa MOJeib IPOTHO3HPOBAHUS CEMEMHOW THUIEPXOJIECTEPUHEMUN B
3aBUCUMOCTH OT ypoBHs OXC KanuJUIIpHON KPOBH IO PE3YJIbTaTaM IKCIPECC-TECTA
B nonukiuHukd (n=25 000). B pgannoit mogenu wmeauana ypoBHa OXC c¢
UHTEPKBApTWIbHBIM pa3zmaxoMm y mnanueHtoB ¢ CI'XC (n=35) cocraBuna 6,5
(6,05;7,3), B rpynne nanueHtoB 6e3 CI'XC - 4,8 (4,0;5,4), neMOHCTpUpPYS, YTO
ypoBenb OXC y nanrenToB ¢ CI'XC 6bu1 cTaTucTiuecku 3Hauumo Boiie (p <0,001)

(Pucynok 9).

10,00

B

CI'xXc
6,00 m He BmigB1ena
‘E| Buispiena

Yporens OXC 10 pesy/isTaraM SKCHPECC-TECTa B IOJHKIIMHUKE

Pucynok 9 - Anaaus yposuss OXC no pesy/jibTaTaMm 3KCIpPecc-TeCTUPOBAHUS B

NMOJUKJIHHUKAX B 3aBUcuMocTH oT Hajanuua CI'XC
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[Tpu OLICHKE 3¢ (HeKTUBHOCTH YHUBEPCAIBHOTO CKpUHUHTa
YyBCTBUTEIBHOCTh cocTaBwia 100%, mpu OTCYTCTBUH JIOKHOOTPUUATEIBHBIX
pe3yabpTaToB, crnenupuyHOCcTh —  82,6%, TOrga Kak  IOJIOKHUTENIbHAs
nporuoctuueckas 1neHHocts (PPV) cocraBuna Bcero 0,8%, uTo oTpaxkaeT HU3KYIO
JIOJII0 UCTHUHHBIX MOJOKUTEIBHBIX PE3YJIBTATOB CPEAU JIETEH MPOUISANIUX TOIBKO
JKCIpecC-TeCTUpOBaHue Ha onpeneneHue ypoBHs OXC kanwusIpHOHW KpOBH,
OJTHAKO OTpHIIaTeNbHAS MMPOTHOCTHYECKas 1eHHOCTh (NPV) Obuta MakcuMaabHOM —
100%, To ectb npu ypoBHe OXC < 5,5 MMOJIB/JT OTIPEICTICHHBIM METOJIOM SKCIPECC-
TeCTa BEPOSATHOCTH 3a00JI€BaHUS IPAKTUUECKU HCKIt0YaeTcs. [lonyyeHHble JaHHbIE
JEMOHCTPUPYIOT, YTO peajiM3alysl YHUBEPCAIBHOIO CKpUHUHIA cpeau aertei 9-11
JET ¢ IOMOUIBI0 NPOBEIEHUS 3KCIIpecC-TeCTUpoBaHHs Ha ypoBeHb OXC He
no3BoJsieT BbIABUTH B BbhIOOpKe Bce ciaydyan CI'XC wu oOnamaer HU3KOU
3¢ (HEKTUBHOCTHIO.

[To pe3ynpTaram OLEHKH MpeacKa3aTelbHON LeHHOCTH ypoBHS OXC, kak
npeaukropa CI'XC npu yHHBeEpcanbHOM CKpUHHHTE ¢ moMouipto ROC — ananu3za

ObL1a monyueHa cienytomas kpusas (Pucynok 10).

1,00

0,75

0,50

YyBCTBHTENBHOCTH

0,25

0,00

0,00 0,25 0,50 0,75 1,00
1 - CneunuuHocTh

Pucynok 10 - ROC-kpusas ajs1 OXC kak IMarHoCTHYECKOr0 KpUuTepus
CI'XC npu yHuBepcajaibHOM CKPUHHHIE

CoracHO NpeCcTaBIEHHBIM JaHHbIM, YpoBeHb OXC KanWLIsspHOU KPOBHU 1O

pe3yabTaTaM 3KCIPECC-TECTUPOBAHUS B TMOJIUKIMHUKE SBISETCS CTATUCTUYECKU

3HaunMbIM npeaukTopom CI'XC (AUC = 0,940; 95% JIU: 0,886 — 0,995, p <0,001).
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AHanu3 TUCKPUMHUHAIIMOHHOM crocoOHocTH ypoBHA OXC kanwmisipHON

KpPOBU IIPEICTABIIEH B Tabuuie 18.

Tabanua 18 - AHanu3 qUCKpUMUHAIIMOHHOU crtocoOHOCTH YpoBHSI OXC

Tobor YyBcTBUTENBHOCTH | Crienu(uIHOCTh PPV NPV
b (Se). % (Sp). % (%) (%)
6,50 60,0 95,2 1,7 99,9
5,70 100,0 82,6 0,8 100,0
4,90 100,0 51,7 0,3 100,0

OnTtumaneHbIi noporossiii ypoBenb OXC, onpeneneHHsblil B Touke cut-off ¢
MakcuMaidbHBIM HHJekcoM lOmena, cocrtaBun 5,7 mmonb/n. Ilokazarenmn OXC,
paBHbIE JTaHHOMY 3HAQUYEHHMIO WJIM MPEBBIIIAIONINE €r0, HHTEPIPETUPOBAINCH KaK
npeaukrop Hanmuus CI'XC.

st oneHku 3()PEKTUBHOCTH ONMHNOPMYHUCMUUECKO20 CKPUHUH2A HAMU
ObLI10 pa3zpadoTano 2 Mmozaenu nporuozupoBanus CI'XC.
> [Tpornoctuueckas moxensb 1 metonoMm onpenenenus OXC u JIHIL, rae JIHIT
pacueHuBancs kak auarHoctudyeckuid kpurepuun CI'XC. Yucno naOmoneHui
coctaBuiio 1062.
> [IporHoctuueckass Mojenb 2 pa3paboTaHa Ui ONpENElIeHUs BEPOSTHOCTU
CI'XC B 3aBucumoctu ot ypoBHa OXC no manaeim EMHUAC r. Mockssl. Uucno
HaOMroIeHNH cocTaBuiio 5354 (Bce MAIMEHTHI ¢ TUTIEPXOJIECTEPUHEMUEH).

B nepeoit mooenu mennana yposus JIHII ¢ uHTEpKBapTUIIBHBIM pa3MaxoM y
nanueHToB ¢ CI'XC cocrasuna 4,67 (4,25;5,42). B rpynne naruentoB 6e3 CI'XC
JlaHHbIE TOoKa3arenu coctaBwiM 3,66 (3,50;3,81) coorBercrBeHHO. IIpu oreHke
Hannuust CI'XC B 3aBucuMoct oT ypoBHs JIHIT Oblin BBISIBIEHBI CTATUCTUYECKU

3Haunmble pazanuus (p <0,001) (Pucynok 11).



93

20,00 T
15,00
S
=
< . Crxc
= ES| He BoisiBiena
= 10,00 3 B CrXxc
=
3,00 ! (4,67] |

Pucynok 11 - Ananm3 yposus JIHII kak quarnocrudeckoro kpurepusi CI'XC
NPHU ONMOPTYHUCTUYECKOM CKPUHMHIE B NEPBOM rpynine NanueHToB

Bo émopoii mooenu mennana ypoas OXC ¢ HHTEpKBapTHUIBHBIM pa3MaxoM
y nanpenToB ¢ CI'XC cocrasuna 8,09 (7,69;8,95). B rpynne naruentoB 6e3 CI'XC
JaHHBIC TIOKazarenau coctaBuiaud 5,60 (5,37;5,98) coorBercTBeHHO. Ilpu oreHke
Hamnuust CI'XC B 3aBucumoctr oT ypoBHS OXC Takke ObUIM BBISIBICHBI

crtaTucTuuecku 3Haunmble pazauuus (p <0,001) (Pucynok 12).

20,00
[ ]
[ ]
3 15,00 .
: l Crxc
= * ES| He BhisBnena
) .
= | B3| Crxc
10,00
L 1 8’09 | J
5,60
5,00

Pucynok 12 - Ananu3 ypoBasa OXC kak auarnocrudeckoro kpurepust CI'’XC
MPH ONMOPTYHUCTHYECKOM CKPUHHUHIE BO BTOPOii rpyIie NauueHToB
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AHanu3 nepeoit moodenu ONNOPTYHHCTUYECKOIO CKPUHHUHIA, CPEIH
MAI[MEHTOB, OOPATUBIINXCS B MEIUIMHCKUE YUPEKICHUS WM AUATHOCTUYECKUE
JabopaTopud 1O pa3NMYHBIM TPUYMHAM, I[IOKa3aJd BBICOKHE IMOKa3aTelu
3¢ (HEKTUBHOCTH: YyBCTBUTEIBHOCTD — 100%, npu OTCYTCTBUU
JIO’)KHOOTPULIATEIBHBIX PE3yJIbTaTOB, celUPUIHOCTE — 97,8%, monoxuTenpHas
MIPOTHOCTHYECKAsI HEHHOCTH - 95,6% 1 oTpuLiaTesbHasi IPOTHOCTUYECKAs [IEHHOCTh
- 100%.

IIo pe3ynpraram OLEHKHM IpeacKazaTenpbHOU LHeHHOocTH ypoBHsA JIHII, kax
npeaukropa CI'’XC mpu OonmopTyHUCTHYECKOM CKPHUHHMHIE B IEPBOM Ipynne ¢

nomoibio ROC — ananu3za Obiia nostydeHa cienyromias kpusas (Pucynox 13).
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1 - CnenuduuHoCTh

Pucynok 13 - ROC-kpusBas aias JIHII kak 1MarHocTH4ecKOro Kpurepus
CI'XC npu onnmopTyHUCTHYECKOM CKPUHHMHIE B MIEPBOii Mo1e/IH

CornacHo  mpexacTaBiI€HHBIM  JaHHbIM, ypoBeHb JIHII  sBmgercs
CTaTUCTUYECKHM 3HauuMbIM  mnpeauktopoM CI'XC B mepBod  monaenu
onnoptynuctuueckoro ckpununra (AUC = 0,994; 95% JAU: 0,989 — 1,000; p
<0,001).

AHanu3 nucKpuMHHAIMOHHON criocoOHocTu ypoBHsa JIHIT mpencraBnen B

tabmurie 19.
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Ta6auua 19 - AHanu3 IMCKpUMHHALMOHHOM ciocoOHocTH ypoBHs JIHII

Tobor YyBcTBUTENBHOCTD | CIEIIM(UYHOCTD PPV NPV
b (Se), % (Sp). % (%) (%)
4,67 50,9 99,4 97.8 80,5

4,01 100,0 97,8 95,6 100,0

3,67 100,0 52,4 50,8 100,0

OnTumaneHeli moporossiit ypoBensb JIHII, onpenenennsiii B Touke cut-off ¢
MakcuMaiabHBIM HHIekcoM FOnena, cocraBmi 4,01 mmonw/n. Ilokazaremm JIHII,
paBHbIE JTaHHOMY 3HAUYEHUIO WJIM NPEBBIIIAIOIINE €r0, NHTEPIPETUPOBAIUCH KaK
npeaukrop Hammuusa CI'XC.

AHaM3 6émopoit Mmodeau ONINOPTYHUCTHUECKOTO CKPUHHMHIA CpEaH
nanreHToB mo gaHHbiM 0azel EMHWAC 1. MOCKBBI Takke IOKa3ajdl BBICOKYIO
qyBCTBUTENBHOCTh U crnerupuyHoctb 100% u 97,2% COOTBETCTBEHHO, OJIHAKO
MOJIOKUATEIIbHAS MPOrHOCTUYECKAs] IEHHOCTh JaHHOTO METOJla OKa3alach HU3KOU
(20,1 %), uTO OTpakaeT HU3KYIO JOJIO0 UCTUHHBIX MOJOXKUTEIBHBIX PE3yIbTaTOB
cpenu nereii ¢ CI'’XC, y koro oueHuBajics TOJIbKO Mokazarenb ypoBHs OXC > 7.5
MMOJIb /1.

[To pe3ynpTaram OLIEHKH TpeAcKazaTeabHOW IEeHHOCTH ypoBHI OXC, kak
npeaukropa CI'XC npu onnopTyHUCTHUYECKOM CKPHUHUHITE BO BTOPOW TpymIe C

nomortisio ROC — ananu3a Obuta nosydeHa cieayronias kpusas (Pucynok 14).
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Pucynok 14 - ROC-kpusas aias1 OXC kak JMarHOCTHYECKOr0 KpuTepus
CI'XC npu onmopTyHMCTHYECKOM CKPUHHUHIC BO BTOPOH MOJAEIH

CornacHo  TpeACTaBIEHHBIM  JaHHbBIM, ypoBeHb OXC  sBisgercs
CTaTUCTUYECKH 3HauuMbiM  mipeaukTopom CI'XC Bo  BTOpOM  Mojenu
onnoptynuctuueckoro ckpununra (AUC = 0,983; 95% [AU: 0,954 — 1,000; p
<0,001).

AHalIM3 JUCKPUMUHAIIMOHHOW criocoOHocT ypoBHS OXC mpeacTaBlieH B

tabmurie 20.

Ta6auua 20 - AHanu3 JMCKPUMHHALMOHHOM criocoOHocTH ypoBHS OXC

Tobor UyscTBUTENBHOCTH | CHIEIIU(UIHOCTD PPV NPV
b (Se), % (Sp). % (%) (%)
8,09 51,4 98,3 17,0 99,7
7,56 100,0 97,2 20,1 100,0
5,61 100,0 50,7 1,4 100,0

OnTtumaneHbIi Hoporossiit yposenb OXC, onpeneneHHblil B Touke cut-off ¢
MakcuMaiabHBIM HHIekcoM lOnena, cocraBui 7,56 Mmonsw/i. ITokazatemm OXC,
paBHBIE JAHHOMY 3HAYE€HUIO WJIM MPEBBIIAIONIME €r0, MHTEPIPETUPOBAIUCH KAK

npeaukTop Hanuuus CI'XC.
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[To pe3ympraTaM CTATUCTHUECKOTO aHanu3a 3(PPEKTUBHOCTH MPUMEHEHUS
KACKAOHO020 CKPUHUH2A OBUIO BBISABICHO, UYTO KACKAOHWIL CKPUHUHZ TaKXKe
o0siajaeT BBICOKMMHU TIOKa3aTeIsIMU CHEIU(DPUYHOCTH M YYBCTBUTEIHHOCTH:
gyBcTBUTEIRHOCTH 100%, cnermupuyanocts 94,7%, PPV 84,8 %, NPV 100%, 95%
JAUW: 0,992 — 1,000, a Tounocts 95,9%.

YUyBCTBUTENBHOCTD Se = 81— 1 wm 100%
581+0
CnenuduaHocts Sp = 1998 — 0,946993 wnu 94,7%
I P = Tesgri04 170

[TomoxxurtenpHas IMPOTHOCTHYCCKAA HCHHOCTDb

581

PPV = — = 0,8481752 unu 84,8%
581+104

OTpI/ILIaTeJ'IBHaH IMPOTHOCTHUYICCKAA HECHHOCTD

1858
TounocTts Accuracy = 28141858 _ 0,9591034 usau 95,9%
581+1858+104+0

B gomonHeHuum K JApyruM BUAAM CKPUHHUHTA, KAcCKaJHBIH CKPUHHHT
oOecrieunBaet euie 00biy0 3¢ dpexTuBHOCTh B BblsiBIIeHHH CI'XC He TOnbKO y
JI€TeH, HO U y UX POJICTBEHHUKOB.

Ha crnenyromem »sTame wuccieqoBaHMs ObUla TPOBEACHA  OYeHKA
appexmusnocmu mapeemnozo u KOMOUHUPOBAHHO2O CKpuHUHea (TapTeTHBIHN
CKPUHHMHT IUTIOC OWOXHMMHYECKOE HCCieioBaHue). Pe3ynbTaThl Hcciaen0BaHUS

npejcTaBiieHbl B Ta0uie 21.

Ta6nauma 21 - YysctBUTENbHOCTH, crnenuduunocts, PPV u NPV wmeronos
ckpunrHra CI'XC (n=521)

Merox YyscrBuTeabHOCcTh | Cnenmpuunocrs | PPV | NPV
(Se), %o (Sp), % (%) | (%)
TapreTHblid CKpUHUHT 333 85,8 6,5 | 97,7
KomOuHupoBaHHBIi
CKPUHMHT (TapreTHBIN 100 85.8 172 | 100
+ OMOXUMHUYECKOE
HCCJICIOBAHUE)
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TapretHslii CKPUHUHI  IPOJEMOHCTPUPOBA  OTHOCHUTENBHO  HH3KYIO
yyBCTBUTENBHOCTH (33,3%) B BhIisiBiIeHUHU BeposITHBIX ciiydaeB CI'XC y nerteit, uto
CBSI3aHO C TPOIMYCKOM MAIMEHTOB 0€3 BBIPAKEHHOIO CEMEWHOI0 aHaMHe3a.
Crenu(uYHOCTh TapreTHOro mnojaxoAa cocraBuia 85,8%, a MOJOXKUTENbHOE
IIPOTHOCTHYECKOE 3HAYEHUE — BCETO 6,5%, OTpakast HU3KYIO JOJIIO IEUCTBUTEIIHHO
OOJBHBIX CPEIU BBIABICHHBIX IPU OJHOM AHKETUPOBAHHUU (C YYETOM HHU3KOH
pactipoctpanénHoctu CI'XC B momynsiiuu). OTpULIATENIBHOE MPOTHOCTUYECKOE
3HaYEHHE TapreTHOro CKpUHUHIa ObL10 BBICOKUM (97,7%), TO €CTh IPU OTCYTCTBUU
oTsroméHHoro anaMmuesa BepoatTHocTh CI'XC y pebenka kpaiine mana. Coyetanue
TapreTHOro CKPUHUHTA C UCCIIEAOBAHUEM JIMITUAHOTO MPOPUIIS IOApa3yMEBatOIINMA
UCIOJIb30BaHUE KaK AHKETUPOBAHUS, TaK U OHMOXMMHUYECKOro 0OOCelI0BaHus,
ob0ecrieunBaer  100%  uyBcTBUTENBHOCTH. Ilp  »3TOM  cnenupuUYHOCTH
KOMOMHHMPOBAHHOI'O MTO/IX0/1a COTMIOCTAaBUMA C TApreTHBIM U cocTaBisieT 85,8%, Tak
KaK BKJIFOYEHHE aHKETUPOBAHUS MPUBOAUT K JIOKHOIOJIOKUTEIBHBIM pe3yJIbTaTaM
y JeTed ¢ OTATOUIEHHBIM AaHAMHE30M, HO 03 TUIepXO0JIEeCTEPUHEMHUHU.
[TonoxkurenbHasi MPOTrHOCTUYECKAss LIEHHOCTh KOMOMHHPOBAHHOTO CKPUHHUHIA
coctasisieT 17,2%, npesblas TaKOBOE ISl OJHOTO JIUILb TAPTe€THOTO CKPUHUHTA.
OTpuuarenbHas MNPOrHOCTUYECKAass IIEHHOCTbh KOMOMHHPOBAHHOTO  METOJa,
HAaIlpOTHUB, JOCTUIAa€T MAaKCUMAJbHBIX 3HAYEHHUW, TaK KakK OTPHULATEJIbHBIN
pe3ynbTaT cpa3zy MO ABYM KpUTEpHUSIM (OTCYTCTBHE OTSTOLIEHHOTO CEMEHHOTO
aHaMHe3a U HOpMaJIbHbBIN JTUIHUIHBIA POQUIIb) TPAKTUUECKH UCKITIOUAET HAITUYUE

CI'XC (Pucynok 15).
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Pucynok 15 - ROC-kpuBasi 1Ji1 CO4€TAHHOI0 CKPUHHHIA
(anamue3 + JIHII)

IlonydeHHsle AaHHBIE JEMOHCTPUPYIOT, YTO COYETAHHOE IIPUMEHEHUE
TapreTHOro CKPUHHMHra C OHMOXMMHMYECKMMH  TIOKA3aTeasIMA  IOBBIIIAET
JTUCKPUMHMHALIMOHHYIO CHOCOOHOCTh MOJEIH 10 MakcuMaibHOoro 3HaueHus (AUC =
1,00). Oto yka3blBaeT Ha HaJW4YME HE3aBUCHUMOM JMArHOCTUYECKOM LEHHOCTH
CEMEHHOT0 aHamMHe3a JaXe TMpU BHICOKOMH(OPMATUBHBIX OMOXMMHUYECKHUX
IIOKA3aTeIsX.

[lokazaTenun YyBCTBUTEIBHOCTH, CHEHUPUUYHOCTH, TMOJOKUTEIBHOU U
OTPULIATENBHON MPOTHOCTUYECKOMN IEHHOCTH YeThIpeX MeToa0B ckpuHuHra CI'XC

IpeACTaBICHbI B Ta0uIe 22.

Tadamma 22 -  CpaBHUTENbHAs  XapaKTEPUCTUKA  YYBCTBUTEIIBHOCTH,
cunerubuyanoct, PPV u NPV getsipex metonoB ckpuauara CI'XC
MeTo YyscrBuTeabHOCTH | Cienmupuunocts | PPV | NPV
§ (Se), % Sp,% | (%) | (%)
YHUBEpCAIBHBIN 100,0 82.6 0.8 |100,0
CKPUHMHT
(n=25 000)
OnnopTyHUCTHYECKUI
CKPUHUHT MOJENb 1
(JIHIT u30mipoBasHo) 100,0 97,8 95,6 | 100,0
(n=1062)
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MeTo YyscrBUTeabHOCTh | Cienuduynocts | PPV | NPV
! (Se), % P, % | (%) | (%)
OnnopryHUCTUYECKUI
CKPUHUHT MOJENb 2
(OXC) 100,0 97,2 20,1 | 100,0
(n=5354)
KackanHblil CKpUHUHT
(n=364) 100,0 94,7 84,8 100,0
TapreTHbIi CKPUHUHT
(anamne3) (n=521) 33,3 85.8 6,5 | 97,7
TapreTHbI CKPUHUHT
+ OXC u JIHIT (n=521) 100,0 85,8 17,2 | 100,0

AHaIM3UPys OJyUYEHHBIE PE3YIbTaThl YYBCTBUTEIBHOCTH, CICIIU(DUIHOCTH,
PPV u NPV, uetrbipex MetonoB ckpunuHra CI'’XC cienyer OTMETUTh, UTO CaMble
BBICOKME TMOKa3zaTeau dS(PPEKTUBHOCTU OBUIM BBIABICHB MPU POBEACHUU
ONMOPTYHUCTUUECKOTO  CKPUHHMHTA  CpeIu  MaIlMeHTOB,  HaIpPaBJICHHBIX
CHEIUATNCTAMH TIEAUATPUYECKOTO MPOGUIs TOJUKIMHUYECKOTO 3BEHA C YiKe
m3BecTHbIMM  mokazatenssMmu  OXC wu JIHII  (uyBctBUTEenbHOCTH  100%,
cnerupuaHoCcTh 97,8%), onTUMalibHBIN OpOroBeIil ypoBenb JIHII, onpenenenubIit
B Touke cut-off ¢ makcmMmanpHbIM MHIAEKcOM HOnena, cocraBui 4,01 MMOIB/II.
[lokazaremm JIHII, paBHBIE AaHHOMY 3HAQUYEHWIO WM NPEBBIMIAIOIINAE €TO,
uHTeprpeTupoBanuch kKak npeaukrop Hammuuss CI'XC. KackaaHblii CKpUHUHT HE
SBJISIETCS CAMOCTOSITEIbHBIM METOJ0M JAUArHOCTUKU, OJHAKO YUUTHIBAS BHICOKYIO
cnenuuyHOCTh U 4yBCTBUTEIBHOCTH (100% 1 94,7% CcOOTBETCTBEHHO) JaHHOTO
METOJa MOXET YCIEIIHO IOMOJIHATh JPYrue€ BUIbl CKPUHHUHTA, YBEJIMYHUBAs
KOJIMYECTBO BHOBbH BBISBJIICHHBIX MAIlMEHTOB B 1,6 pa3. YHUBepCcaIbHbI CKPUHUHT
XapaKkTepU3yeTcsl BBICOKOW OTPULIATENIbHOW MPOrHOCTHYeCKON IeHHOCThIo (100%),
TOrJa Kak IOJIOKUTENIbHAs MporHocTudeckas IeHHocTh (PPV) nmanHoro meroma
okazanach KpaiiHe Huszkou (0,8%), 4TO OTpaxaeT HHU3KYIO JOJIK0 HCTUHHBIX
MOJIOKUTENIbHBIX PE3yJIbTATOB Cpelu JAETeH, MPOMIEAIINX TOJBKO 3KCIpece-
TecTUpoBaHue. TapreTHbIN CKPUHUHT OKa3ajl HU3KYI0 YyBCTBUTENBHOCTD (33,3%),

U TOJIOKUTENBHYIO MPOrHOCTUYECKYIO LEHHOCTh (6,5%), 4TO OTpakaeT HU3KYIO
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JIOJI0 WCTUHHBIX MOJIOKUTENIBHBIX PE3yJbTATOB CPEIUd AETEW C OTATOLIEHHBIM
aHAMHE30M, TOT/Ia KaK OTpHUIATEIIbHAs MPOTHOCTUYECKAs LIEHHOCTh TapTreTHOTO
CKpuHuHTa Onu3ka K 98%, TO ecTh MpU OTCYTCTBHM OTSATOIEHHOTO aHaMHE3a
BEPOSTHOCTH 3a00JICBAaHUS MPAKTUYECKU UCKITIOUACTCSI.

Takum o6pazom, mns panHed guarHoctukun CI'XC paspabGortana mojnenb
WHTETpali YHUBEPCAIBHOTO, ONMIMOPTYHUCTUYECKOTO U KACKAJIHOIO CKPUHUHIOB,

KOTOpas MoKa3ayia CBOXO 3 (HEKTUBHOCTb.
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I'/TIABA 4. OBCY/KJAEHUE PE3YJIbTATOB

O heKTUBHOCTh YHUGEPCANbHO20 CKPUHUH2A CYIIECTBEHHO 3aBUCUT OT
ypoBHS MH(GOPMUPOBAHHOCTH poxautTeneid o puckax CC3, CcBsA3aHHBIX C
TUIIEPXOJIECTEPUHEMHUEN  aTEPOCKIEPOTHUECKOTO T'€He3a, a TakkKe OT HuX
MIPUBEPKEHHOCTH K  BBINOJHECHUID MEIMUIMHCKUX pekomeHjauuii. Jlomns
BbIsIBJICHHBIX ciaydaeB CI'XC cpeau gerei, mpomeanx 3KCIPECC-TECTUPOBAHUE
coctapuna 0,14%. HecmoTps Ha IMPOKUN OXBAaT NALKUEHTOB, YPOBEHb
JIOXOJIMMOCTH Ha JIOMOJHUTEIbHOE OOCIEJOBAHUE JUIMUIHOTO TPOQuis Mmocie
JIMarHOCTUKN TUNEPXOJECTEPUHEMUN METOJOM SKCIPECC-TECTA COCTABWII JIMIIb
11,9%, uro 0O0yCIOBIEHO HHU3KOM OCBEJIOMJICHHOCTBIO M HEAOCTATOYHOMU
MOTHBALMEN POJAUTETEH.

C yuerom pacnpoctpaneHHoctd CI'XC B monymsuuu — (1:250)
MpEANoiaraéMoe KOJMYECTBO TMAlMEHTOB NIPU MPOBEACHUU YHUBEPCAIHHOTO
ckpunuHra 25 000 geteit 1oKHO ObLTO cocTaBisATh 100 yenoBek.

B peanbHoli mpaktuke Obl10 BbIsiBIeHO 35 marnueHtoB ¢ CI'XC, uro
MPaKTUYECKU B 3 paza MEHbIIE 0KUAAEMOT0 KOJIMYECTRA.

[TonoxkutenbHast nporHoctuyeckass 1eHHocTh (PPV) nanHoro wmerona
okazanach kpaiHe Huskou (0,8 %), 4TO OTpakaeT HM3KYIO JOJII0 HMCTUHHBIX
MOJIOKUTENIbHBIX PE3yJIbTATOB Cpeau JACTeH, MPOIISAIINX TOJBKO JKCIpece-
TECTHPOBAHUE.

OpnHako, pu npoBeneHun gononaHutenbHoro uccienoBanus OXC u JIHIIT
BEHO3HON KpPOBM Ha BTOPOM 3Tame, ObLau BbisiBieHBI Bce ciaydan CI'XC (5,1%)
cpeau manueHToB, mnpomedmux [ 3Tam, dYTO MNOATBEPKIAET BBICOKYIO
MPOTHOCTHYECKYIO HeHHOCTh nuarHocTuku OXC u JIHIT BeHO3HOM KpOBH.

Takum oOpa3oM, MoBkIIICHHE HHHOPMUPOBAHHOCTH POIUTEINIEH O CEMEMHON
TUIIEPXOJIECTEPUHEMHUH U €€ MOCIECTBUIX, a TAKXKE O BAXKHOCTU CBOCBPEMEHHOM
KOPPEKIUH, SABISETCS KIIOUYEBBIM (HaKTOPOM JUisl yBeaudeHHsl 3((PEeKTUBHOCTH
YHUBEPCAIIBHOTO CKPUHUHIA M CHUXKEHUSI PUCKA Pa3BUTHUS CEPACYHO-COCYIUCTHIX

3a00JIeBaHUH y JIETEH.
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B npedextype Karapa (SAAnonus) B 2018-2019 rr. peanuszoBanu nporpamMmmy
TOTAJIBHOIO JIMIUIHOIO CKPUHUHIA, OXBaTWBIIylO 15 665 mkonabHuKOB 9-10-
neTHero Bospacta. [lociie UCKIOYEHUs CiaydaeB BTOPUYHOW AUCIUOUAEMUAU 67
nereit ¢ konnentparmedn JIHIT > 3,63 MMonb/n HampaBwiid HA MOJICKYJISIPHO-
reHeThuueckoe wuccienoBanue. Y 41 ucnpiTyeMoro ObUTM HUIESHTU(DUIIMPOBAHBI
NaTOT€HHbIE BAPUAHTHI, 00YCIOBIMBAIOLIUE CEMEMHYIO rUnepxoiecTepuHeMuto (36
myTtauuii rena LDLR, 4 — PCSK9, onna — APOB) [141]. B 2020-2021 rr.
COIMOCTABUMOE 3MHUJAEMUOJIOTMUECKOE HCCIEIOBAHUE OBLIO TMPOBENECHO B ABYX
aJIMUHUCTPATUBHBIX pailoHax okpyra TaiinyH (0. TaliBanb). B BBIOOPKY BKIIOUMIH
yuammxcs 4-x kmaccoB 30 HauyanpHbIX MmIKoJ. OO6ciemoBano 600 nereit (295
MaaburKkoB U 305 neBouek). Onpenensiu koHeHTpanuu OXC u JIBII, nocne yero
paccuutbiBain mnokazarenb XC HeJIBII. B coorBeTrcTBUM C 1ONYy4YEHHBIMH
3HAYEHUSIMH JIETEW paclpeIeniIn Ha TPU KaTerOpHH:

* HopMasibHbIe ypoBHU XC HeJIBII (< 3,11 mmonb/i) — 331 pebenok (55,2 %);

* norpannyHble 3Hauenus (3,11-3,73 mmonn/n) — 174 pedenka (29,0 %);

* MIOBBINICHHBIC KOHIIEHTpanuu (> 3,76 mmoub/in) — 95 nereii (15,8 %).

Pe3ynbrarhl mMOKa3aJid BBICOKYI0 HH(OPMATUBHOCTH YHUBEPCAIBHOTO
JUIUATHOTO CKPUHUWHTA Il PAHHETO BBISBICHUS JIUL, MNPEAPACIOIOKEHHBIX K
MPEXKIEBPEMEHHBIM CEPJIEUHO-COCYIUCTBIM OCIIOKHEHUIM [210].

[Ipu npoBeACHUN ONNOPMYHUCMUYECKO20 CKPUHUH2A TIEPBUYHbBIE (POPMBI
JTUCIUMUAEMU B TIepBOM U BTOpod rpynmne mnamueHtoB (35,2% u 18,9%
COOTBETCTBEHHO) MPEBBIMIAIOT MOMYJSAUUOHHBIE 1,6%, 4TO yKa3bIBaeT Ha OTOOP
HACJIEICTBEHHBIX CITy4acB.

D¢} PexTUBHOCTh ONMOPTYHUCTUUYECKOTO CKPUHUHTA B TIEPBOM TIpymie
NalMEHTOB, KOTOPAasi OLIEHUBAJIACH TP CIIOPAJAMYECKOM ONPEICTICHUH TToKa3aTenen
ypoBast OXC u JIHII y narueHToB, OOpaTUBIINXCS B MEAUITUHCKUE YUPEIKICHUS
WIM JIMarHOCTMYECKHE JIaOpaTOpUM IO Ppa3JIMYHBIM TPUYMHAM, TO3BOJIMIIA
BbIsiBUTH Bce cinydyaun CI'XC (n=350) — 32,9% oT uucna Bcex MAlMEHTOB C

TUIIEPXO0JIECTEPUHEMUEN.
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[Tpu BeisiBaeHnn CI'XC npu noMoIy aHaian3a nauueHToB ¢ yposHeM OXC >
7,5 wmMouw/a1 1o jgaHHeIM  0asel  EMMAC 1. MOCKBBI  MHOJNOKHUTEIbHAS
MPOTHOCTHYECKAs] 1IEHHOCTh JAHHOrO0 MeTojAa okaszanach Huzkou (20,1 %), uro
OTpa)KaeT HU3KYIO JOJIF0 UCTUHHBIX MOJIOKUTEIBHBIX PE3yJbTaTOB CPEAU JIETEH C
CI'XC, y xoro oneHuBajicsi TOJbKO mMoka3zatenb ypoBHsi OXC > 7,5 mmoinb /1.
VYuuteiBass pacnpoctpaneHHocTs CI'XC 1:250, mpengnosiaraemMoe KOJIUYECTBO
NalMeHToB npu nposeaennu B rpyrre 60 000 nerel 70KHO ObLIO cOCTaBIATh 240
yesioBeK. B peanbHOM npakThke ObUIO BBISBICHO 37 MallMEHTOB, YTO MPAKTUYECKU
B 6 pa3 MEHbIIIE 0KHUIAEMOT0 KOJIUYECTBA.

WNHuterpammst  ucclieoBaHUsl JIMOUAHOTO MpoQWis, B CTaHIAPTHBIC
poPHIAKTUIECKUE OCMOTPBI, HApsITy C BHECEHUEM JIAaHHBIX O CEMEITHOM aHaMHE3€e
B EMUAC nj1s1 Bcex malueHTOB, Yy KOTOPBIX MPOBOJAUTCS UCCIIEIOBAHUE JIUMTUIHOTO
npoduiisg, MO3BOJIUT CBOEBPEMEHHO WJICHTU(DUIIMPOBATH JIMIl C TOBBIIICHHBIM
puckom CC3.

BTopuuHnble qucnunuieMuu B IepBOM rpymnie naiueHToB, e OlEHUBAINCH
Bce manueHTsl ¢ ypoBHeM OXC> 5,2 mmow/a 1 JIHIT 3,4 MMob/1 OblIH CBSI3aHBI
B OOJBIIMHCTBE ciiyyaeB ¢ oxxupeHuem (60,8%; 95% JAU: 54,9-66,5), GenkoBo-
sHepreTudecko HepoctaTodHocThio (10,1%; 95% AN 6,9-14,2) u caxapHbIM
nuaderom (6,6%; 95% JIN: 4,0-10,2).

BTopuuHble aUCIUMNUIEMUH BO BTOPOM Tpymre MalMeHTOB C BBICOKUM
ypoBHeM OXC > 7,5 MMOJIB/J1 ObUTH CBSI3aHBI B OOJIBITUHCTBE CIY4YaeB C CaxapHbIM
nuaberom (29,3%; 95% JAW: 21,8-37,8), nepporruueckum cungpomom (21,1%; 95%
JN: 14,5-29,0) u ayroummyHHBIM TUpeouauTom (9,0%; 95% JIU: 4,7-15,2).

OnmopTyHUCTUYECKUNA CKPUHUHT B JPYTHX CTpaHaxX TNPOBOJWICS Ha
ocHoBaHuu Tnokaszarener JIHII. Ilpumepom sABisercs ONNOPTYHUCTUYECKUN
CKPUHHUHT, npoBeieHHbI B 2021 1. B npoBuHIMM YaibBa (Mcnanus), 0XBaTUBIIHIA
37 440 d4enoBeK, KOTOPbIM MpPU PYTUHHBIX JIAOOPATOPHBIX HCCIEAOBAHUSIX
onleHuBaiM JunuaHbii  npoduias. CormacHo mkanme DLCN CI'XC  Oblna
BepuduipoBana y 846 obcnenoBanHubiX (2,2 %): «BeposatHas» CI'XC — y 654
(1,74 %), «onpenenennast» — y 192 (0,51 %) [106]. B ABcrpanuu cxomHoe
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uccienoanue npoogamwiock B 2010-2011 rr. Ha 6a3e yactHoi Jaboparopun «St
John of God Pathology», oGcayxuBaromeit ~ 500 000 >xkurenmeir. 3a ron
3apeructpupoBado 99 467 uzmepenuii JIHII y 84 823 nanueHTOB, HAIPAaBJICHHBIX B
ocHOBHOM TepaneBtamu (91,8 %), a Taxxe kapauonoramu (3,2 %) u apyrumu
cneruanuctamu (5,0 %). 3nauenust JIHIT> 5 mMonb/n BeisiBieHb! y 3 124 yenoBek
(3,7 %), y 260 u3 Hux (0,3 %) Obuta BbIsiBJIEHA BTOpUYHAsS quciunuaemus [67]. B
Yemickoit Pecy6nuke ¢ 1998 r. meiictByet nporpamma MedPed, ogo6pennas BO3
U BHEJpEHHas Ooyiee 4eM B TpuAaTH crpaHax. OMbIT MMOKa3ai, YTO HauOOJBIIYIO
JTAArHOCTUYECKYIO 3 PeKTUBHOCTH obecrieunBaeT KOMOUHAITUS
ONMOPTYHUCTHUYECKOTO M KackagHoro ckpuHuHra [195]. Poccuiickue naHHbIE
KacaroTCsl JIUIIb B3POCIOro KOHTHUHTEeHTAa. C HUCIOJIb30BaHUEM HH(PPACTPYKTYPbI
naboparopuii nepBuyHOro 3BeHa u cucrembl EMHUAC oGcnenoBano 11 564
narnuenTa (58 % xeHmuH) B Bozpacte 18—55 ner mist myxkuuH u 18—60 ner mins
YKEHIIUH, NPUKPEIUIEHHBIX K aMOYJIaTOPHO-MTOJIUKIMHUYECKOMY LEHTPY MOCKBBI.
be3 ywera runommnuaemudyeckod Ttepanuu no mkame DLCN - BpisiBIEHO:
«ompenenennas»y CI'XC (> 8 6ammoB) — y 13 marueHToB, «BeposiTHas» (6—8
O0anoB) —y 26, «Bo3MoxHas» (3—5 6amnoB) —y 144. CymMmmapHas yactoTa nepBbIX
JBYX Kateropuii cocraBuia 1:296. [Tocie KOppekMK Ha PUEM CTATUHOB U IPYTHUX
nuarno3 «omnpeaeneHHas» CI'XC noareepx/eH y 15 denoBek, «BeposiTHaAsD — y
35, roraa kak y 133 oOciie1oBaHHBIX 3a00JIeBaHUE OTHECEHO K «BO3MOkHOI» CI'XC
[52].

[IpoBeaeHHOE HCCIEAOBAHUE JEMOHCTPUPYET BBICOKYIO 3(PQPEKTHUBHOCTD
Kackaonoz2o ckpununza s BbigBieHus HOBbIX OosibHBIX CI'XC. Cpemu 2543
POJICTBEHHUKOB OBLIIO BBISIBIICHO 581 (22,8%) NalUEeHTOB c
BeposiTHoW/onpenenennon  CI'XC. Ha  ogHOro  MHAEKCHOTO  MallMeHTa
c onpeneneHHod CI'XC BeisiBieHO 1,6 HOBBIX clydaeB, Cpeaud KOTOPBIX
12,22% BHOBb BBISIBICHHBIX MalMeHTOB B Bo3pacte a0 30mer wu 57,14% —
B Bo3pacte a0 S50user. KitoueBbiM (akTopoM 3G(HEKTUBHOCTH KaCKaIHOTO
CKPUHHMHTA SIBISIETCST Crmoco0 WHGOPMUPOBAHUSA POJCTBEHHUKOB MpoOaH[a.

MakcumanbHas AUArHOCTHYCCKasA OTAada JOCTHUracTCia IIpH HEIMOCPCACTBCHHOM
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KOHTaKT€ MEJUIMHCKOIrO CIIEHUAIUCTA C WIEHAMH CEMbH, OTHOCALIMMUCSA K TpyIIe
noBeIIeHHOT0 pucka pa3Butus CI'XC. OgHako B O0JIBIIMHCTBE FOCYAapCTB 3aKOHbI
0 3amuTe KOHQUIACHIIMATLHOW MHGOPMAIMKU 3alpelialoT Bpayy caMOCTOSATEIbHO
oOpalaThCs K POJACTBEHHHKAM HWHIEKCHOTO TMAaIlMeHTa, TEM CaMbIM OTpaHUYHBas
MpUMEHEHUE TAHHOTO MOAX0A.

BaxxHo mnomuepkHyTb, YTO KaCKaaHBI METOJ HE MOXKET MNPUMEHSATHCS
M30JIMPOBAHHO, HO TIPU UHTETPALIMU C IPYTUMU BUIAMU CKPUHUHTA IEMOHCTPUPYET
BBICOKYI0 3(h(DEKTUBHOCTD.

[To nannbiM «IleHTpa munugosoruu s nerei» Pecryomuku Taraperan, Ha
KOKJIOTO HMHACKCHOTO OOJNBHOTO TPHUXOAWTCS B CPEIHEM TPU HOBBIX
noarsepkaeHHbIX ciydas CI'XC, BBIABICHHBIX TIO CXEME «PEOCHOK-POAUTENDY [43]
— OJMH M3 Haubojee BBICOKMX II0KA3aTeNei, MOJYyYEHHBIX NIpPH KACKaTHOM
CKpUHUHTE.

JUiss  cpaBHeHMs: B nomyJsiuMd  adpukaHepoB  (10’)KHOA(PUKAHIIEB
€BPOIECKOro U nHANICKOro npoucxoxaeHus) ¢ uacroror CI'’XC 1:80 Bcienctue
s dexTa ocHoBaTemst KOIPGUIUEHT BBISBISIEMOCTH COCTAaBUI 1,6 HOBBIX Cliydas Ha
omHoro mpodOanaa [158]. ABcrpanuiickue HcCCleIOBaTeId COOOIIAIT O
cootHotmennn 2:1 [68], a Opasuiibckasi mporpamma, oxBaTuBIasi 125 WHIEKCHBIX
mut, oonapysxwuna 234 poncteennuka ¢ CI'XC (1,8 ciyygas) [117]. MunumanbHbie
3HaueHus 3apeructpupoBanbl B Benukoopurtanuu (0,4-0,7) [109] u Typuuu (0,4)
[124] HOBBIX maIMeHTOB Ha OAHOTO MpobaHaa. HecMoTpst Ha psii METOAUYECKUX H
OpraHU3allMOHHBIX  OrPaHWYEHUM,  KACKaIHbIH  CKPUHHMHT  MPOJOJIKAET
paccMaTpuBaTbCid KakK BBICOKOI((EKTUBHBI M SKOHOMHUYECKH OOOCHOBAHHBIN
METOJ] BBISIBJICHUS ITAIIMEHTOB C CEMEWHOM runepxonecrepunemuci. [lo s>Tou
NpUYMHE JIaHHBIM TOoAX0J OQGUIMAIBHO WHTETPUPOBAH B  HAIMOHAJbHBIC
NporpaMMbl PaHHEW JMArHOCTHKM BEAYLIMX IO BBISBIAEMOCTH CTpaH —
Hunepnannos, Hopseruu u lanuu [101, 198].

MakcumanbHasi ~ AMArHOCTUYECKas  OTAadya  JIOCTUTAaeTcss MpH  €ro

KOMOMHHMPOBAHHUH C APYTUMHU (HOpPMaMHU JUIUIHOTO CKPUHUHTA:
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* C ONIOPTYHUCTHYECKUM CKpUHMHroM — B Hunepmanmax u Hopeernm
[101,198];

* C TapreTHBIM CKpUHUHTOM — B Jlanuu u Yemickoit PecrryOmuke [195];

* C YHUBEpCaIbHbIM CKpHHMHIOM — B CiioBeHuu [ 183].

B xone mapzemnozo ckpununza sepositHas CI'’XC Obuta AuarHocTupoBaHa
y 15 perell u3 mATh MAMEHTOB C OTATOLICHHBIM CEMEWHBIM aHamHe3oM U 10
NAlMEHTOB 0€3 OTATOLIEHHOI0 CEMEHOr0 aHAMHE3A.

HccnenoBanue NEMOHCTPUPYET, YTO MPUMEHEHHUE TapreTHOIO CKPHUHUHIA
XapakTepUu3yeTcsi HSKOHOMHUYECKOW HAPGEKTUBHOCTHIO M METOIO0JIOTHYECKON
npocroror. HMHTErpanus aHanu3a CEMEMHOrO0 aHaMHe3a B IeAUaTPUYECKYIO
MPAKTUKY MO3BOJSET ONTUMU3UPOBATH JAOOPATOPHO-AMATHOCTUUYECKUE PECYPCHI,
KOHIEHTPHUPYS UX HA MAIUEHTAaX C MOBBIIIEHHOW BEPOSITHOCTHIO MATOJIOTUH. TeM He
MEHEe, MPU OPUEHTALMU Ha TOJBKO HAa CEMEWHBIM aHAMHE3 BO3MOXEH MPOIYCK
3HAUUTENBHOTO KonnuecTBa ciydaeB CI'XC. Pe3ynbrarsl mpOBEAEHHOTO HaMU
UCCIIEIOBaHUsI TOKa3bIBalOT, uTo y ~2/3 nereir ¢ auarHozom CI'XC, He ObLIO
JTAHHBIX 00 OTATOIIEHHOM CEMEHHOM aHaMHE3€, CJIeIOBATEIbHO, PY MPUMEHEHUN
UCKJIFOYUTELHO TapreTHOTO CKPUHUHTA JIaHHAsl Tpymra MalueHTOB OCTalach Obl
HEIMAarHOCTUPOBAHHOM. [lonydeHHBIA pe3ysibTaT COIJIACyeTcsl C JIMTEPATyPHBIMU
JAHHBIMH: HECMOTpPS HA MPEUMYIIECTBA TAPTr€THOIO CKPUHHUHIA, €ro
M30JIMPOBAHHOE HCIOJB30BAHUE HE OOECIEUMBACT aJCKBATHYIO UIECHTU(DUKAIINIO
oonpmmHcTBa ciydaeB CI'XC y nmereii 6e3 sIBHBIX aHAMHECTUYECKUX YKa3aHWUU Ha
Hanmn4aue 3abojieBanus B cembe [126,101].

KommiiekcHast  cTparterusi, coderaromiass TapreTHbId  CKPUHUHT U
OMOXUMHUYECKOe O00CIeJOBaHUE, OMOJHSIET MPEUMYIIECTBA KaXKIOTO W3 HUX,
Oylarogapsi yeMy NpakTUYeCKu HCKItouaercs npomyck nanueHToB ¢ CI'XC. Ha
MPaKTUKE JaHHBIA AJITOPUTM II€JIecCO00pa3HO peaTu30BhIBATh MOCIEA0BATEIbHO.
CHavajla mpW TEPBUYHOM BHU3UTE peOEHKA WM B X0J€ MNPOPUIAKTUUECKOTO
OCMOTpPA IMTPOBOJUTCS ONPOC, MO3BOJISIIOIINANA OLIEHUTh JaHHBIE CEMENHOTO aHAMHE3a
U TEM caMbIM c(POPMHUPOBATH TPYMITY MOBBIIEHHOTO pucka. Ha BTopoM sTamne BceM

ACTAM, OCOOEHHO JJMIaM Hu3 IIaHHOﬁ KOT'OPTbI, BBbIIIOJIHAIOT Ha60paTopHoe
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UCClIeIOBaHNE JUMUAHOTO Tpoduis. JlaHHas Mojenb 00ECHeurBaeT BBICOKYIO
YyBCTBUTEIBLHOCTh METOJA TPH HE3HAYNWTEIHLHOM CHWIKEHUU CICHU(PUIHOCTH.
HenmocratkamMy yka3aHHOTO NOAXOAA SIBIIAIOTCA CIIOXKHOCTh OPTaHU3ALMOHHBIX
MPOLIeTyp W pacmiupeHue (PUHAHCOBBIX 3aTpaT, MOCKOJBKY 00a 3Tama CKpUHUHTA
(baKTHYeCKH paclpoCTPaAHIIOTCS Ha BCIO JETCKYIO MOMYJIAIMIO.

[lonydyenHble = HaMM  J@aHHbBIE  COTJIACYKOTCA  C  COBPEMEHHBIMHU
MEXTYHAPOTHBIMUA PYKOBOJICTBAMH M PE3yJIbTaTaMU 3apyOEKHBIX HCCIICIOBAHUH,
MOAYEPKUBAIOIIMMHA TPUOPUTETHOCTh paHHero BbisiBiieHHs CI'XC y nereir B
PEKOMEHAAIUAX EBPOINEUCKUX U CEBEPOAMEPUKAHCKUX SKCIEPTHBIX COOOIIECTB

[79, 101].
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BbBIBO/IbI

. IIporpaMmMa yHHMBEpPCAJIBHOTO CKpWUHUHra cpead pgered 9-11 ger,
OCHOBAHHAsI Ha 3KCHPECC-ONpPENEEHUH OOLIEro XOJECTEpPHUHA B KaNWJUIAPHOMN
KpPOBH, IMO3BOJISIET OXBATUTh IIMPOKYIO MOMYJIALMIO, HO IEMOHCTPUPYET HUBKYIO
PEe3yJIbTaTUBHOCTh U3-3a OTPAHMYEHHOW JOXOAMMOCTH JI0 3Tama JiabopaTOpHOTro
noareepxkaeHus. [1omoxxuTenbHass NPOrHOCTUYECKAs IEHHOCTh METO/1a COCTABIISET
0,8%, HEecMOTpsi Ha BBICOKYIO YyBCTBUTENbHOCTH (100%), 4TO yKa3biBaeT Ha
HEOOXOIMMOCTh €r0 IPUMEHEHHS TOJIbKO B COCTaBE KOMOMHUPOBAHHOM MOJEIIH C
00513aTeIbHBIM MOCIEAYIOIUM 1000CIe10BaHUEM.

2. OnnopTyHUCTUYECKUI CKPUHHHT, PEATU3yEMblid KaK MPUIIEIbHBIN MOUCK
CIIy4aeB THIIEPXOJECTEPUHEMUU CpPEIM TANUMEHTOB C YK€ BBINOJIHEHHBIMH
OMOXUMHUYECKUMH  HCCIICIOBAHUSIMU, T[OKa3aldl BBICOKYIO  3(P(HEKTUBHOCTH:
yyBCTBUTENBHOCTE 100%, cnieuuduyunocts 97,8%, AUC 0,994 nns JIHIT > 4,01
MMOJIb/J1. MeToa mo3BoJiIeT onepaTuBHO uaeHTUGUIMpoBaTh Kak ciydyan CI'XC,
Tak W Apyrue GopMbl AUCIUMUIEMUN, TIPU ITOM Hauboyiee pe3yJbTaTUBEH NpHU
Hanmuuu nokasarened OXC u JIHII u goctynma k 27I€KTpOHHBIM MEAUIUHCKUM
0azaM JaHHBIX.

3. KackagHblil CKPUHUHT CpEIUd POJCTBEHHUKOB HWHJIEKCHBIX MallMEHTOB
MOATBEPJINI CBOIO BBICOKYIO 3((dexTuBHOCT, B paHHeM BbisiBaeHMn CI'XC: Ha
OJIHOTO HHJIEKCHOTO TAaIlMeHTa MPUXOAWIOCh 1,6 HOBBIX ciiydas 3a00JIeBaHUSI.
YyscTBUTENIBHOCTH MeTO1a cocTaBuia 100%, cnenuduanocts — 94,7%, TOUYHOCTH
— 95,9%. Merton ocobeHHO HWHGOPMATUBEH TPU HAIMYUM TE€HETUYECKOU
BepuduKauu y mpodaHaa W JEMOHCTPUPYET 3HAYUMYIO JIHATHOCTHYECKYTO
LIEHHOCTh Y POACTBEHHUKOB |11 cTenenu poacraa.

4. TapreTHblii CKPUHMUHT, OPUEHTUPOBAHHBIN Ha BBISBJICHUE
TUIIEPXOJIECTEPUHEMUN Y JETe C CEMEHMHOW OTATOLIEHHOCTBIO 10 pPaHHUM
CEPJIEYHO-COCYIUCTHIM  COOBITHSIM,  MPOJAEMOHCTPUPOBAI  OTPAaHUYCHHYIO
yyBCTBUTENBHOCTh (33,3%) W HUBKYI0 TOJIOKUTEIbHYIO MPOTHOCTUYECKYIO

HEHHOCTh (6,5%). DTO CBUAETENBCTBYET O €ro HEeAOCTaTOUHOM A (HEKTUBHOCTH B
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M30JIMPOBAHHOM IPUMEHEHUH U ONPENIEIISIET €r0 BCIIOMOTATENBHYIO POJIb B paMKax
KOMIUIEKCHOW TUarHOCTUKH.

5. CpaBHUTENbHBIM aHAIN3 AUATHOCTUYECKUX CTpPATErui IOKas3aj, 4YTO
MaKCUMaJbHYI0 3()(PEeKTUBHOCTh oOecreunBaeT KOMOMHHPOBAHHOE MPHUMEHEHHE
ONMOPTYHUCTUYECKOTO U KACKaJHOTO CKPHUHUHIOB, IPU YCJIOBHH UX JOTOJIHEHHUS
YHUBEPCAIBHBIM IMOJX0I0OM ISl pACIIMPEHUS] 0XBaTa. TapreTHbIi CKPUHUHT MOXKET
OBITH MMOJIE3CH KaK HAYaJbHBIH (QUIBTP MPU HATHYUUA YOSAUTEIBHOTO CEMEHHOTO
aHaMHe3a, HO TpeOyeT OMOXUMHUYECKOW U/UIIM TeHETUUYECKON BepU(PUKaIIUU.

6. Pazpabortannas mojmens panHed aumarHoctuku CI'XC, ocHoBaHHas Ha
WHTETpalii YHUBEPCAIBHOTO, OMIOPTYHUCTUYECKOTO U KACKAJIHOIO CKPUHUHIOB,
JI0Ka3aja CBOK0 MPUMEHUMOCTb B PEATIbHBIX YCIOBUIX NEAUATPUUECKON MTPAKTUKH.
OHa NO3BOJISIET CYIIECTBEHHO NOBBICUTH BbISABIAEMOCTh CI'XC, CBOEBpeMEHHO
HayaTh TEpamui0 W PEKOMEHJOBaHA K BHEApPEHHWI0O B  aMOyiIaTopHO-

MOJIMKJIMHAYECKYIO U CTAlIMOHAPHYIO IPAKTUKY.
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NPAKTUYECKHUE PEKOMEHJALIUN

Jns1 Bpavyeil NepBUYHOIO 3BE€HA:

1. IIpu BeIsIBIEHHHU 0011eTO X0JecTepuHa >5,2 mmoin/a win JIHIT >4,0 mmons/n y
pebeHka HeoOX0UMO:

- cobpatb cemelnbIi anamue3 o CC3 (10 55 neT y My>K4uH, 10 65 JeT y KEHIIUH);

- Ha3HAYUTh PACIIMPEHHBIN JTUIMUTHBIA TPO(UIIB;

- pu Hamuuu nono3penuss Ha CI'XC — HanpaBUTh K NEAUATPY-3HIOKPUHOJIOTY

WJIM KapAHOJIOTy, MPU BO3MOXHOCTH — B JTUIUAOJIOTUYECKUM LEHTP.

2. Wcnonb30BaTh BO3MOXKHOCTH OINIIOPTYHUCTUYECKOTO CKPUHMHIA: OOpaliaTh
BHUMAaHHE HA TUTIEPXOJIECTEPUHEMHIO TIPU JIIOOBIX OOpaIEHUsIX U pe3yabTaTax
aHAJIM30B, BKIIOYAsl JUCHIAHCEPHU3ALUIO.

JIJIfl CTAIMOHAPOB M IUCIAHCEPHBIX LIEHTPOB:

3. IIpu ycranonenuun nuarHo3za CI'’XC y nmanueHTa peKOMEHAYETCS MPOBEICHUE
KACKaJHOTO CKPUHUHIA CpeAu POJCTBEHHHKOB IE€PBOM M BTOPOM CTENEHU
POJICTBA C MOCJIETYIOUM BKJIFOUEHHEM B PETUCTD.

4. B yupexaenusix ¢ goctynoMm k 6aze EMUAC win aHalOTUYHBIM CHUCTEMaM —
BHEJIPUTHh AJITOPUTMbI aBTOMAaTUYECKOTO Moucka aereil ¢ ypoBuem OXC >7.5
MMOJIB/JT U OTCYTCTBHEM JIMArHO3A.

JIJ1s1 pernoHaJIbLHBIX  MYHHIIUNIAJbHBIX OPTraHOB 3IPABOOXPAHEHUS:

5. YHuUBepcanbHBII CKPUHUHT cpenu jaeteit 9—11 mer uenecoobpazeH mpu
00ecCIreyeHHON MapuIpyTU3allii, BO3MOKHOCTH MOBTOPHOTO OOCIENOBaHUSA U
MH()OPMUPOBAHHOCTU POJIUTENCH.

6. Pexomenayercst BkioueHue mapiipyTta auarHoctuku CI'XC B permoHaibHbIe
NOPSIIKM  OKa3aHUs MEATNOMOLIM, C OINPEJEICHUEM LIEHTPOB KOOPAUHAIINH,
OTBETCTBEHHOCTH U MEXaHU3MOB JJ000CIEA0BaHNS.

7. Heobxogumo oOecrieyuTh 0OO0yueHUE Bpayed MEepBUYHOTO 3BEHA 10 TEMe

HACJICJICTBEHHBIX TUCIUTIUIEMHN U cTaHaapToB BeisiBiieHuss CI'XC.



112

NEPCIIEKTUBHI JAJBHEHIIEN PASPABOTKH TEMbBI

I[J'ISI OIITUMH3allKU IIporpamMm CKpHUHHUHTIA H€O6XOI[I/IMI>I ,H&HBHGI\;IHII/IC
HCCICAOBAaHUA. HCpCHeKTI/IBHBIMI/I HalpaBJICHUAMUA ABJIAAIOTCA OLICHKAa
AKOHOMHUYECKOMN HCJIGCOO6p3,3HOCTI/I MaCCOBOI'O CKPHHHHI'A CFXC, a TaK¥XKC
BHCAPCHUC MOJICKYJLIPHO-TCHCTUYCCKOI'O TCCTUPOBAHUA I IIOATBCPIKICHUA
AWAarHo3a M pacHiMpCeHHC KaCKaJHOTO CKPHHUHIA B CCMbIX. I[JII/ITGJIBHOG
Ha6JIIOIICHI/I€ 3a IainucHTaMH, BBIAAIBJICHHBIMH B ICTCTBC, IIOMOXKCT OLICHUTH BJIIMAHUC
PaHHETO BMCHIATCIILCTBA Ha JOJIOCPOYHBLIC KIIMHHUYCCKHEC PE3YyJIbTaTbl U
3(1)(1)€KTI/IBHOCTI> HOI[06HI>IX IIporpaMm B CHHKCHHUHA 3a00J1€Ba€MOCTH H CMCPTHOCTH

ot CC3.
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CIIUCOK COKPAIIEHUI

CI'XC - cemeliHasi THIIEPXOIECTEPUHEMUS

reCI'’XC — rereposurotHas gopma CI'XC

roCI'XC — romosurotHas popma CI'XC

CC3 - cepneuHo-coCyAUCTbIE 3a00JI€BaHUS

CK/I - cemelinasg KOMOMHUPOBAaHHAS JUCITUITUAECMUS

CCIJI - cutocteponemMus

CI'TT - cemeliHas runepTpUIIIMLEPUAECMUS

BO3 - BcemupHas opranusanus 31paBOOXpaHEHUS

OXC - oOmuit XonecTepuH

XC JIHII - xosecTeprH JUMOIPOTEUNHOB HU3KOW INIOTHOCTH

XC ueJIBIT - xonecTepuH HETUTIONPOTEMHOB BHICOKOW INTIOTHOCTH
JIHII - nunonpoTenHbl HU3KOW INIOTHOCTH

JIBII - munonpoTenHbl BEICOKOHM MIIIOTHOCTH

JIOHII - nunonpoTenHbl O4€Hb HU3KOU MIIOTHOCTH

JIHIIP - JIHII-peuenTop

NBC - umemuueckas 60y1e3Hb cep/iiia

WM - undapkt Muokapaa

PPV — nonoxurenpHas NpOrHOCTUYECKAS [IEHHOCTh

NPV - orpuniarenbHas mpOrHoCTUYECKAs IEHHOCTh

Se — 4yBCTBUTEIIBHOCTH

Sp - cnerududHOCTH

ROC-anamm3 - Receiver Operating Characteristic - pabouas XapaKTepUCTHKA
pUeMHUKa

NHANES - National Health and Nutrition Examination Survey
PDAY - Pathobiological Determinants of Atherosclerosis in Youth
SAFEHEART - SpAnish Familial hypErcHolEsterolaemiA cohoRt sTudy
DLCNC - I'omnanackue kputepun Dutch Lipid Clinic Network

SBR - bpuranckue kputepuu Caitmona bpyma (Simon Broome Registry)
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