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KiaioueBsbie CJioBa

CemeliHas rurepxonecTepuHeMus
e ATepockiiepo3
e lmemuueckast 60yie3Hb cep/iia

XoJiecTepuH JIMIIOMPOTENIOB HU3KOM IIJIOTHOCTU
e KcaHTOMBI



CIIMCoOK CoKpalleHun

AT' — apTepuasibHasi TUTIePTEH3US

arnoB — 6eJoK anoaunoIpoTerHa B

ACB - aTepockiepoTuueckas 6Jisika

reCI'XC — retepo3muroTHasi ceMmeiHas rurnepxojiecTepmHeMms
roCI'’XC — roM03UTroTHAs ceMeiHas ruIepxoyiecTepuHeMus
['XC - runepxonecTepmHeMus

MBC — uimemMmmnueckast 60yie3Hb cepiia

M - uHdapKT MuoKkapaa

KAT — xopoHapoaHruorpadus

JII1(a) - nunorniporeunp(a)

JIHII-peuenTop - peuentop JUMONPOTENUL0B HU3KON INIOTHOCTU
MCKT - mynbTHCIMpasbHas KOMIIbIOTEepHAsl TOMorpadust
OXC - o0mmi1 xonecTrepuH

CI'XC - cemeiiHas runepxojiecTepyMHeMms

CII, — caxapHbIii guaber

CC — cepaeuyHO-COCyaUCThI

CC3 - cepmeuHO-CcOCyaucThbie 3a00eBaHMS

TT' — TpurnuiepmuaIbl

TUA — TpaH3UTOpHAas uUllleMryecKas aTaka

XC-JIBII - XomecTepuH JIUNONIPOTENLOB BBICOKOW IVIOTHOCTU
XC-JIHIT — xoJieCTepUH JIUNIONPOTEUL OB HU3KOM IIJIOTHOCTU

OKI' - sjiekTpoKapamorpamma



Ox0oKTI' — sxokapauorpadus

APOB - ren anonurnomnporenHa B

DLCN - Dutch Lipid Clinic Network

HOA- HanmoHaibHOE 00IIeCTBO 110 M3YYEeHMIO aTepOCKIepo3a
PKO - Poccuiickoe KapauoJornyeckoe o0IecTBo

EAS - European atherosclerosis society (EBpomeiickoe 0O0IIecTBO
aTepocKepo3a)

ESC - European Society of Cardiology (EBporeiickoe 0011ecTBO
KapIMOJIOTOB)

PCSK9 - nmpornpoTerMHKOHBepTa3a CyOTMIM3UH/KeKCHUH THuma 9



TepMMUHBI U oIIpeae/IeHUs

T'ereposurorras CI'XC - CI'XC, npu kKotopoit medekTHbiit reH JIHII-
pelieriTopa rnepenaeTcs OT OGHOTO U3 POAUTENeN.

TomosurorHas CI'XC - CI'XC, mpu Kotopoii medektHbiit red JIHII-
pelieriTopa rnepengaeTcs OT 060MX poAUTeIei.

CC3 arepockieporuyeckoro reHesa (ot aHmt.  ASCVD
(Arteriosclerotic cardiovascular diseases); CMHOHMMBI:
atepockiaepotuueckme CC3; CC3, o0ycaoBIeHHbIE aTEPOCKIEPO30OM) —
CepIevYHO-COCYOMCThIe 3a001eBaHMST aTEPOCKIEPOTUUECKOTO reHes3a, K
KOTOpbIM OTHOCsITcT WMBC, aTtepoTpomMOOTHMUeCKUit MileMudeCcKuii
VHCYIIBT, TUA, nepudepuyueckuit aTepoCKiiepos C
aTepPOCKIEPOTUUYECKMMM  ONSIIIKAMM, CTEHO3UPYIOIIMMM IIPOCBET
cocyna > 50%.

Panee pasButue CC3 - paszsumue CC3 amepockiepomuueckoz0 2eHe3da
Yy MY>KUMH B BOo3pacTe <55 j1eT, y >KeHIIMH - <60 J1eT.

IloapocCTKOBBINI BO3pacT - Iepuod PoCTa M Ppa3sBUTUSI 4YeIOBEKa,
KOTOPBIV ClemyeT I0c/ie AEeTCTBA U OJUTCS OO0 OOCTVMOXKEHUS 3Pesioro
BO3pacTa, To ecTb ¢ 10 go 19 ner.

IIpoGana — 1mepBOe JIUIIO B CEMbe, y KOTOPOTO BbICTaBJIEH AMArHo3
HaC/IeICTBEHHOro 3abo1eBaHus, B janHoM crydae CI'XC.

KackagHplii CKPpMHMHT — [103TalTHasl MAeHTU UKAINS TTalieHTOB C
CI'XC cpenyu uymeHOB cemMby IIpobOaHnma. IIo mMepe BBISBIEHMS HOBBIX
nanyeHToB ¢ CI'XC, UX poACTBEHHMKM TaKKe 00C/IeayIOTCSI.



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenue

CemeritHas runepxonecrepuHemusi (CI'XC) — MoOHOreHHOe
3a60/1eBaHMe C TPEUMYIIECTBEHHO ayTOCOMHO-AOMWUHAHTHBIM TUIIOM
HacaenoBaHMs, COIPOBOXAAMIeeCs 3HAUMTEIbHBIM IIOBbIIIEHNEM
YPOBHS XOJIeCTepUHa JUIIONPOTeU 0B HMU3KOM mmoTHOCTH (XC-JIHII) B
KpOBU, M KaK CJIeACTBUe, IIpeXOeBpeMeHHbIM pa3BUTUEM U
MIPOrpecCUpPyIIUM TeueHMeM aTepocK/iepos3a, KaK [paBWio, B
Mosiogom Bo3pacre [1].

1.2 OTHosorusa U raToreHes

Passutue CIXC ob6ycioBieHo jdedekTamMy TeHOB  OeJKOB,
yUacTBYIOIIMX B MeTaboiu3Me JIMIIONPOTEUIIOB, B pe3yabTaTe
KOTOPBIX HapymaeTrcs 3axBaT kietkamu JIHII-uactuiy 1 B KpoBU
noBbitiaeTcs yposeHb XC-JIHIT [4, 5].

Camas yacras reHetuueckas npuumHa CI'XC - myTauusi B reHe
pelierniTopa JUIIONPOTeUI0B HMU3KOM IuioTHOCTU (JIHII-penernitopa),
KOTOpBIA  pacIlosio’keH IJIaBHbIM 00pa3oM Ha  IIOBEPXHOCTU
rernaToLTOB U UTrpaeT KIKUYEBYIO POJIb B CBSI3bIBAHUM U BbIBEIEHUU
n3 KpoBoTroka nupkyaupywooumux JIHII-yactu,  [100,6]. Ha
ceromgHsIIHMUI neHb u3BecTHO Oojee 1600 myTauuii LDLR, CrIOCOOHbBIX
HapyumiuTh GYHKIMIO pelentopa M Bbi3biBaThb pa3Butue CIXC.
Myrauuu B redHe LDLR ob6yciaBiauBaoT ot 85 no 90% ciyuaeB CI'XC

[7].

BTopas mo yactoTe NpuuMHA — MyTalus B TeHe aroJauIionporenHa B
(APOB), kogupytomiero arob6enok B100 (amoB), Bxomsiuii B cocTaB
JIHII-yacTui 1 OTBeTCTBEHHbIN 3a cBsa3biBaHMe JIHII ¢ perieritopom. B
pe3ynbTaTe M3MeHeHMiI B reHe nojoBuHa JIHII-uacTui, He crocobHa
ceasateca ¢ JIHII-peumentopom [8]. Myrtanuu reHa APOB
obecreunBaT oT 5 10 10% ciyuaeB CI'XC [9]. BbisIBI€HO HECKOIbKO
rnatoreHHbix myrtauuii reHa APOB [10]. [lokazaHO, UTO HOCUTEIN
MyTaiuit reHa LDLR umeloT 6omee BbicoKuit ypoBeHb OXC m XC-JIHII
1 6ojee BbIpaKeHHbIE ITPOSIBJIEHMSI aTepOCKIepo3a apTepuit, yem
HocuTenu myrtauuii rena APOB [18].



TpeTuit reH, MyTalu B KOTOPOM CHOCOOHBI MIPUBOAUTD K Pa3BUTHUIO
CI'XC, - 39ro reH PCSK9, xooupywlIuii MNpONpPOTEMHKOHBEPTA3Y
CYOTUAM3UH/KEKCUH TUI 9 - CEpUMHOBYIO IpOTeasy, yUYacTBYIOIIYIO B
paspymenun JIHII-peneritopa [11, 12, 56]. MyTaiuu, puBoasiue K
ycwieHuo — QyHKUMOHa/NbHOM  akTuBHOCTM  PCSK9  (MucceHc-
MyTal), BbI3bIBAIOT MOBbIIIIeHHOE pa3pyiuieHue JIHII-penernTopos, B
pe3yjbTaTe Yero YMEHbIIAeTCs KOJIMYeCTBO peLenTopoB Ha
NoBepxHOCTU KiaeTku U pasBuBaetcs I'’XC [13]. Kpome Toro, myranumu,
ycunuBawiie QyHKIMOHAIbHYIO aKTUBHOCTb PCSK9, crmocobHbI
CTUMYJIMPOBAThL CUHTE3 IIeYeHbI0 JIMIIONPOTEU OB, COLepKalux
anoB, uto Taxke npuBomut K I['XC [14]. Myrauum rena PCSK9
obecreunBalOT MeHbile 5% cmayuaeB CI'XC [7]. YpoBuu XC-JIHII y
HocuTtenen  mucceHc-myTtauuim  PCSK9  oueHb  BapbupyrT  OT
OTHOCUTEJIbHO YMEPEeHHBIX 10 OYeHb BbICOKUX [16].

Mytauuu B reHax LDLRAPI, ABCG5, ABCGS8, CYP7Al1 wumeloT
peliecCUBHBIV TUIT HaCIeAOBAaHUS U KIMHUYECKM MPOSIBIISIOTCS
TOJIbKO Kak romo3urotHasi dopma CI'XC [5].

B mocienHee BpemMs B KaueCTBe TIeHOB-KAaHAMOATOB, MyTalLuu B
KOTOPBIX BbI3bIBAKOT pa3Butne CI'XC, paccmatpusarorcs Takke STAPI,
LIPA v PNPLAS5 [17].

CorslaCHO COBpPeMEHHOM KOHILEINIMM pasBUTUS aTepoCKiepos3a, B
COOTBETCTBUM C TUMUAHO-UHPUABTPALIMOHHO Teopuen,
dbopMupoBaHe  aTepOCKIEPOTUUYECKOV  OasIiKM  OOYCI0BIEHO
MOCTYTUIEHNEM B CYO3HOTe/MaabHOe MPOCTPAHCTBO KaK HATUBHBIX,
TaK ¥ OKUCAeHHbIX (MoguduimpoBaHHbix) JIHII. UeM Bbillie ypOBEHb
MOUJIeAHNX B IUJIa3Me KPOBU, TE€M MHTEHCUBHEE IpPOTeKaeT 3TOT
npouecc [19]. bonee Toro, mpu paurtenpHoOM HaxoxaeHuu JIHIT B
KPOBU BepOSAATHOCTb OKUCIEHMS 4acTull Bo3pacraet [6]. [lauueHTHI C
CI'XC xapaKTepu3yTCs OJAUTETbHOM SKCIIO3UILIMEN BbICOKOT'O YPOBHS
XC-JIHIT B KpOBOTOKe, UYTO U 0OyCIOB/JMBAeT paHHee U
Iporpeccupymliee pa3BuUTue aTepocKieposa.

Ha pa3BuTtue atepockieposa, B yactHoct UbC, y nauimenToB ¢ CI'XC
OKa3bIBAIOT BAMSHME Te ke (QaKToOpbl pucka, uTo M y aui 6e3 CI'XC
[20]: MmoguduupyeMmbie (apTepuasibHas ruriepteHsus (Al), caxapHbiii
nuabet (CI), KypeHue, Hu3Kkas ¢pusmyeckasi akKTUBHOCTb, OKUPEHUE)
n HeMmomuduuyupyeMmble ¢GakTopbl (MY)KCKOV II0J, BO3pacT,
OTSATOLIEHHOCTh CeMeMHOTr0 aHaMHe3a I10 CepaeyHO-COCYAUCTbIM
3abonmeBanussm  (CC3)).  JomonHuTenbHble  (AKTOPhI  pHUCKA
arepockieposa, nomumo I'XC, yBennumBaloT cMepTHOCTb Ipu CI'XC
[21].



1.3 dnuaemuoaorus

CormacHo MeTa-aHaan3y 2017 r., pacnpoCTpaHEHHOCTb
retepo3uroTHoit CI'XC B mupe coctaisieT 1 Ha 250 denoBex [153]. ITo
TaHHbIM HeJlaBHEero 3MUAEMMUOIOTNYECKOTO UCCIIeqOBaHMS,
IpOBEeJEeHHOT0 B NBYX pernoHax Poccurickoin ®@epepauumn,
pacripoctpaHeHHOCTb CI'XC cocraBnsser 1 Ha 108 yemosek [23].
PacripoctpaneHHOCTb TOCI'XC — 3HaunTenbHO MeHbIie (1 Ha 300 ThIC.
- 1 mnH. yenosek) [1]. Cpegu nun, ¢ runepxonecrepuHemuein CI'’XC
BCTpeYaeTCs 3HauUnTe/IbHO Yaiie — B 5-10% cirydaes [1].

CI'XC saBnsercs npuunHoii pazsutust UM no 45 et B 20% ciayvaes [7].
[TauenTel ¢ CI'XC MMeOT Takke MOBBIIIEHHbI PUCK Pa3BUTUSA
npexneBpeMeHHoOi cmeptu [7]. ¥V MyxuuH, OGonbHbiXx reCI'XC, B
cryyae otcyTerBus nedenust UBC pasBuBaetrcs kK 30 romam y 5,4%, K
50 rogam - 51,4%, k 60 rogam — 85,4%, a y keHIIIMH K 60 rogam — y
53,3% [24]. CornacHo moxkiamy BO3 (1997), 50% myxuuH c reCI'’XC
yMmuparoT B Bo3pacTte n0 60 jger u3-za MBC [25]. B Poccun
PO O/DKUTENBHOCTD KM3HU Y MY>kKuMH ¢ TeCI'XC — 53 roga, y skeHIIMH
62 ropa [26].

V HeneueHHbIX nauueHTOB ¢ roCI'’XC aTrepockiepo3 pa3BUBAETCS B
Bo3pacte 0o 20 JieT, U IPOLO/DKUTENBbHOCTh XKMU3HU COCTaB/IsSeT He
6onee 30 et [15].

1.4 KogupoBanue no MKb10

HapymieHussi oOMeHa JMIIONPOTEUAOB M APYyrue JIUIUAEMUU
(E78):

E78.0 — UYncrag rumnepxosiecrepruHe MU

E78.2 — CmelllaHHas1 TUepAUIIUAEMUS

1.5 Knaccupuranms

Pasznnualior retepo3surotHyo u romosurotyro CI'XC. B 3aBucumoctun
OT TUIIA Hac/IedOBaHMs BeIAENSIOT cienyoniye gopmbl CI'XC:

- reteposurotHas CI'XC;

- romo3urotHas CI'XC.



VpoBeHb ob61iero xonecrepuHa (OXC) y MalMeHTOB € reTepO3UTrOTHOIM
dopmoit CI'’XC (reCr'XC), korma reHeTuueckuit gedeKT yHacaeIoBaH
OT OJHOIO M3 pomuTesei, oObIYHO cocTasjsgeT 7,5-14 mmonb/n. Ilpu
romo3urotHoii CI'XC (roCI'’XC), ripu KOTOpOJi reHeTudeckuit medexrt
yHac/ieloBaH OT ob6oux poputeneii - 14-26 mmonb/a [1]. Ocoboro
BHUMaHUA 3actykuBatoT Hocutenu roCIXC, y KOTOpBIX TsKenas
runepxoniectepuHemus (I'XC) npuBOOUT K CepAeuyHO-COCYAUCTHIM
3a6oneBanusaM (CC3) yke B AeTCTBe U IOHOCTH [3].

B cooTBeTcTBUM ¢ AuarHoctTuueckumu kputepusimu Dutch Lipid Clinic
Network (DLCN) o BepositHocTy Haymnumsi reCI'’XC BbIIeISIIOT:

- onipenenenHas CI'XC;
- BeposiTHas CI'XC:
- Bo3moxkHas CI'XC.

B coorBetcTBUM ¢ Kputepusimu CaiimoHa bpyma (Simon Broome) mo
BeposTHOCTU Hasmnmuus reCI'XC BoIzessaoT:

- onpeneneHnHas CI'XC;

- BeposiTHas CI'’XC.

1.6 KnnHnyeckass KapTuHa

[Tockonbky CI'XC sBisieTCsl pe3y/JibTaTOM I'€HEeTUYEeCKOTO HapylleHMUs
win HapyuieHuit, I'XC pa3BuBaeTcs yke C POXKAEHUS U MPUBOAUT K
paHHEMY pPa3BUTHUIO, TIPeKIe BCEro, UileMu4eckoit 6ome3HMu cepaiia
(UBC) [2]. B cBsasu c¢ Tem, uto I'XC cama mo cebe He BbI3bIBaeT
HUKAKUX Kajob, 3abojeBaHMe [IAUTENbHbIE TOObl IMPOTEKaeT
beccMMnTOMHO M 3adactyio wmaHudectupyer B Buae WBC, B
yacTHOCTU, MHGapKTa Muokapaa (VM) uiau BHe3aITHO CMepTH.

VY 30-55% mainenToB ¢ CI'XC BBISIBISIIOTCS CyXOXUJIbHbIe KCAHTOMBI,
KOTOpble  MOXHO OOHapykuTb B JOOOM Bo3pacte [22].
[TaTorHOMOHMYHBIM IIpu3HAKOM 111 CI'XC gBisieTcs nunonagHas ayra
pOrOBUIIbI, BbISIBsSIeMasi B Bo3pacTe n0 45 jeT. [Iyis MalueHTOB C
roCI'XC xapakTepHbI TaKKe KOXXHbIe KCAHTOMBI [7].

[TaumenTsl ¢ CI'XC, maske ripu orcyTcTBUM CC3 aTepoCKIepOTUYECKOTO
reHe3a, OTHOCSITCS K IpyIie BbICOKOTO PUCKa, a IMPU UX HAJIMUUU — K
IpyIe OYeHb BbICOKOTO PUCKa Pa3sBUTUS cepaedHOo-cocyanctoix (CC)
OUJIOKHeHu [1].



2. IuarHocTuka

JIMarHoCcTMKa CeMeifHOro aJieHoMaTo3a TOJICTOM KMUIIKM OCHOBaHAa
Ha ’Kajmo0ax OOJIbHOTO, CTEIIeHM MX BBIPAKEHHOCTM, aHaMHese,
aHanm3e pe3yabTaToB obcnemoBanus namyenTa (Y 3b, CP C [2, 3,
4, 11)).

2.1 YKaso6bl 1 aHAaMHe3

BBISBISIOTCS  XapakTep M MHTEHCUMBHOCTh  KJIMHUYECKUX
NIposiBJIeHN (60X B KUBOTE, Ha/IMUME TTATOJIOTUIYECKUX TIpuMeceit
B Kajle, KUIIEUYHbIE PaCCTPOICTBA), IJIMTENbHOCTh 3a00jeBaHMS,
BBISICHSIIOT ceMeliHbiit aHamHe3 (Y]] 3b, CP C [3, 4, 11)).

2.2 ®usuKajIbHOe 0b6cIeqoBaHme
Ha 3Tare nocTaHOBKM OMarHosa:

¢ OcMoOTp GOIBHOTO.

OteHnBaeTcs obliee cOCTOsSTHME OOTLHOTO (CHMKEeHME MacChl Teja,
O/1eMHOCTb M CYXOCTh KOXHBIX IIOKpOBOB U 1p.). IIpoBomsT
MajabIlAlXI0 XUBOTA C LeJIbI0 BbISIBJIEHMSI BO3MOSKHBIX OITyXOJieit
OpPIOIIHOI ITOJIOCTM (BO3MOSKHO YK€ pas3sBUBIIMIACS paK TOJICTOM
KUIITKM WIN JKeJIyaKa), BbISBISIOT JecMouaHble orryxonu (YII, 3b, CP
B [12, 13, 14]). BoisiBneHue BHEKUIIEUHBIX IIPOSBIEHUN ITOAUIIO3A
(IUrMeHTalMsT CIU3UCTOM O000JOUKM Ty0, KOXM JIMIIA, OITyXOJI
MSTKMUX TKaHei, octeombl) (Y, 3b, CP C [10]).

e IlanblieBOe MCCIEeAOBAHYE TPSAMOV KUIIKNA.

OLleHMBAIOT HaJINUMe UJIU OTCYTCTBUE MOJUIIOB B IIPSIMON
KUIIKe, MX pa3Mepbl, a TaKXXe HaJuuue Win OTCYTCTBUE WUX
pakoBoro T1ipeBpaineHus. OLleHMBAeTCsI TOHYC WU  BOJIEBbIE
cokpaiieHus aHaibHoro chuukrepa (Y], 3b, CP C [3, 4, 8]).

2.3 UTHCTpyMeHTa/IbHasl AMarHoCTUKa
Ha sTamne nmocTaHOBKM JuarHosa:

e PekTOpOomMaHOCKONNS.



OcmarpuBaeTcs CIM3UCTask 000/0UKa MPSIMON U AUCTAIBHOM YacTU
CUTMOBUIHOM KUILOK: BU3YaJIbHO OLIEHMBAIOT
pPacIpoCTPaHEHHOCTb U CTEIleHb MOPKEHUS MOJIUINAMU, HAIMUME
manurausauuu (Y11, 2a, CP A [8]).

KO/IOHOCKOIIMS ¢ MHOKE€CTBEHHOM OMOIICHEeI.

SIBnsIeTCs OCHOBHBIM M Hambo/iee TOUHBIM METOJOM AMAarHOCTUKU
CATK. IIpy [paHHOM MCCIeIOBaHUM OINpemesioT CTeleHb
TIOPa’KeHUsI Pas3IMUHbIX OTHEJIOB TOJICTOM KUILIKM, KOJIUYECTBO U
pasmMepsl MOJMUIIOB, YTO IIPSIMBIM 00pa3oM BIMsSeT Ha BbIOOD
xXapakTepa Xupypruueckoro JedeHus. C IIOMOIIbIO OMOIICUA
TOYYal0T JaHHbIe O 3JI0KaUYeCTBEHHOJ TpaHC(hOpMalMy MMOJIUIIOB
B pasinuHbIxX yuactkax kuiku (Y] 2a, CP A [3,4, 15]).

T'acTpockomnus.

OrmnpenensitoT  CONMYTCTBYIOLIME  IIATOJOTMYECKME  M3MEHEeHMUS
Kemynka, xapaktepHble st CATK - Haauume IIOJUIIOB C
BO3MOXHOM ux Mmanurausanuein (Y 2a, CP B [16, 17, 18, 19, 20]).

PeHTreHo/siornueckoe uccjieaoBaHue.

[Toka3zaHusi: HaMMuUMe LUUPKYIASIPHONM OITyXOJM TOJICTOM KMUIIKU, He
MO3BOJISIIONIEN UCCIeA0BaTh MIPOKCUMMAabHbIE €€ OTHebl.

MeToauKa: uccjiegoBaHMe IIPOBOISIT METOIOM 0apyueBOil KIM3MBbI C
JBOVIHBIM KOHTPACTUPOBAHMEM.

[Tpy HEBO3MOKHOCTM 3IHIOCKONUYECKOTO MCCIeLOBAHUS TAaHHBIN
MeTO[, - eAVHCTBeHHAasl BO3MOXHOCTh IMOJIYUUTH IIpe[CTaBIeHre O
xapakTepe rmopaxeHust obomounoit kumku (Y] 4, CP C [3,4, 10]).

2.4 IHas1 ;uarHoCTuKa
Ha sTame mocTaHOBKM AMarHo3a:

l'eHeTHUeCKOE UcCCIEeAOBaHUE.

[lpoBoOUTCS He TOJNbKO Yy OOMbHBIX C KJIMHUYECKUMU U
SHJOCKONIMUEeCKMMM MpPU3HAKaMy 3a00/ieBaHMsl, HO TaKKe U JJIsI

OMArHOCTUKM PpaHHUX (DOKIMHMUYECKUX) CTaauit Ooyie3sHu Yy
OMVMKAMIIMX KPOBHBIX POACTBEHHMKOB MalyeHTa. [IOCKOIbKY
ycTaHoBJieHO, 4To pa3Butue CATK ob6ycioBiaeHo myTtaiineii APC
reHa (Adenomatous Polyposis Coli), pacmonokeHHOro B IJIMHHOM
IJieye TISITOV XpOMOCOMBI (JIokyc 5q21), oTBeualomieit 3a



nuddepeHIIMPOBKY KJIETOK KuilleuHoro snutenusi. o 70% ciaydaes
KiIaccuueckoii u  Tspkenoit dopm CATK cBSiIzaHa MMEHHO C
MyTalusIMy B 3TOM reHe. OCHOBHbBIMM TUIIAMM MYyTalyii B TeHe
APC 4BASIIOTCSL OejieliM M HOHCEHC-MyTalliM, Beayliye K
BO3HMKHOBEHMIO YKOPOUEHHOT0 HedyHKIMOHAIbHOTO OejKa.
Mytauun B reHe APC mnpuBomar mnoutu K 100% pucky
BO3HMKHOBEHMS 3a0ojeBaHMsl. MyTanyy B MHTepBaiaX MEXIY
KojoHaMu 437-1249 u 1465-1596 uaiie Bcero ornpenessiioTcs: Ipu
KjaccuueckoMm BapuaHTe TeueHMs CATK. B untepBase 1250-1464 u
B KogoHe 1309 npu Tskeyiom gpeHoTunmueckom rnposisaeHnm CATK.
A B uHTepBanax Mexxay kogoHamu 0-436 u 1597-2843, To ecTh 110
o6oum koH1laM APC reHa, ripu ocabneHHoi popme CATK.

Heb6osnbiast yacTb cayuaeB Kiaaccuueckoit ¢popmbl CATK (menee 10
%) MOKeT ObITb 00yC/jioBaeHa myTauusiMmu B reHe MYH (MutYH).
otoT reH (OMIM 604933), pacrioyioskeHHbI Ha TIepBOi1 XpOMOCOMeE
B pernoHe 1p34 6611 KapTupoBaH B 2002 roxy. CATK BbI3bIBAIOT KaK
MpaBMJIO OMasliesibHble (PacIlONosKeHHbIe Ha 00eMX XpOMOCOMAaXx)
MyTallM¥ [OAHHOTO TI€eHa, OJHAaKO HEeKOTOpble UCCIen0BaTeNn
YKa3bIBalOT 3HAUMMOCTb [Ji1 BO3HMKHOBEHMUS 3ab0jieBaHUS U
reTepO3UTrOTHBIX (Ha OOHOM XPOMOCOMeE) MyTaLUA.

Takum o6pa3om, y Bcex MalMeHTOB C KIacCuueckoi (MM TSKeIoit)
dbopmoitr 3a6onmeBaHMs He0Ox0mMmMO IpoBoauTh JTHK-amuarHocTuky
reHa APC, arpu OTpUILATEJLHOM pesylbTaTe — WUCUIegoBaTh
TEPBUYHYIO CTPYKTypy reHa MYH. V 30-40% mnauueHTOB C
ociabnenHoit ¢opmoii CATK BbISBASIIOTCSI MyTaluuu B reHe MYH,
eie y 10-15% BcTpeuatoTcs myrtauyuy B reHe APC (B OCHOBHOM
MMCCEeHC-BAPUAHTHI). [TosToMy  MOJIEKY/ISIPHO-T€HEeTUYEeCKNUIA
aHaaM3 Yy TMalMeHTOB ¢ ocjaabjseHHO ¢dopmoii Heob6XomuMo
HAauYMHATh MMEHHO C reHa MYH, a B cCjlydyae OTpUILATEIBHOTO
pesyibTaTa uccienoBatb reH APC.

B cryyae obHapykeHust myTaiuu mipu ao60ii dopme CATK kpaiiHe
BXXHO 00C/emoBaHNMe BCeX KPOBHBIX POACTBEHHMKOB HTAaHHOTO
nmaiyMeHTa, TakK Kak ecau OaHHasi myTaiusi OymeT BbIsIBIeHaA Y
300POBbIX POACTBEHHMKOB, OHM aBTOMAaTUUYECKM BKIIIOUAKIOTCS B
"Tpynny pucka' M UM IIPOBOAMUTCS TIOXM3HEHHbLIN KIVMHUYECKUN
MOHUTOPWHT C 1I€JIbIO BbISIBJIEHMS 3a00/1eBaHMsI HA paHHe! CTagum.
PoncTBeHHMKM TallMeHTa, Y KOTOPbIX MyTallusl He Oy[eT BbIsSIBJIeHa,
CUUTAIOTCA 340POBBIMMU JIIOJABMM C PUCKOM Pa3BUTHUS paKa TOJICTOMI
KUIIKM, KOTOPBIi He ITPEeBBIIIAeT OOMIeIOMy/ISIIMOHHbBIN. DTU JIIOIN
He HY>KIAI0TCS B ITIOXKM3HEHHOM MOHUTOPUHTE.



B wiyuae orcyrcTBus myrtauuii B reHax APC u MYH y
OOJMbHBIX C KJIMHUUECKON KapTMHONM ITOJIMII03a TOJICTOM KUIIKU
OTTIaJiaeT 11e1ecoo0pa3sHOCTh T'eHEeTMUEeCKOTO TEeCTMPOBAHMSI BCeX
ero KpOBHBIX pOJACTBEHHMKOB. HO Bce 3TU pOOCTBEHHUKU
TOTEHLMATIbHO HAXOOATCS B IPYIIIE PUCKA Pa3BUTHUS paKa TOJICTOMN
KUIIKN U HYXKIAKTCS B [IOKM3HEHHOM MOHUTOPUHTE.

Metonuka: mpousBomsT 3abop KpoBu OombHOro CATK m ero
KPOBHBIX POICTBEHHMKOB. YUMTBIBASI, UTO MYTally, CXOOHbIE II0
TUITY, JTOKJIM3YIOTCS B OOHMX M TeX Ke y4acTKax reHa, Hambojee
TOYHO VyJaeTCs OIpeNeJuTh BapMaHT KIMHUUYECKOIO TEeUeHUS WU
BEPOSITHOCTh Pa3BUTUS 3a00/IeBaHMS Y POACTBEHHMKOB OOJbHOTO
(YII 2a, CP B [1, 21, 22]).

JonmomHuUTeAbHbIE VCC/IeIOBAHUSI.

[TomuMo yKa3aHHBIX METOOOB MCC/IeOOBaHMS BO  BpeMs
KoMIyiekcHoM auarHoctuky CATK 1 HacimencTBeHHbIX ITOIUITIO3HBIX
CMHAPOMOB MpU TMOAO3PEHMM Ha MAJIUTHU3ALUIO IIOJUIIOB U
Ha/IMuMe [OeCMOMIHBIX OMyXOJiei, NOMOJHUTEIbHO MPUMEHSIOT
V/IbTPa3BYKOBbIE MCCIeOOBaHMUSI, KOMIIBIOTEPHYIO ToMorpaduio,
MarHUTHO-pe30oHaHCHYI0 Tomorpaduio (VI 4, CP C[23]).

2.5 IuddepennmanpHas [MarHoCcTMKa

CeMmeliHbIN aJleHOMAaTO3 TOJCTOV KUIIKU OudbepeHuupyT ¢
ceMelHbIM pakKOM TOJICTOM KUIIKM 0e3 wupgeHTUUKaum
MYTaHTHOTO TeHa, HeHaCIeICTBEHHbIM HEMOJUIIO3HBIM pPaKOM
tonctoi kuiikyu (Cuagpom JiMH4ya), muddysHoit aumdbounaHo
runepIiasueit Hecrnen@uueckum KOJTUTOM
(HecreuMpuUUeCKMII3BeHHbI KOIUT, TpaHy/aeMaTo3HbIlin ap.) (Y,
4, CP C[24)).



3. Jleuenue

Jleuenne CATK B HacTosililee BpeMs To/IbKO xupypruueckoe (VI 2b,
CP B [44, 55]). HecmoTps Ha ycriexy reHeTUKOB B M3YUeHUM ITOTO
HacaeqCTBEHHOTO 3abosieBaHMsl, METOAO0B IPODUIAKTUKU U
Hexupypruueckoro JyeueHusi He cymjectsyetr (Y 2b, CP B [1, 2,
22,25)).

Ilenb - 3SHOOCKONMYECKOE YyIajleHue OOVMHOYHBIX IIOJIUIIOB
(manmnaTUBHOE JIeueHne), XUPypruueckoe ynajieHne BCeil TONCTOMN
KUIIIKN.

[TokazaHusg K rOCIUTaIM3aLUM — BepU@ULMPOBAHHBINA AMAarHo3
CATK.

3.1 Xupypruueckoe neuenue CATK.

B HacTosiiee BpeMst 0CHOBHBIM MeTOA0oM JieueHUs1 CATK saBisieTcs
xupyprudeckuit. CrHocoOOB  KOHCEPBATMBHOTO JIEUEHUSI He
CylIeCcTByeT. XMMUOTeparnus IIPOBOAUTCS TII0 OIpeaeleHHbIM
MokasaHusIM Ipu pa3BuTum paka Ha done CATK (VI 4, CP C [26,
27, 28]). Hanbonee mypoKo MpUMEHSIIOTCS CleAylolye onepaiun:

® SHIOCKOIIMYECKAas MOIUIIIKTOMMS;

® KOJISKTOMMS C PopMMpOBaHMEM MUIEOPEKTAIbHOTO aHACTOMO3a;

® KOJSKTOMMSI C OpIOIIHO-aHAJbHOM pe3eKIMei IPSIMOi KUIIKH,
WJ1e0CTOMMS 110 bpyKky;

® KOJIPOKTIKTOMMS, UJIEOCTOMMS 110 BpyKy;

® KOJIOKTOMMSI, pe3eKLMs IpSIMOil KUIIKM ¢ (OopMMpOBaHUEM |-
00pa3HOrO0 TOHKOKMIIIEYHOTO pe3epByapa, WIEOCTOMMS IO
TopHO0JIITY, MYKO39KTOMMSI CIM3UCTOM OCTaBILENCST YacTy MPSIMO¥i
xkumku (Y], 2b, CP B [29, 30, 31, 32]).

3.1.1 DHpoOCKOIMMYecKas MOJIUII3KTOMMS.

[Toka3zaHus: IpU KOJIMUYECTBE MMOIUIIOB MeHee 20 Ipu 0c1abieHHO
dbopme nonumnosa (Y 3a, CP B) [33].

MeTonuka: TIPOM3BOAUTCS SJIEKTPOSKCLU3US IIOJIUIIOB 4epes
KkosioHockort (Y 3a, CP B [34]).




Xopolire pes3yabTaTbl JiedeHMSI B paHHEM I[epuoje Iocie
omepaiuyu ormeuarotcs B 31-83%ciyuaes (Y], 2a, CP B [35, 36]).
[TaumenTaM TpebyeTcs peryasipHOe AMHAMMUecKoe HaOomeHue,
TaK Kak  JaHHbIN MeTO[, SIBJISIETCS UCKJTIOUNUTEIbHO
TOAAeP’)KUBAOIIIM M He MOKeT 3aMeHUTb orepatiuio (Y 2a, CP A)
[24, 32, 34].

3.1.2. Komskromusi ¢ (GopMHUPOBAHMEM WIEOPEKTATHHOIO
aHaCcToOMO3a.

[TokaszaHug: He 6oee 20 MOMMUIIOB B MPSIMOi KUIIKE M OTCYTCTBUE
npusHakoB paka (Y] 3b, CP C [24, 37, 38]).

MeToauka: ToJIOKeHe 60/1bHOTO Ha CIIMHE UIn
MoaMUIMPOBAHHOE TIONOkKeHUe sl JIMTOTOMMUMU. IIpousBogsT
cpefHe-CpeOMHHYIO0 JIallapoOTOMMIO, MOOMIU3YIOT 000J0UYHYIO

KUIIKY OT WJIEOLEKAJbHOIO yIjia OO0 MPSIMOM KUIIKM, pasaeibHO
TepeBsI3bIBAIOT MUTAIOIIME COCyAbl. JIMHENMHBIM CTeruiepom
repecekarnT TEePMUHAIbHYK YacTb IIOAB3[OIIHON KUIIKU U
MIPSIMYI0 KUIIKY Ha YPOBHE MePBOTO KPeCTILI0BOIO IMO3BOHKA. [lanee
GopMUPYIOT WJIEOpPEeKTaJIbHbI/A aHACTOMO3  «KOHeEIl-B-KOHeI»
LIUPKYISIpHbIM ciiuBatomum arnmnapatom (Y 3b, CP C) [24, 39, 40,
41].

YacTtoTra pasBUTUSI paka B COXPAaHEHHON 4YacTU MPSIMON KUIIKU
riocjie ogo6Hoi onepanuu uepes 10 jieT cocrasisieT 3,9%, a uepes
25 net - 25,8% (Y11, 3b, CP C) [42, 43, 44].

3.1.3. KomakToMMsI ¢ OPIONIHO-AHAJTBbHOM pe3eKIMe MPsMoii
KUIIKU, uieocTomMus 1o bpyky.

[Tokaszanug: CATK c pasBuTueM paxa IpsIMOM KUIIKU BbIlIe YPOBHS
6CM OT Kpasi aHaJIbHOTO KaHaja, MPOTMBOIOKAa3aHO HajlokeHue
TOHKOKMIIIeyHoro pesepsyapa (VI 3a, CP B [45, 46]).

Metonuka: TIOJIOKEHMe 60JILHOTO Ha CIIMHE WU
MOIV(PUIIMPOBAHHOE IIOJIOKEHMe IJIST JTUTOTOMMM. IIpou3BoggT
CpeoHeCpeIVHHYI0 JIallapOTOMMIO, MOOMIM3YIOT O00OHOUYHYIO

KUIIKY OT WJIeOLEeKaJbHOIO yI/ia OO0 IPSIMOM KUIIKK, pasneibHO
TepeBsI3bIBAIOT IIUTAKOIIME COCyAbl. JIMHEMHBIM CTeIviepoM
repecekaT TEPMMHAJIbHYI0 YaCTb MOAB3AOIIHOM KUILIKK. [Janee
BBIJIEJISIIOT TIPSIMYI0 KUIIKY. IIpomMeskHOCTHast Opuraga pacceKkaer
BCEe CJI0M KMUIIEYHO) CTeHKM Ha YpOBHE 3y04aToil JMHUU [0



coemyHeHMUs] C abmoMMHa/NIbHON Opuragoit xupypros. Ilocie
yIaJeHNsT TOJICTOM KUIIKM HAaK/IaAbIBalOT KOHIIEBYIO MJIEOCTOMY T10
bpyky (Y1 3b, CP B [24, 39, 41, 46]).

Xopol1ive ¥ YAOBJIETBOPUTE/IbHbIE pPE3YJIbTaThl OTMEUYAIOTCS Y
61,1% nanuenTos (Y], 3b, CP C [47, 41, 46]).

Bbbuin ommcaHbl caydyay pasBuTust noaunos Ha uneoctroMme (Y1, 5, CP
D [48)).

3.1.4. KoanpoKTIKTOMMUS, WIe0CTOMMUS 110 BpyKy.

[Tokazanudg: CATK ¢ pazButuemM paka HUKHeEaAMITyJISpPHOTO OTHesna

MIPSIMOI KMILIKM HMXKEe YPOBHSI 6CM OT Kpasi aHaJIbHOTO KaHaJia,
TIPOTUBOIIOKA3aHO Ha/IOXKeHMe TOHKOKMIIedHOro pesepsyapa (VI
3a, CP B [45, 46]).

MeTtonuka: TIOJIOKEHM e 60JILHOTO Ha CIIMHE WU
MoOIUGUIMPOBAHHOE TIOMOXKEeHMe OJjIsT JTUTOTOMUM. I[IpoM3BOOAT
CpeoHeCpeIVHHYI0 JIallapOTOMMIO, MOOMIMU3YIOT OO0OHOUYHYIO

KUIIKY OT WJIeOLIeKAJbHOr'O yIja OO IPSIMOI KUIIKU, pasneibHO
TepeBsI3bIBAIOT IIUTAKOIIME COCYAbl. JIMHEMHBIM CTeIviepoM
repecekarT TePMMHAJIbHYIO YaCTb MOAB3AOIIHOM KUILIKK. [Janee
CMHXPOHHO ABYMSI Opuragamu BbIAESIOT MPSIMYIO KUIIIKY, IIMPOKO
uccekast kjmetdyaTky. Co CTOPOHBI IIPOMEXKHOCTU KUCETHBIM IIIBOM
VIIMBAETCSI HAPY’KHOE OTBepCTue 3amHero mpoxopa. OTCTyms He
MeHee 6 CM. OT HaJIOXKeHHOrO LIBa Ha 3aHeM IIPOXoJe, paccekarT
KOXY IIpoMexxHocTu. (C3amy II0 CpemHel JMHUU BbIOEISIOT U
repecekalT KOMUYMKOBO-aHAJIIbHYIO CBSI3KY. IlepecekaroT MBIIIIIbI,
MogHMMAlOIIMe 3amgHuii  mpoxon. MoOWIM3YIOT MepeaHIolo
IMOJIYOKPY>)KHOCTb ~ MPSIMOM  KMUIIKM UM COEOUHSIOTCS  C
abmoOMMHAIbHOM Opuramoit xupyproB. Ilocie ymajeHus TOJICTOM
KUIIKM HaKJIaJabIBalOT KOHIIEBYIO mieocToMy 1o bpyky (VI 3b, CP B
[24, 39, 41, 46]).

3.1.5. Kommpokrakromusi ¢ ¢opmupoBaHuem J-o0pa3sHOro
TOHKOKMIIEYHOr0 pe3epByapa, MjIe0aHaJbHOIO aHacTOMO3a,
uineoctomuss mo TopHOomTy. MYKO33KTOMMSI CIU3UCTOM
MPSIMOM KULIKWU.

[Toka3zaHus: HaJIMuMe MHOKECTBEHHBIX ITOJIMIIOB BO BCEX OTHEeIax
tonctoy kuiuku (Y], 2a, CP B [43, 48, 49, 50])).




MeTonuka: ITOJIOKEeH!e 60JILHOTO Ha CITiHe nJIn

MOIVPUIMPOBAHHOE TIOJIOKEHMEe IJIST JUTOTOMMM. IIpou3BOAST
CpeoHeCpeIVHHYI0 JIalapOTOMMIO, MOOMIM3YIOT O00OHOUYHYIO
KUIIKY OT WMJIeOLeKaJbHOIO yIJia OO0 IPSIMOM KUIIKM, pasaebHO
TepeBsI3bIBAIOT IIMTAKIIME COCyAbl. JIMHEMHBIM CTeIviepoM
repecekalnT TEPMMHAJIbHYI0 YaCTb MOAB3AOIIHOM KMUIIKK. [Janee
BBIAE/SIIOT MpsSMyK0 Kuilky. CregyiomuyM 3TalioM Omnepanun
MIPOMEKHOCTHAsI Opurajza BbIMOJHSIET MYKO33KTOMMUIO IIPSIMO¥
KUIIKM CO CTOPOHBI TMPOMEKHOCTU. IIpM T1iepBOM BapuaHTe
MYKO33KTOMMSI BBITIOJIHSIETCS TPAHCAHAIbHO Yepe3 OIepaliOHHbIN
aHOCKOIN MM peKTOCKom. IIpu BTOpOM BapuaHTe MYKO33KTOMMUS
BBITIOJIHSIETCS  TOCJIe  3BarMHAUMM  TPSIMOM  KUIIKMA  HaA
IIPOMEXKHOCTb. [IJ1s1 3TOro IMpy IMOMOIIM CIelMaIbHOTO OKOHYATOTO
AHOCKOIIA TIPOU3BOAST LMUPKYISIPHBIN paspes CIM3UCTON 000I0YKM
M OTCenapoBBIBAIOT CAM3UCTYIO HAa 3-4 CM B IIPOKCMMAaJIbHOM
HarpaBjieHuu. llocme 3TOro MpoM3BOAST 3BAarvMHALUIO IIPSIMOi
KUIIKK. [IJIT 3TOro BBOAST OYyJIaBOBUIHBINA MHCTPYMEHT, Ha
KOTOpPOM Ha TpaHuile cpedHe- M BepxXHeaMITYJISpHOrO OT/esa
3aBS3bIBAKOT TECbMY M 3BAarMHUPYKOT TMPSIMYI0 KUIIKY Yepes
QHJIbHBIM KaHaJ Ha IPOMEKHOCTb. [lajiee ymasnsiioT OCTaBIIYIOCS
YacTh CAUM3UCTONM. B HacTosllee BpeMsl OCYLIECTB/ISIETCS HaydHas
nporpamMma, HampaBjeHHasT Ha pa3paboTKy TEeXHOJOTMU II0
CO3/IaHMI0 PEKOHCTPYMPOBAHHON CIM3UCTON OOONOUKM IIPSIMOIA
KUIIIKM C MCIIOJIb30BaHMEM MeTOAOB KJIEeTOYHOI TpaHCIUIaHTaILUN.
C 3TOM 1enbld MPUMEHSeTCS aIOTPAHCIUIAHTALMSI KJIETOK
KUIIIEYHOT'O STIUTENNS MU ME3€HXUMbI PAa3JIMYHOTO ITPOUCXOKIEHMS.
[TomyuyeHsl ycCHelIHble pPe3yabTaThl 3TOI HAy4dHOI paboTel. U
HeCMOTpPS Ha TO, UTO 3Ta MeTOAMKA B HACTOsIee BpeMs II0Ka He
MOKeT ObITh peKOMEeHIOBaHa MJjs IHIMPOKOro MpUMeHeHUs
TePCIIeKTUBBI 3TOTO HAITpaBJIEHUS] MPEACTABISIIOTCS OYE€BUIHBIMM.
[IpsiMyl0 KMIIKY OTCEKAalT, KYJAbTIO IIPOMIMBAKT JIMHEIHBIM
CIIMBAKIIMM amnmnapaToM M WHBarMHUPYIOT B MOJOCTb Tasa.
TepMMUHAJIbHBIV OTHEN MOAB3IOIIHOM KUIIKM CKIAAbIBAIOT B BULE
OYKBBI | ¥ C MOMOIIbIO anmnapaToB GOPMUPYIOT TOHKOKUIIIEUHbBIN
pe3epByap, a 3aTeM WIeOpPeKTaJbHbI aHacToMO03. Omnepaiuio
3aKaHYMBAKOT HAJIOXKEHMEM [PEBEHTUBHON WJIEOCTOMBI IO
Topu6omny (V[ 2a, CP B [1, 33, 58, 59,63, 64, 65]).

Xopollne oTaaaeHHble pe3yabTaTbl MPOCIeXUBaOTCsI ¥ 58 - 95%
nammenToB (Y], 2a, CP B [50, 56, 57, 58, 59, 60, 61, 62]).



Pa3BuTHe aileHOM M paka B aHaJIbHOM KaHasie Habmogaetcs B 10-
31%, B TOHKOKMIIIEYHOM pesepByape B 8-62%cnyuaeB (Y], 4, CP C
[45, 64, 65,66, 67]).

3.1.6. JleueHue JeCMOUIHBIX OITyXOJIeMN.
JleueHMe 1eCMOMOHBIX OITyX0JIeli KOMILJIEKCHOE.
Xupypeuueckoe nieueHue.

Hamnbonee wacToil joKadM3alyeir IeCMOMIHOM OMNyXOoau B
OPIOIIHOJ ITOJIOCTH SIBJISIETCSI OpbIKeiiKa TOHKOM KUILKK. YaaneHue
TaKOil OITyXOlM TpebyeT IlepeceueHMs] KPOBEHOCHBIX COCYIOB
OpbDKeKM ¥ pe3eKUMM TOHKOM Kumku. Ilostromy mpu
abIOMMHAIbHOM JOKaIM3aluy gecMouga  IIocje JialapoTOMUM
HeoOXOIMIMO TOYHO OIIEHUTh pe3eKTabeJbHOCThb OIyXOIu U
IpenriojaraeMslii  00beM  pe3eKUMM TOHKOM Kuiiku. Ilpu
JIOKAJIM3aLMM AeCMOUITHO OITyXO/IM B IepeHel OpIOIIHOM CTeHKe
BBITIOJIHSIETCS ee IMPOKoe ucceyeHue. [TI0CKOMbKY OMyXOjb 4acTo
He MMeeT UeTKMX TpaHull, obsi3aTeJbHa TIIaTeIbHas pPeBU3US
TIOC/Ie0IIePAIMOHHONM paHbl BO M30eXaHMe OCTaBJIEHMS] OTPOCTKOB
OITyXO/X. BBITIONHSIETCS IIAaCTMUECKoe 3aKpbiTe OedeKTOB
nepenHeli OpIOIIHOI CTeHKM MECTHBIMM TKaHSIMM WIM C
MCII0/Ib30BAHMEM CUHTETUYECKON CETKNA.

Hexupypzuueckoe neueHue.

[Ipy HepeseKTabeJbHbIX OITYXOJSIX ITPOBOAUTCS JieKapCTBEeHHAs!
Tepanusl (BMHOMACTMHA Cy/lbdaT, METOTPUKCAT) U XMUMMUOTydeBas
Tepanus.



4. PeaOunuranms

o 4.1 Peabunurauus

TsokecTb COCTOSIHMSI OOJMBHOTO B paHHEM ITOC/IEOIEPaMIOHHOM
nepuoge oO0yCI0oBeHA 00beMOM XUPYPrMuecKoro BMellaTeabCTBa
" VICXOOHBIMM MeTaboIMuecKMMM HapylleHUsIMU. YUUTbIBas 3TO, B
TeueHue IepBbiX 18-24 yacoB mocie orepalmum jieueHne nanueHTa
IIPOBOAUTCS B YCJIOBUSIX OTHEJIEeHUSI MHTEHCUBHOM Tepamnumn.
AKTUBM3AIMI0O OOJBHOTO MOXHO HauMHATh CO 2-3 OHS Iocje
omepauunu. IIpuem >KUAKOCTM M O€JIKOBOI MUILYM BO3MOXKEH CO 2
IOHS omepaiuu. Y OOJNBbHBIX, ITePEHEeCHINX MYKO33KTOMMUIO YaCTU
MpSIMOJ KUIIKM U (QopMMUpOBaHMe TOHKOKUIIIEYHOTO pe3epByapa
opolleHue IeMYKO3MPOBAaHHOM TIPSIMOi KUILIKA "
TOHKOKMIIIEYHOI'O  pe3epByapa  pacCTBOpaMM  aHTUCEINTUKOB
IIPOBOOUTCS C 3-4 NOHS Tociae omnepanuu. PeHTreHomornyeckoe u
9HJIOCKOMMYecKoe 00cienoBaHue IeMYyKO3MPOBAaHHOM IpSIMOit
KUIIKM M TOHKOKMUIIEYHOI'O pe3epByapa IIPOBOAUTCS He paHee 1
Mecs1a mocjie ornepaiyn.

[Ipn OTCYTCTBMM TMOCIEONEePALMOHHBIX OCIOXKHEHUI 3aKpbITHe
MJIEOCTOMBI MOXKET OBbITh OCYIIECTBJIEHO uepes3 2-3 Mecsiia Iocje
TIepBOJ OIlepalnn.

4.2 JIucriaHcepHoe BeJieHne

Tak Kak. CeMelHbI ageHOMAaTO03 TOJICTOM KUIIKKU SBJISETCS
Hac/lleICTBEHHbIM  3a0ojieBaHMeM  MOpPODUIAKTUKMA  ero  He
cymecryet (YII 5, CP D [22, 25]). Bcem manyeHTam, mepeHecinm
xupypruueckoe JedueHne CATK Heob6XOAMMO TMOXM3HEHHOE
MeOuIIMHCKOe Hab/oIeHme.



5. IIpodpuaaxkruka

5.1 PauHee BbIsiBJIeHVe nTanyeHToB ¢ CI'XC

e PekomMeHIyeTCsl TIpOBeOeHME MepONpUSITUIA, HalpaBJIeHHBIX Ha
paHHee BoisBieHne CI'XC:

- aKTUBHBIV CKPUMHMHT B3POCJIOTO U E€TCKOrO HaceJeHUs C LeJbl0
BbISIBJIeHUSI JiUl, C BbIpakeHHOM [XC, B T4. mpu IpoBeeHUU
OUCIIaHCepU3aluuu, U/Mian Jul, ¢ paHHUM MHOUBULYAIbHBIM WU
ceMmeiiHbIM aHamHe30M CC3 aTepockiaepoTuyeckoro reHesa (mo 55
JeT 'y MyXuMH u 60 JeT y >KeHIIMH), KCAaHTOMAaTO30M U
OAnbHENIIMM UX HalpaBleHueM K CIleMaanucrtaM, MUMeRIUM
OIIBIT paboThI ¢ marueHTamu ¢ CI'XC;

- [IpoBeAeHNe KaCKagHOIro CKpMHMHI'a pOACTBEHHIMKOB IIaliMI€eHTa C
CTXC [123, 124, 125, 134].

VpoBeHb YyoOeguTeabHOCTM pekomeHgamuii [ (YpoBeHb
IOCTOBEpPHOCTHU NoKasaTeabCTB C)

KoMmmeHnTapum: Yuumsieas mom ¢axkm, umo 8 0CHo8e 3a00/1e8aHuUsl
CI’XC nexum 2eHemuueckoe HapyuileHue, Ha Ce200HSAWHUL OeHb He
cyuiecmeyem npoguiakmuueckux mep, cnocobHsix npedomepamumo
pazeumue CI'XC. OOHaxko, npuHumas 60 6HUMAHUe, OJUMeNbHOe
beccumnmomuoe meuerue CIXC saxcHuiM npedcmasisemcs pavHee
gbissyieHue 3abosiesaus ¢ ueavlo Koppekuuu ypoeus XC-JIHII u
npogunakmuxu pazsumus CC3.

5.2 InHaMmuueckoe HaO/IIoeHye

e PexomeHayeTcs OMHamMuueckoe HaomwogeHue mnauyeHToB ¢ CIXC
BpauyoM-TeparneBTOM/TeAMaTpOM WM BpayoM-Kapayuosorom [135,
136, 137].

VpoBeHb yOeguTenbHOCTM pekomMengamuit [ (YpoBeHb
IOCTOBEpPHOCTHU noKasaTeabCTB C)

e PekomMeHIyeTcsl mMmalMeHTy C CI'XC Kkak MMHUMYM [Be
KOHCY/IbTallMM Bpauva-Kapauosora (1 nmepBuuHasg M 1 moBTOpHas
KOHCY/IbTalMsd Bpada-Kapauosora) B TIofd C LeJIbI0 OLEHKU



coctostiust CC cucrteMbl 1 KOHTpoJs pasButus CC3. Ilpu nombope
WIN KOPPEKUUN TUIIOIUIINAEMUYECKOM Tepanuu KOJU4eCTBO
KOHCY/IbTalluii MOXeT ObITh yBenuueHo [1, 135, 140-141].

VpoBeHb YyoOeguTenbHOCTM pekomeHngamuii [ (YpoBeHb
IOCTOBEpPHOCTHU noKasaTeabCTB C)

KommenTapun: KoHcyismauus epaua-kapouosoza ekawuaem 8 ceos
onpoc, c6op cemetiH020 aHaMHe3d, (PUIUKAIbHbLLIE 0CMOMP, U3MepeHUe
AJl, onpedeneHue uHoekca Maccol mend, usmepeHue OKpPyHHocmu
manuu, KOHCYyJbmMupoeaHue hno eonpocam KypeHus, xapakmepa
numaudus U Qu3uueckoii — akmueHocmu. IIpu  no8mMopHoli
KOHCYlIbmayuu  nposooumcsi  uHmepnpemauust  pe3yavmamos
obcnedosaHus, OueHKa NposoouMolli  mepanuu, HasHaueHue/
KoppeKkuus (npu Heo6xodumocmu) 2unoaunudemuueckoli mepanuu.

PekomeHyeTCst C 1LIeJIbI0 OLIeHKU 3 perTUBHOCTHU
TUIIOIUIINAeMMYeCcKo Tepanun mnamuentaMm ¢ CI'XC ornpeneeHne
ypoBHs OXC, XC-JIHIT, XC-JIBII u TT npoBoauTtb yepe3 8+4 Hepnenn
1ocje HasHaueHMs/KOppeKUMM Teparuu, gajee, IMocjae Iopodopa
Tepanuu, 1 pas B rop [1, 28, 142, 143, 144].

VpoBeHb yoOeguTeabHOCTM pekomMengauuii [ (YpoBeHb
IOCTOBEpPHOCTHU NoKasaTeabCTB C)

KommeHTapum: YposeHs JaunuoHelx noxasameneii Heo6X00UMO
oyeHusams ¢ uyeavlo  IppexkmusHocmu  nNpoBoOUMOll  Kax
MeOUKAMEeHMO3HOLI, mak u HemeouKameHmMo3Holl
2unonunudemuueckoii mepanuu.

PekomeHyeTCst C 11eJ1bI0 OLIEHKM IIepeHOCUMOCTH
TUTIONIUIINAeMUYeCcKoi Tepanun rnamueHtam ¢ CI'XC oneHMBaThb
ypoBeHb AJIT 1 pa3 B rog, [28, 138-141].

VpoBenb yoeguteabHOCTM pekomMenganmuii [ (YpoBeHb
IOCTOBEPHOCTHU AoKa3aTeabCTB C)

KommeHTapumn: Eciu yposeHs AJIT npessiuiaem HOpMY, HO MeEHbULE
3 8epxHuUX 2pavuy Hopmbl, Mo caedyem npooonHUms nposoouUMyio
zunoaunudemuveckyrw mepanuio u uepe3 4-6 Hed. nposecmu
noemopuoe ucciedosamvue yposHs AJIT. Ecau ypoeeuv AJIT
npesvluidem 6epxXHIO 2paHully HopMmsl 8 3 pasa, mo HeobxX00UuMo
npekpamumos npuem cmamuHda (UAU 0py2020 2UNOJUNUOEMUUECKO20
npenapama, Ha yCMOmMpeHue 8payd) uiu CHU3ums 003y NPUHUMAEMbIX
2unonunudemMuyeckux npenapamos, NPOKOHmMpoaUposas yposeHv AJIT



uepe3 4-6 Hed. Ilocne so3spauierus yposHss AJIT k Hopme credyem
nonpo608ames ¢ OCMOPOHCHOCMBIO 8EPHYMBCS K NPEHCHEMY DEeMUMYy
JeueHus. Ecnu yposeHv AJIT ocmaemcsi no8bvluleHHbIM, NpPO8epUMb
dpyaue 803MOXCHblE NPUUUHDL.

PexomeHpmyeTcs ralyeHTam C CI'XcC, IIPUHMMAIOIINM
TUTIONIUIIUEMUYECKYIO TePAIINIO, IIPU BOSHUKHOBEHUM MBbILIEUHBIX
CUMIITOMOB olleHka ypoBHs KOK [1, 28, 145].

VpoBenb yoeguteabHOCTM pekomenganmuii [ (YpoBeHb
IOCTOBEPHOCTHU AoKa3aTeabCTB C)

PexkomeHpayeTcs TIipu Ha6miomeHuu 3a mnainueHtamu ¢ CIXC
eKerogqHo TIpu IIEPBMYHOM OCMOTpe  paccrpaumBaTh O
IVAarHOCTMPOBAHHBIX C MOMEHTA 1ocjieHero BU3UTA
COMYTCTBYIOIIMX 3a00/IeBaHUSIX M COCTOSHUSIX, MOTEHIIMATbHO
BBI3BIBAIONIVX BTOPUYHYK rurepaunugemMuto (cMm. IlpunoxeHne
I'6), a Takke MCK/IIOUATh JaHHbIE COCTOSIHMUSI IIpPU cOope Kajaoo,
aHaMHesa U ¢pusuKaabHOM ocmoTpe [1, 30].

VpoBeHbp yoOemuTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/bCTB C)

PekoMeHIyeTCSI C 1IeJibl0 OIEHKM APYIUMX OUMOXMMUUECKUX
dakTopoB CC pucka mammeHTam ¢ CI'XC ekeromHo oIpenensTb
YPOBEeHb IVIIOKO3bI U KpeaTMHMHA C pacyeTOM CKOPOCTU KITyOOUKOiA
dunbrpanuu [1, 128].

VpoBenb yoeguTeabHOCTM pekomMenganmuii [ (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB C)

Pexomennyetcs nauyentam ¢ CI'’XC npoBemenye IDxoKI' 1 pas B 5
JIeT TIpU OTCYTCTBUM aOPTAJIbHOTO CTE€HO3a WM HavyaJlbHOM
aOpTaAJILHOM CTeHO3e, 1 pa3 B rop - IIpu yMepeHHOM CTeHo3e, 1 pa3
B 6 MeC. - IIPU TSDKEJIOM aoOpTajJbHOM CTEHO3€e C Le/IbI0 KOHTPOJIS
CTeleHM CTeHO3a B [OMHAMMUKe U, TpU HeoOXOOMMOCTH,
orpezneyieHUs IOKa3aHUI K XUPypruyeckomy JieyeHuio [49, 146,
147].

VpoBeHb YyOeauTenbHOCTM perkomeHmaumit I (YpoBeHb
IOCTOBEPHOCTU AoKa3aTelbCTB ()

PekomenpayeTtcst 1 pa3 B rom, BceM B3pocibiM nanyenTam ¢ CI'XC 6e3
ycraHoB/ieHHO  KMBC  mpoBOOAUTH  OLEHKY  IIPeaTeCcTOBOM
BepossTHocT MBC ¢ pemeHuemM BOIIpoca O HeOOXOOZMMOCTU



IIPOBeeHNsl U MeTole Harpy3oyHoro tecrupoBanus [1, 33, 120,
130].

VpoBeHb YyOeaUTEJIbHOCTHM pekoMeHaanuii [  (ypoBeHb
IOCTOBEPHOCTHU 0Ka3aTe/lbCTB C)

Kommenumapuu: Memod uccnedosanus (IKI-Hazpy3ounwiii mecm,
8U3YANUUPYIOWUTI HAZPY30UHBILT mecm, cyuHmuzpagus ¢ Hazpyskoti,
MCKT xopoHapHslx apmepuii u 0p.) onpeodeisiemcs ucxXods u3
nokasaumuti (¢ yuemom KAUHUYECKOU KapmuHsl U pe3yibmamos
npedmecmogoti sepossmHocmu MBC) u 803moxcHocmeli uenmpa.

Pekomenayetrcss B3pocibiM manueHtaM ¢ CIXC pgyruiekcHoe
CKaHMpoBaHMe OpaxmolledaNbHbIX apTepuit 1 pas B 2 roma mpu
creHo3e meHee 50%, 1 pa3 B roj - mpu creHose 50% u 6osee, 1 pa3
B 6 MecsIIeB - IPY HAIMUUM HeCTaOMJIbHBIX aTepPOCKIePOTUYECKUX
onsmiex [50, 135].

VpoBeHb YyoOeguTenbHOCTM pekomeHgauuit [ (YpoBeHb
IOCTOBEpPHOCTHU noKasaTeabCTB C)

KoMMeHTapumu: npu Haauyuu amepockaepomuueckoli OaswKu
(ACB), cmeHo3upyiouieti npocgem coHHoll apmepuu Ha 50% u 6Gonee,
unu HecmabunvHoii ACb Heob6x00umo oyeHums Haauuue NOKA3aHuli
0711 XUupypauueckozo JieueHus, npu HeoOXo0uMoCmu pekomeHA08ams
KOHCYIbmayuto cepdeuHo-cocyoucmozo xupypaa [57].

Pekomenayetrcsi petsm ¢ rereposurotHoin CI'XC mymiekcHoe
CKaHMUpoBaHMe OpaxmuouedaJbHbIX apTepuii O  OLIeHKU
CYOKJIMHMUECKOTO aTepocKiepo3a ¢ Bo3pacta 10 jeT UCXOmHO Mpu
BoisiBieHun CIXC u manmee kaxkzaple 4 roma (TIpyU MpPOBEOEHUU
TUIONUIINIEMUYECKOM Tepanmu) WAM Kaxkable 2 roma (IIpu
OTCYTCTBUM II0 KaKMUM-JIMOO TMpPUUMHAM TUIOJIUIIMAEMUYECKO
TepalMu WIX  BBISIBIEHMM  aTepockjiepo3a IIpu  II€pBOM
ucciaegoBaHnuy aptepuii) [51, 149].

VpoBeHb YyoOeguTeabHOCTM pekomengauuii [ (YpoBeHb
IOCTOBEpPHOCTHU noKasaTeabCTB C)

Pekomennyercss gmersm ¢ romosurotHoit CIXC exeromHoe
MpoBeJleHNe MYIUIEKCHOTO CKaHMpoOBaHUS OpaxuoiiedalbHbIX
apTepmuii C LeJIbI0 BBISABJIEHUS M OLEHKU IIPOrpecCUpOBaAHMS
aTepocCK/ieposa, npu HaJIMYUU HeCTaOMIbHBIX
aTepockaepoTuueckux omsiiexk — 1 pas B 6 mec [150].



VpoBeHb yOenuTenbHOCTH perkomeHgauuiti IIb (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJbCTB C)

PexomeHndyemcs ecem kypawum nayuenmam ¢ CI'XC u nayueHmam c
CI’XC, umernwum #anobvl Ha NePemMeIcaroulyrcs Xxpomomy, exicezo0Hoe
onpedeneHue J100biHEUHO-NIeUe8020 uHoekca. IIpu JIIIHM <0,9
pekomeHdyemcsi nposedeHue OYnaeKCH020 CKAHUPOBAHUS apmepull
HUMCHUX KOHeuHocmeli [151].

VpoBenb yoeguteabHOCTM pekomenganmuii [ (YpoBeHb
IOCTOBEPHOCTHU AoKa3aTeabCTB C)

Pexomerndyemcs scem nayuenmam ¢ CI’XC dynnekcHoe cKaHuposaHue
apmeputi HUXCHUX KOHeuHocmeli 1 pa3 8 2 200a npu CmeHo3e MeHee
50%, 1 pa3 6 200 - npu cmeHo3e 50% u 6onee, 1 pa3 8 6 mecsues - npu
Haauuuu HecmabunvHslx amepockiepomuueckux ACB [50, 151].

VpoBenb yoeguTeabHOCTM pekomMenganmuii [ (YpoBeHb
JOCTOBEPHOCTHU AoKa3aTeabCTB C)

Pexomendyemcsi koHcynomuposarue nayueima ¢ CIXC cepdeuHo-
CoCyouCmoIM Xupyp2om npu Haau4uu noKa3aHuil (3Hauumosle CmeHo3bl
apmepuil, aopmanwHslii cmeHo3) [152]

VpoBeHnb yoeauTeqabHOCTM pekoMeHpanuii I (YpoBeHb
JOCTOBEPHOCTHU AoKa3aTeabCTB C)

PekoMeHzayeTcsl He pexe OFHOTO pasa B TOL 0OCYyXAaTb C
KeHIHaMM [eTOPOAHOrO BO3pacTa pPUCKM [Jg IUIoja IIpu
OepeMeHHOCTM Ha (OHe TUIMONUNNUAEMNYECKON JIeKapCTBeHHOM
Tepanuu [148].

VpoBeHb YyoOeguTenbHOCTM pekomengamuit [ (YpoBeHb
IOCTOBEpPHOCTHU noKasaTeabCTB C)

PEKOMQH,Z[YETCH UCIIOZIb30OBaAHUNE HaAEKHbIX MeTOoag0B
KOHTpanemnuamnum JKEHIIVMHAMU AJeTOPOAJHOTIO BO3pacCTa,
MOJy4aloIMMU TUITIOIUIINIEMNUYECKYIO JIEKAPCTBEHHYIO Tepalinio
[30, 148].

VpoBeHb yOeguTeIbHOCTM pekoMeHpanuii 1 (YpoBeHb
IOCTOBEPHOCTHU NoKasaTeabCTB C)



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

6.1 OpranmusanMOHHbIE aCIIeKThl OKa3aHUSs
MeOUIIMHCKOV IMMOMOIIM

b PeKOMEH,I[yeTCH IIpoBeJeHune O6C]'I€,HOB8.HI/I$[ IMIagyeHTOB C

nogo3peHrem Ha Haauume CI'XC B MeOUIIMHCKUX OpPraHmM3aLusx,
OKa3bpIBaIIMX IE€PBUYHYI0 CIEUMaIU3UPOBAHHYI0  MeEIUKO-
CAaHUTAPHYIO IIOMOIIb B amOyJaTOPHBIX YCIOBUSX, MMEIOIIUX
MaTepuaJbHO-TEXHUUYECKMEe U KaJpoBble BO3MOXKHOCTU IJISI
MpoBeieHNsT HeoOxoauMoro oociemoBanms [178].

VYpoBeHb yOeauTelbHOCTHM pekoMeHzanuii 1 (YpoBeHb

IOCTOBEPHOCTH JIOKa3aTeabCTB C)

° PGKOMQHI[YETCH IIpoBeaeHmne 1'[0/160[)& Tepaliym wn JIedeHe

nauyMeHToB ¢ auarHoctupoBaHHoi CIXC B MeOUIIMHCKUX
OpraHM3alMsIX, OKa3bIBAKIIMX ITEPBUYHYIO CIIeUAIU3UPOBAHHYIO
MeAMKO-CAaHMTApPHYI0 ITOMOIINb B aMOYJIaTOPHBIX YCIOBUS WU B
YUIOBUSIX ~ OHEBHOTO  CTalyoHapa WIXM B MEOULMHCKUX
OpraHu3aLusIX, OKa3bIBaIOIINX CrieMaan3upoBaHHYIO
MEeOULIVMHCKYI TIOMOIb B YCIOBMSIX OHEBHOTO CTallMOHapa WIu
crauyuoHapa [178].

VYpoBenbr yoeauTenbHOCTM pekoMeHmanuii I (YpoBeHb

IOCTOBEPHOCTU JOKa3aTeabCTB C)

e PexkoMeHyeTcsl TpoOBeeHe JleueHMsI C UCIIob30BaHMeM adepesa

JIUTIONIPOTEUAOB B MEIOMIMHCKMX OPraHM3alysIX, OKa3bIBAIOIINX
CIIeIMAIM3UPOBAHHYI0 MEOUIIMHCKYI0 TOMOIIb B  YCJIOBUSIX
CTallMOHapa W/WiM [OHEBHOTO CTalMoHapa (LleHTpax Win
OTAEeNeHUSIX 3KCTPaKOPIIOPAJIbHOM reMOKOPPEKINN,
SKCTPaKOPHOPaabHONM JeTOKCUMKALIMM, IPAaBUTALMOHHOM XUPYPTUU
KpoBU 1 1p.) [178].

VYpoBenbr yoeauTenbHOCTM pekomeHzmanuii I (YpoBeHb

JOCTOBEPHOCTU J0Ka3aTeJIbCTB C)



e PexkoMmeHyeTCs IpoBeaeHne IUCIIaHCEePHO-IMHAMUYECKOTO
Habmomenmsa 3a nanueHtTaMu ¢ CIXC B MeOMIIMHCKUX
OpraHM3alMsIX, OKa3bIBAWOIIMX MMEPBUUYHYIO MEOVKO-CaHUTAPHYIO
romouib [178].

VYpoBenbr yoeauTenbHOCTM  pekoMeHzmanuii I (YpoBeHb
JOCTOBEPHOCTHU JOKa3aTeabCTB C)

e PexomeHpyeTcs co3gaHue U mMofjepkaHue pabOThl perucrpa
nanyeHToB ¢ CI'XC, MOO3BOJSIOLLEIO OLIeHMBATh KJIMHUYECKUE
xapakrepuctuku nauyeHToB CI'XC 1 3 PeKTUBHOCTD UX JIeUEHUS B
peanbHO KIIMHUYECKO IpakTuke [43, 44].

VpoBeHb yOeguTenbHOCTM pekoMeHgaumii I  (YpoBeHb
IOCTOBEpPHOCTU AoKa3aTejlbCTB C)

KommenTapum: Pezucmp nayuenmos ¢ CI'XC npedcmasnsiem coboti
deticmeeHHblli pabouuli UHCMpyMeHm 0715l 8bld871eHUs1 NPOOTeM OKA3AHUS
nomowiu nauyueimam ¢ CIXC u danvHeliweli paspabomku npozpamm
peabunrumavuu nayueHmos ¢ CI'’XC.



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

Kputepunu oO1eHKM KauyecTBa MeAUIIMHCKON TOMOIIM B3POCIbIM

nauyenTaM ¢ CI'XC:

Kputepun KauecTBa nepBUYHOIro
o6cnepoBaHMsa ANs NOCTAaHOBKM AMArHosa
crxc

YpoBeHb
ybeauTenbHoOCTM
pekoMeHaaunn

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTenbCTB

BbinonHeH c60op M oOueHKa WMHAMBWAYANbHOTO U
CEMENHOro  aHaMHe3sa no Hanunumwo  CC3
aTepOCKNEPOTUYECKOr0 reHesa WM MOBbIWEHHOMO
ypoBHst OXC, T, XC-NTHM, XC-NBMN

C

MpoBeaeHo dusMKanbHoe 06C/reA0BaHME Ha
NpeaMeT BbIAB/IEHUS KOXHBIX W CYXOXWJIbHbIX
KCaHTOM, KCaHTenasM W  JIMNOUAHOW  Ayru
pOroBuLbI

BbinonHeH aHanu3 nokasaTenen NMnuAHOro
cnekTtpa kposu (OXC, T, XC-/THM, XC-NBM)

BbeinonHeHo ob6cnenoBaHve Ha Hanuume CC3
aTepOCKNEPOTUYECKOro  reHesa:  AyrnjeKcHoe
CKaHWpoBaHWe  3KCTpakKpaHuanbHOro oTAena
6paxuouedanbHbIX apTeEPUN U apTepuii HUXHUX
KOHeYyHocTelr (npuv OTCYTCTBUM MNpoOBeAeHus B
nocneaHne 12 mMecsueB), NpoBedeHa OLUEHKa
npeatectosoit  BeposTHoctv  WBC  wn  npu
Heo6X0AMMOCTM MpPOBEAEHbl HAarpy3o4Hble u/unu
BM3yanusupytowme TecTbl ans amarHoctmku MbBC

Kputepumn Ka4yecTBa AOMNOJIHUTEJIbHOIO
ob6cnenoBaHMAa M Jle4eHUsA nNauMeHTa C
yCTaHOBJIEHHbIM AnarHo3om Crxc

YpoBeHb
ybeantenbHoCTH
pekomegaumm

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTesibCTB

lMpoBeaeH KackagHbli CKPUHUHI Ha Hanuyue
CIrXC y Bcex pOACTBEHHWMKOB 1 W 2 cTenexHu
poacTBa C obs3aTenbHbiM onpeaeneHnem XC-
JHN

C

MaumeHtam 18 neTr wn crapwe Ha3Ha4yeHa
Tepanua CTaTMHaMM B BbICOKOMHTEHCUBHOM
pexume (atopactatuH 40 mr/cyT u 6onee unum
po3yBacTtaTtnH 20 Mr/cyT u 6onee

BbinosiHeH  aHanuM3  KpoOBM  ANA OLEHKM
addekTMBHOCTM U 6e30nacHOCTM MPOBOAMMOWN
rMNoNMNUAEMMYECKoOn Tepanuu B nepuoa 8x4
Hea.: AJTT ¥ nokasaTenem AUNUMAHOIO CrnekTpa
kpoBu (OXC, T, XC-JTHM, XC-NBI)

MaumeHTam 18 neT mn cTraplie Npu HeAOCTMXKEHUN
ueneoro ypoBHst XC-JIHIM (MeHee 2,5 MMonb/n y
vy ¢ CMXC 6e3 UBC nnn ee sKBUBANEHTOB UK
meHee 1,5 mMmonb/n y nny ¢ CMFXC n Hanuumem

NBC WIN ee D3KBMBANEHTOB) Ha doHe
MaKCUManbHO MNEPEHOCUMMbIX [03  CTaTUHOB
[OMNONTHUTENbHO Ha3HayeHa Tepanus
azeTummnbom** B pgoze 10 wmr/cyt  wmam

3BOSIOKyMabom** B pnoze 140 mMr 1 pa3s B 2
Heaenu uan anmpokymabom** 75-150 mr 1 pas B
2 Hepenu.




MaumeHTam 18 neT mn craplwe npu HeAOCTMXKEHUN
uenesoro ypoHs XC-JIHIM (MeHee 2,5 MMonb/n y
nny ¢ CMXC 6e3 NBC unu ee aKBMBaNeHTOB UK
meHee 1,5 mmonb/n y nny ¢ CMXC n Hanuumem
MBC wnnu ee 3KBMBANEHTOB) Ha  (QoOHe
ABYXKOMMOHEHTHOW rMNONMNNAEMNYECKOM
Tepanuu nposeaeHa TPEXKOMMOHEHTHas
rmnonMnuaeMuyeckas Tepanus
(cTatMH+33eTeMnb+3B0OIOKYMab**/

anupokyMab**) unu nposeaeHsl npoueaypsbl M-
adepesa (Npn HaANMYMM NOKa3aHUN)

10

lMpn HenepeHOCHMMOCTU CTaTMHa Yy NaumeHToB 18
JIET N CTaplle CHMXEHa ero Ao3a Win nposeneHa
3aMeHa Ha Apyrol CTaTvH, nMpu  MOJIHOWM
HernepeHocuMmMocTn 2-Xx wn Honee CTaTUHOB
nposeaeHa Tepanus 33etemmbom B gose 10 mr/
cyT n/mnm MHrMbutTopamm PCSK9
3BosiokyMabom** B pose 140 mr 1 pas B 2
Heaenu unn anupokymabom** 75-150 mr 1 pas B
2 Hepgenu

ITa

Kputepumn KayecTBa ANHaMUYecKoro
Ha6bnroaeHma nauymeHTa c reCrxc

YpoBeHb
ybeanTenbHoCTH
pekoMeaauni

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTenbCcTB

He pexe 1 pa3a B roa nposegeHa 1 nepsBuyHas u
1 noBTOpHas KOHCynbTauus Kapguonora c
nposegeHneM 6MOXMMMYECKOro aHaan3 KpoBu Ha
onpepeneHve AJIT M nokasatenen nAUNUAHOrO
cnekTpa (OX, TI, XC-JIHM, XC-NBM),

C

12

MpoBeaeHo obcnepjoBaHWe Ha  BblSBAEHUE
Hannume CC3 aTepoCKNepoTU4YecKOoro reHesa:
BbINOJSIHEHO AynnekcHoe CKaHnpoBaHue
6paxuouedanbHbiX apTepuin 1 pa3 B 2 roga npu
cTeHo3e MeHee 50%, NO AaHHbIM NpeablayLliero
nccnepoBanus, 1 pas B rog - npu creHose 50%
n 6onee, 1 pa3 B 6 MecsueB - MNpU HanNUyum
HeCTabunbHbIX aTepPOCKNEepPOTUYECKUX bnsawek; a
Takxe BbiNosHeHO OXxoKI 1 pa3 B 5 net npwu
OTCYTCTBUU aopTanbHOrro CTEHO3a nnn
HayasbHOM aopTajibHOM CTEHO3e, MO [AaHHbIM
npeablayliero nccnenoBanus, 1 pas B rog - npu
yMepeHHOM cTeHo3e, 1 pa3 B 6 Mec. - npu
TSXKE/IOM aopTasZiIbHOM CTEHO3€e, a TaKXe He pexe
yueMm 1 pas B roa npoBedeHa oOueHKa
npeatectoBoit  BeposTHoctv  WBC  wn npu
Heo6X0AMMOCTM NMpPOBEAEHbl HAarpy3o4Hble u/unu
BM3yanusupytowme TecTbl ans amarHoctmku MbBC

13

MauneHTam 18 neT u cTapwe npu HEeAOCTUXEHUN
uenesoro ypoHs XC-JIHIM (MeHee 2,5 MMonb/n y
vy, ¢ CMXC 6e3 UBC nnn ee skBUBaANEHTOB UK
MeHee 1,5 mmonb/n y nny ¢ CMXC n Hanuumem
MBC wnnu ee 3KBMBANEHTOB) Ha  (¢oOHe
MaKCUManbHO MNEPEeHOCMMbIX A03  CTaTUHOB
AOMNOMHUTENBHO Ha3HayeHa Tepanus
’zeTumMnbom** B pgoze 10 wMr/cyt  wmam
3BOJIOKYyMaboM** B pno3e 140 mr 1 pas B 2
Heaenu unn anupokymabom** 75-150 mr 1 pa3 B
2 Hepenwm.

14

MauneHTtam 18 neT n cTapwe npu HeAOCTUXEHUN
uenesoro yposHs XC-JIHIM (MeHee 2,5 MMonb/n y
vy, ¢ CMXC 6e3 UBC nnn ee skBUBANEHTOB UK
MeHee 1,5 mmonb/n y nny ¢ CMXC n Hanuumvem
MBC wmnu ee 2>KBMBANEHTOB) Ha  @doHe

OBYXKOMIMOHEHTHOM rMnonunNuaAeMmMUYEcKomn
Tepanuu npoeeaeHa TPEXKOMMOHEHTHas
rmnonunuaeMmyeckas Tepanus

(cTaTnH+33eTeMn6+3B0ONIOKYMab**/
anupokyMab**) unm nposeaeHsl npoueaypsl M-
adepesa (Npy HaNU4YMKU NoKasaHmn)
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IIpunoxeuue Al. CocraB padbouerii
I'PYIIIBI

baxkan C.C. xaHIUAAT MeOUUMHCKMUX HAYK, 3aM. PYKOBOAUTENS
HayuyHo-KknuHu4yeckoro 1eHtpa aunuponoruu HUWUTIIM - dbunman
NIuI"' CO PAH, unen HOA.

EpmoBa A.M. xaHOIMOAT MEOUIUMHCKUX HAYK, CTApIIUii HAYYHbIN
COTPYOHMK JilabopaTOpuM  MOJIEKYJISIDHOM  Te€HEeTUKM  OT[eia
KJIVMHUYECKON KapOMOJIOTUM U MOJEKYAsIpHOM reHeTuku @OIBY
«HauyoHanbHbIN MeOULVHCKUNI MCCaen0BaTeIbCKUN LEHTP
npodunakTuueckoit MeguiyHel» M3 P®, unen PKO, ESC, EAS.

MemikoB A.H. KaHOAuIaT MeOUMLMHCKUX HaAyK, PYKOBOAUTEb
nabopaTopuu MoJiekyasipHoii reHetuku OI'BY "HauymoHanabHbINM
MEeIUIIMHCKUIA  MCCAeNoBaTeNbCKMUiA  IeHTPp NpodUIaKTUUECKOI
menuuyHbl" M3 P®; unen PKO, HOA, EAS, ESHG.

CoxromoB A.A. [OKTOp MeOMIMHCKMX HaykK, [OIEeHT, Ipodeccop
Kadenpsl Hedponoruu u addepeHTHOI Tepanuu BMenA, nmpodeccop
Kadenpbl aHeCcTe3MOJOTUM U peaHMmaTosoruu um. B.JI.BaHeBckoro
C3rMY wum. WU.M.MeuHukoBa WUCHOMHUTENbHBIV Aupektop HII
«HalnMoHaMbHBIN  COBET 9KCIIEPTOB II0 pegKkuM  Ooyie3HSIM»,
VUCIOMHUTENbHBIN  mupekrop HII  «HammoHanbHOe — 00IIEeCTBO
CrielMaJnucToB B obnactu remadepesa U 3IKCTPAKOPIIOpabHOM
reMOKOppeK1uu, yjaeH mnpabjaeHns HOA.

E>xxoB M.B. 10oKTOp MeOMIIMHCKMX HayK, Mmpodeccop, BemyIIuit
HaYUYHbI/ COTPYIHMUK OTHeNa MpobjaeM aTepockieposza ®I'BY "HMUI]
Kapouonorun" M3 PO, nnpesaueHT HOA, uneHn EAS, ESC.

Kyxapuyk B.B. [OOKTOp MeIMIMHCKMX HaykK, Ipodeccop, 4ieH-
KoppecrioHaeHT PAH. PykoBoauTenb oTaesna Ipobiem aTepockaeposa
OI'bY «<HMUIL kapononorun» M3 P®. Unen npasinenusi HOA, PKO,
MI'HOK, PMOALT.

I'ypeBuu B.C. 1OKTOp MeAUIIMHCKUX HayK, ITpodeccop, 3aBeayroniuii
OT[IeJIOM aTepocKiepo3a HayuyHo-KIMHMUECKOTO ¥ 00pa30BaTeIbHOTO
meHTpa «Kapauonorus»  MemuimHckoro  dakynbreta  CaHKT-
[leTepOyprckoro roCymapCTBEHHOrO YHMBepcuTeTa, Ipodeccop
Kadenppl TOCOUTANbHOM Tepanuu U Kapauonoruum wum. M.C.
Kymrakosckoro CeBepo-3anagHoro rocyqapCTBEHHOTO MeIULIMHCKOTO



yHuBepcutera uM. W.M.MeuHukoBa, pykoBogurtenb LleHTpa
aTepockjepo3a ¥ HapylleHuit JIUIIMAHOTO obMeHa KimHMUecKoii
6onpuMIbI M. JI.I. CokonoBa ®MBA P®, Buiie-npesumeHT HOA, uneH
PKO, EAS, ESC, EBpomeiickoro o00mecTBa KIMHUYECKUX
uccaenoBaHuii, MekayHapomgHOro  oOllecTBa  ayTOMMMYHHBIX
3aboneBaumii. Ilpemus MwunusgpaBa P® 3a monorpadumio, 1985 .
[ToueTHast rpamora MunH3snpaBa P® 3a mHorosmetHuii tpyzn, 2000 r.
bnaromapHocte Komwurera 10 coumanbHOM mnonutuke Coserta
@epepauu P® 33 oKasaHMe  BBICOKOKBAIMUMUIIMPOBAHHOM
MeIUIIMHCKO oMoty Hacenennio CaHKT-Iletepoypra, 2015 T.

BoeBoga M.U. NOKTOp MeOMIIMHCKMX Hayk, mpodeccop, akaJeMuK
PAH, 3amecTuTe/Nb OupeKkTopa 10 HaydHoii pabore ®UILI ULul CO
PAH, vyueHbIit cekpeTapb O6beauHeHHOro YueHoro coBeta CO PAH
10 MeIUIIMHCKMM HayKaM, 4jieH coBeTa MexXayHapomgHOro oOliiecTBa
TepareBToB (International Society of Internal Medicine), uneH coBeTa
MekayHapomgHOro  OOmecTBa IO  MOPUIIOMSIPHOM — MeauIMHe
(International Union for Circumpolar Health (IUCH)), mo/iHOMOYHbIiA
npeacTaBuTelb Poccuifickoro HayyHOTO MEAMIIMHCKOTO o06liecTBa
TepaneBToB B Cubupckom u [laabHEBOCTOUHOM (eepasbHbIX
okpyrax, suie-tnpesugeHt PHMOT, Buiie-npesugeHT HOA.

Cepruenko UM.B. nokTop MeOUMLIMHCKUX HaYK, Ipodeccop, BemyIuit
HAaY4YHbBI/ COTPYIHMK OTHeNa IMpobjaeM aTepockieposa ®I'BY "HMUI]
Kapaouonorun" M3 P®, nupekrop HOA, unen EAS, ESC.

HlaxTmiHevizep E.B. KaHOugaT MegUUMHCKMUX HAyK, BeOyIIuUi
HAYUYHBI/ COTPYOIHMK J1aO0paTopuMyu MOJIEKY/ISPHO-T€HETUIECKUX
MCCIeIOBaHMI1 TepaleBTUUYeCcKuX 3a601eBaHMii, 3aBeayIiolas HaydHO-
MHHOBALMOHHBIM oTaenoM HUUTIIM — dunnana ULIul' CO PAH, Unen
EAS, PKO, ESC.

IMTokpoBckuii C.H. mokTop 61onornyeckux Hayk, mpodeccop, 1aypear
npeMuii mpaBuTenbcTBa PO, EBpormeiickoro O61iectBa remadepesa u
remoTtepanuu, PKO, rnaBHbIi HayuyHbIi cOTpygHUK PI'BY "HMUIL]
Kapauonorun" M3 P®, unen PKO, HOA, EAS, Internatiaonal
Atherosclerosis Society, MexnyHapogHoro Oob6miectBa Adepesa,
EBpomeiickoro u AmepukaHckoro O61iecTB McKycCTBEHHBIX OpPraHOB,
National Lipid Assiciation.

KonoBanoB A.I'. MOKTOp MeIMUMHCKMX HaykK, Ipodeccop, Jiaypear
rnpeMun JIeHMHCKOTO KOMCOMOJA, JaypeaT npemun IIpaBuTesnbCcTBa
Poccun, pykoBogutens lLleHTpa [IMarHOCTMKM M MHHOBAIIMOHHBIX
Memuuuackux  TexHomoruit KO Mencu Ha  bemopycckoi,



npencenatenb YueHoro Cosera I'pynnbl Kommanwit Mencu, uieH
HaumonanpHOM  nunmpHom — accoumanuu  (NLA), ESC, HOA,
MockoBcKOro o6urecta remadepesa.

JleoHTheBa U.B. 1OKTOp MeAMIIMHCKUX HAYK, ITpodeccop, «OTIMUYHUK
30paBOOXpPAaHEeHNs», [VIABHbIM HAYYHbIA COTPYOHUK OTAeNa IEeTCKOI
Kapauonoruu u aputmosnornu ®I'bOY BO PHUMY um. H.N.IIuporosa
M3 P® HUKU Ileguatpun um. Akagagemuka I0.E.BenbpTuinesa, Buiie-
Mpe3uaeHT accolmanum OeTCKUX KapamnojnoroB Poccuu, uimen PKO,
PMOAL.

KoHncrantTuHoB B.O. [0KTOp MeOMIIMHCKMX HayK, mpodeccop,
«OTAUMYHUK 3ApaBoOOXpaHeHMsI», mpodeccop Kadeapbl TOCIUTAIbHOIM
Teparniun  u Kapguonorum wum. M.C.Kymakosckoro @®I'bOY BO
«CeBepo-3arnagHblii TOCyJapCTBEHHBINI MeOUIIMHCKUIT YHUBEPCUTET
um. U.1.MeunnkoBa» M3 P®, uyieH skcriepTHbIX coBeTOB PKO 11 HOA,
3amecTuTenb npencenarens Cankr-Iletepoyprckoro otaeneHust HOA,
rnpencemaTesib  ceKuuM  atepockiepo3a  CaHKT-IleTepOyprckoro
Hay4yHOro obimiectBa KapauonoroB mm. [.d.Jlanra, wien EAS, ESC,
EBporneiickoro obmecTBa Mpo@UIaKTUKY U peadInTalum CepaeuHo-
COCYAMCTBIX 3a00/I€BaHMIA.

Illep6oakoBa M.IO. 1OKTOp MeAMIIMHCKUX HaAYK, ITpodeccop Kadeapsl
nerckoy kKapanojgorum ®IIK MP ®TAOVY BO PVYIIH, Buile-nipe3uaeHT
accoumanuy geTCKUX Kapauosaoros Poccun.

3axapoBa W.H. [okTop MeOIMUMHCKMX Hayk, mpodeccop,
3aCay>KeHHbI1 Bpau Poccum, 3aBenmywomiasi Kadeapoit memauaTpum C
KypCOM TIOJIMKJIMHUYECKOI rneguaTpun VM. akazeMuKa
[.H.Criepanckoro ®I'bOVY AIIO "Poccuiickas MeogULIMHCKAS aKageMus
HEIIpephIBHOTIO IpodeccruoHaabHOr0 obpa3oBauus” M3 PO, ujeH
Hcmnonkoma Coro3a negmuatpoB Poccun, moueTHbIi mpodeccop HII3]]
PAH, Buune-npe3ugeHT Accoupanuum IeauaTpoB TII0 COMOENCTBUIO
HEIIpepPbIBHOMY  IIOCAE€IUIIOMHOMY 0Opa30oBaHMIO  IeauaTpOB,
nonHbin wieH ESPGHAN, EAACI, koHCynbTaHT 10 neauatpuu Y/l
ITpesunenta P®, Ilpencemarens [ucceprammonHoro Cosera [l
208.071.01.

BanaxonoBa T.B. JOKTOp MegUIIMHCKIUX HayK, mMpodeccop, II1aBHbIA
HAy4YHbIl COTpygHUK OThoena  yabTPasBYKOBBIX — MCCIeLOBaHUI
MHcTuTyTa KaHmudeckon Kapauonorun OI'by «HMUALL kapavonorum»
M3 PO, UneH Hcmionkoma Acconmanun CIIelIMaJINCTOB
VIbTPAa3BYKOBOM auarHoctuku B menuiinHe(PACYIIM), udineH PKO,



EBporieiickoro obO1iecTBa CIielaancToB YJILTPa3BYKOBOJ
IMarHoctTuku B MenuiuHe, ESC, EBpomeiickoi accouuamum I10
BuU3yaausauun cepaua u cocynos (EACVI).

dununmoB A.E. 1oKTOp MeIULIMHCKUX HaykK, mpodeccop, mpodeccop
Kadenpsl  rocrnutasbHoi — Tepanmuu  OI'BOY  BIIO  «CaHKT-
[TeTepOyprckuit  roCcygapCTBEHHBIVI YHUBEPCUTET», 3aBeIyIOIINiA
Kadenpoit o6uieii BpauebHON TpakTukM u Tepanuu YOV I1O
«/IHCTUTYT TIpodecCHOHaTbHOM IepPeroAroTOBKY MEXKIYHAPOIHOTO
MmeaunyHckoro neHtpa «COI'A3», uinen PKO, ESC, uneH mpaBiaeHUS
HOA, 3amectuTtendb npencenatesss CaHkT-IleTepoyprckoro HOA.

AxmemkaHoB H.M. kaHOIMOAT MeOULMHCKUX HAYK, BemyIIUA
HAYUYHBIM COTPYOHMK, OTTOENa TPOPMIAKTUKM MeTaboaMIecKux
HapyuieHuit ®I'BY "HMUII nipodunakTuueckoit Mmeauiabl” M3 PO,
wieH HOA, PKO, AmepukaHcko koyuiernu apauonoros (ACC).

Anekcanaposa O.I0. OOKTOp MeOIMIIMHCKMX HAYK, 3aMeCTUTENb
nupekTopa MOCKOBCKOTO 006/IaCTHOTO Hay4yHO-MCC/IeI0BaTeIbCKOTO
KIMHUYECKOT0 MHCTUTYyTa M. M.®. BiaauMmupckoro 1o yuye6GHOIA
pabore, pgekaH (QaxkyJbTeTa YCOBEPIIEHCTBOBAHMUSI  Bpayeii,
3aBenymoas Kadeapoit opraHM3alMOHHOIO-ITPaBOBOI0 0b6ecIieueHmst
MeIVLIMHCKOM 1 (hapMalleBTUUEeCKO JesITeIbHOCTH.

Bce uyienbl Paboueit rpymmnsl MOATBEPOUIN OTCYTCTBME (PMHAHCOBOIA
MOAJepKKY / KOH(MIMKTa MHTEPecoB, O KOTOPbIX HEOOXOIMMO
COOOILINTD.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

Knuuuyeckue  pekoMeHIauuy  pas3paboTaHbl  CIIEIMaJIMCTaMMU-
3KCIepTamMu HaunoHanbHOTO ob1ecTBa 13(0) MU3y4YEeHUIO
atepockiepo3a. IIpum mnoOAroToBKe peKOMeHIaliMii YUYUTHIBAINUCH
rocaegHue TOCTUKeHMSI TOoKa3aTeJIbHOM MeAUIIMHbI, OTedeCTBEeHHbIN
M 3apyOexXHbIli KIMHMUYECKMI OmbIT B obmactu usydenust CIXC,
aTepockjiepo3a U ero ocjaoxkHeHui. OCHOBOJM HacCTOsIel Bepcuun
KIMHUYECKMX PpeKOMeHAAlMii CTaau pPOCCUIiCKMEe U 3apybOeskHbIe
dyHImaMmeHTa/IbHble PYKOBOACTBA, MOHOTpaduy II0 KapaAMOJOTUU U
BHYTPEHHMM OOJIe3HSIM, pe3ylabTaTbl KPYIIHBIX MeKIYHAPOIHBIX
MEIUIIMHCKMX PEerucTpoB M PaHAOMU3UPOBAHHBIX MCCIeIOBaAHUNA,
MocJIeHE BePCUM MEXIYHAPOOHBIX METOAUYECKUX PYKOBOACTB OJIsI
CIIeIMATMCTOB-KAapaMOJIOrOB M Bpaueit  oOIleir  MPaKTUKMN.
McTOuHMKAMM COBpPEMEHHBIX OOHOBJIEHMIA ObUIM >KypHaJbHbIE
MyOo/IMKaluK B pelieH3MPyeMbIX KypHaaaxX, BXOASIINX B POCCUIICKME U
3apy0OeskHbIe MHIEeKChl HAYYHOTO IIUTUPOBAHMS.

IleneBass ayauTOpUA JAHHBIX KJIMHUYECKUX PEKOMEH AL Uii:

1. Bpau-kapguosior MeOULMHCKMUX OpraHM3aliuMii, OKa3bIBaIOIIN
IIOMOIIb B aMOY/IaTOPHBIX U CTAIMOHAPHBIX YCIOBUSIX.

2. Bpau-TepamneBT MeIMIIMHCKMX OpraHM3aliMiA, OKa3bIBAIOIIUIA
IIOMOIIb B aMOY/IaTOPHBIX U CTAIlMOHAPHBIX YCIOBUSIX.

3. Bpau o611eit mpakTukyu (ceMeiHblil Bpay).

4. Bpau-Tpacdy3uonor MegUIMHCKMUX OpPraHM3alMii, MPOBOASIINX
nipotienypsl JIIT-adepesa.

B xome pa3pabOTKM MCIONb30BaHbl YPOBHU YOEIUTETbHOCTU
peKoMeHIalMii ¥ YPOBHU JTOCTOBEPHOCTM TOKA3aTeabCTB (TAdm. 1 u
TaosI. 2).

Tao6muma 1 YpoBHM yOeIUTEeIbHOCTY PeKOMEHAALi1

YpoBeHb OnpepeneHue dopmMynMpoBKka
yb6eantenbHoCTH
pekoMeHaauun




[okaszaHo unu obwenpusHaHHo, YTO MeTos
nccnegoBaHus  /  fle4eHUs  MOJieseH,
addekTuBEH, MMeeT npemMyLlecTsa

PekomeHayeTcs / nokasaHo

II

MpoTmBOpeumBbIE OaHHble n/mnm
pacxoXaeHue  MHEeHUMW 0 nonb3e U
a(phekTUBHOCTM MeToda uccrnepoBaHus /
neyeHus

IIa

BONbLWWHCTBO AaHHbIX / MHEHMI B MOMb3y
MeToaa

MpumeHeHne
uenecoobpasHo

IIb

[aHHble / MHeHWs O MoJSib3e MeToAa He
cTonb ybeanTenbHbl

[MpuMeHeHMe BO3MOXHO

111

[okaszaHo unm obLlenpmnsHaHHoO, YTO MeToA
nccnenoBaHnsa / NevyeHns He noseseH, He
a(phekTUBEH, MOXET NPUHOCUTbL Bpes

He PekomeHayeTcs

Tao6nauia 2 - YpoBHM JOCTOBEPHOCTY JOKA3aTeIbCTB

YpoBeHb
OOCTOBEPHOCTU
AokazaTtenbcTts A

Wnn MeTa-aHaan3oB

[JaHHble HEeCKONbKUX paHAOMU3UPOBAHHbLIX KIIMHUYECKUX MCNbITaHWUM

YpoBeHb
[OCTOBEPHOCTH
[oKasaTenbCcTs B

[JaHHble Oo4HOIro PaHAOMU3NPOBAHHOIO nnn HECKOJIbKUX
HEPAHAOMU3NPOBAHHbIX KITIMHUYECKNX UCNbITaHUN

YpoBeHb
AOCTOBEPHOCTUN
pokasatenbcts C

CornacoBaHHOe MHeHMEe 3KCNepTOB W/WAM pe3ynbTaTbl He6oNbLInX
nccnenoBaHnii, peTpoCneKTUBHBIN UCCeA0BaHWUA, perncTpoB

ITopsimoK OOHOBJIEHMST KIIMHMUUECKUX PeKOMeHIaInii

YpoBeHb GPP — (10XKMBIIAsICS KIMHMYECKAs ITPAKTUKA

Kinuundeckue pekoMeHIauy OOGHOBISIIOTCS 1 pa3 B 3 roga ¢ y4eToM
HOBBIX POCCHMICKUX U MEKIYHAPOIHBIX HAHHBIX IO SMUIEMUOIOTUA

dbopm 3aboeBaHMsI, METOZAM M TaKTMUKe AMArHOCTUKM, CIIOCOOaM

MeIMKaMEHTO3HOTIO JieueHNMd M IIOKa3aHMAM [OJid HallpaBJIe€HMA Ha

XUpyprnuuyeCKkmue BMelaTe/IbCTBd.




IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

KP400. Xpounueckuii 6oeBoit cuuapoM (XBC) y B3pocCibIix
MalMeHTOB, HY>KIAIIMXCS B MaIMAaTUBHOM MeIUILIMHCKOM MOMOIIU
(http://cr.rosminzdrav.ru/#!/schema/708)

KP337. Boneoit cunapom (bC) y neTeir, Hy>KAAIOIIUXCS B
MayIMaTUBHOM MeIUIIMHCKOM TOMOIIN
(http://cr.rosminzdrav.ru/#!/schema/886)



IIpuinoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

1. Anropurm guarHocTuku CIrxc

MMnepxonecTepuHemun (yposeds OX
MMOnE/N unn XC-. =35
MMONE/N Y MY Meneke 18 neTy nuy
monowe 18 net, yposeHs OX >
7.5mmone/n unu XC-NIHM > 4.9
MMone/ny nuy 18 net m cTapwe

>6.7

MoaTopHoe

MCnaHCepr3aLmA

YeTpaHeHie BTOPHYHEIX

yxof
v peabunutauua

npuunH [XC

onpefeneHUe NUMNMAOE
KpOBM

OX > 13 mmonsin wm

XC-TTHM = 11 Mmons/n,

BospacT

KpuTepun roCIXC EAS
2014

Nunuae! kpoeu

g+ > 6,7 Mmonbin u
XN-NHN = 3.5

MMonb/n?

Kpurepun EAS, 2015
unu Caiimona bpyma

reCIrXC

2. Anroputm neyenus reCI'XC y B3pocCibIix

MaumenT cTapwe 17 net?

Ouarnoz CITXC
MaNOBEPOATEH

Het

roCrXc

X > 7.5 MMans/n W

Tunuae! kpoeu

U OXCTHM 48
wnacnbin?

Cexaenmpoeanme reHos LDRL
APOBE? PCSKS ¢ uener
DansHEiero NPOBEAEHUA
KACKAMHOD CKPUHMHTA CPEaM
POLCTESHHUKCE

Kputepun EAS, 2015
unu Caiimona bpyma

reCIrXC




HemMeaukameHTo3HOE NeveHHe:
AWeTa, dJMSMHECKaF! AKTUBHOC TE,
OTKAa3 OT KypeHWa

T

Haznaunts EbICOKOMHTEHCHUEHYH, 3
npW HEBOIMOXHOCTH - MAKCUMANbEHC
NEpPeHOC MY TepannK CTaTUHAMMN

Het

WmeeTcA nu HenepeHOCHMOCTL CTaTuHoE ? d HpD,’lOJ'I)KVITb CTATHHBI

r_T

HasuaunTe 33eTumMub wnm uHrubutop Her Oa MNMpogonxuTe nevesmne,
PCSRY fononHUTENBHO UMK Kak [lOCTHIHYT NKM UENEEOR yPOBEHE AWcnaHcepHoe
WMOHOTEPAMUK) MPH HENEDEHOCUMOCTH XC-MHN=? Habnaekmue n
CTATUHOR peabunuTaupio

|

MpHCOSAMHUTE AONONHHTENEHEI
KNacc MMNonMnMaeMI4eckon
TESEI‘IHH. A33eTUMNE MK MHMDUTOp
PCSK9 B 3aBUCMMOCTH OT TOMO, YTO
BLING HAZHIUEHD paHes, UK
NM-acbepes#

Ha3HaunTs TDEXKOMNOHEHTHYIO
Tepanuio (CTaThH (NPK oTCyTCTEMM
HEMEPEHOCHMOCTH) + 33eTUMKE +
wHnuBuTop PCSKS) u NM-adepes#

T HerepeHOCMMOCTb CTATMHOB OIpeAensieTcs] KaKk HEeBO3MOXXHOCTh
MpUHMMATh >2 CTaTMHOB B MMHMMAJbHOM 3aperucTpyupoOBaHHOIN
CYTOUHOJ [103e, W3-3a TIOSBJIEHUSI CUMIITOMOB CO CTOPOHBI
MBbIIIIEYHO CHUCTEMbI, B YACTHOCTM 00JIei, C/IabOCTH MJIM CYTOPOSKHBIX
CTITMBAHM, HAUMHAIOIIMXCST MM HapacTalIIMX Ha GOHe Tepaluu U
TpeKpamniamxcs nocjie OTMeHbI CTaTUHA.

IleneBoit ypoBenb XC-JIHIT pnst mammentoB reCI'XC 6e3 CC3
aTepOoCKIepOTUUYECKOTO TeHe3a COCTaB/sgeT MeHee 2,5 MMOJb/I, Ipu
Hanmmuuyu CC3 aTepocKIepoTUYeckoro reesa - meHee 1,5 MMOJIb/J.

* Bopibop mexny 33etumm6omM 10 mr/cyT wiu uHrubutopamyu PCSK9
OO/DKeH IIPOBOAMTBLCS, MCXOMS M3 HEeOOXOOMMOV IJs JOCTVKEeHUS
1eneBoro ypoBHS crerneHu cHKeHus XC-JIHII, npuHumas BoO
BHUMAaHMeE, UTO 33eTuMMO ymeHbinaetr ypoBeHb XC-JIHII nmpumepHO
Ha 20%, a uarnouropsr PCSK9 - Ha 60%.

# Adepe3 nUMIoONpoTenioB MOXKeET ObITh HAa3HAUEH M paHbIle IIPU
OOoCTUKeHUM 1ieieBbix ypoBHeit XC-JIHIT Ha dhoHe MeauKaMeHTO3HO
Tepanuu: KOTOA CYIIeCTBYIOT OOBbeKTMBHbIe JTOKa3aTe/lbCTBa
[IPOrpeccUpoBaHMs aTepoOCKIepos3a, Aake HeCMOTpPS Ha OOCTUXKeHNe



ueneBbix  ypoBHein  XC-JIIIHII, korma  TIOBbIIEH  YPOBEHb
nunornporeuga(a) [Jl(a)] > 60 mr/mi1, Koroga UMerT MeCTO PeCTeHO3b,
Iocjie PeBaCKYASIpUUPYIOIIUX Ollepaluii Ha CoCygax WU, eCiau
peBacCKy/ISIpU3UPYIOLIME OIllepaliMyM Ha COCyAax IPOTUBOIOKA3aHbI
UM HeBO3MOXHbI. Kpome Toro, adepes auMmompoTenaoB IOKa3aH,
KOrma HeoOxoOyMa OTMeHa MeOMKaMEHTO3HOM JIMIMICHVKAIoIIen
Tepanmuyu B CBSI3M C OepeMeHHOCTbIO Ipu BbICOKOM pucke CC
OCJIO’)KHEHU.

3. Anropurm neuenus reCI'XC y nerei

MaywerT < 18 neTc
reCIrXC

I

HemegukameHTo3HoE NnedeHne
AmeTa, hHANIECKaA KTUBHOCTE,
NpenoTepallieHue KypeHna

*

BospacT pebetka

XC-MHMN Ra done
HEMELWNKAMEHTOIHOID §
neueHua

Mponon+MTe HEMEMEAMEHTO3HOS
neyeHme, NCNaHCepHOe
HabnwogeHue

\ﬂa Npogom#mTe HEeMEeONEAMEHTOZHOE
oBeHe XC-NTHM*? NEYSHNUE, AUCNAHCEPHOE —_—
/ nabniofesre 1 peabunuTayuio

Hauate
TANoNUNUAeMUYECKY 0
TEPANVK CTTMHAMK

LocTUrHyT Nu Lenesoi y|

Wmeetca nu Het
HEMEPEHOTUIMOCTE

cTatuHoe' ?

4 npD,ELGJ'I)HMTb CTaTUHbI

T

JocturiyT nu uenesoi ypoeeHs XC-NMHM*?

HazkaunTe 33eTUMKUE QONCNHUTENEHD
WNK KaK MOHOTEPaNMIo Npu
HEeNepeHoCMMOCTH CTAaTHHOE

T HerepeHOCMMOCTb CTaTMHOB OMpenenseTcsl Kak HeBO3MOXXHOCTh
IPUHMMATh 22 CTaTMHOB B MUHMMAQJIbHOM 3aperucTpupOBaHHONM
CyTOYHOM [03e, WM3-3a T[IOSABJEHUSI CUMITOMOB CO CTOPOHBI
MbIIIIEYHO CHMCTEMbI, B YaCTHOCTM 00JIei, C/Iab0CT MJIM CYyTOPOKHBIX
CTATMBaHUI, HAUMHAIOIIMXCS UM HapacTalollyx Ha (poHe Tepanuu u
MpeKpalarnxcs Mocjae OTMeHbl CTaTUHA.

IleneBoit ypoBeHb XC-JIHII pnsi pgeteit reCIXC 6e3 CC3
aTepOoCKIepOTUYeCKOro resesa B Bospacre 8-10 et meHee 4,0 MMOJIb/
n, crapuie 10 jsieT — MeHee 3,5 MMOJb//I, a TIPU HAIMYUU XOTSI ObI



ogHoro CC3 aTepoCKIepOTUUYECKOro reHes3a - MeHee 1,8 MMOJIb/JI.

Anroputm neueHnust roCI'xc

HEMEMKaMEHTO3HOS
NeJeHVe; IueTa, Ha3HaUNTE BEICOKOUHTEHCHBHYW, 3
DUIMECKaR NPt HEBO3MOKHOCTH - MAKCUMANLHO
AKTMBHOCTb, OTKAS OT NepeHOCUMYE TEPanUI CTATUHAMK
KyDEHUA

VIMEETCR Mt HENEpEHOCUMOCTS
CTATVHOR? MpoaonkuTe CTaTUHGI

HazHaunTs 2seTMmb unu
3ponokymat* unu NN-acepes Het
JCNOMHUTENEHO MM K3K
MOHOTEPANMI0 MPH HENEPEHOCHMOCTH
CTATUHOB

[OCTATHYT W LSNeBoit YpoBeHE
xc-ﬁ—n*?

1

Ia MNpoac#uTe Neuekie
aucpaHcepHoe Habnmiogexme u

MOCTUMHYT W UENSE0l YposeHs
X"-LJITEF n?
= peabunuTaLpeo

MpucoeannuTe [M-adepes# nnu
[AONPAHUTEMNLHOIM KNAce
FUNOMMIUZEMUUECKON Tepanuu
33eTUMKD nnK seonokymab B
23BUCUMCTH OT TOro, UTO Beino
Ha3HaueHo paree

Haznaumute JM-adhepes# n
TPEXKOMIOHEHTHYIO TEPaNiko (CTaTHH
@pw OTCYTCTBMM HENEPEHOCMMOCTH)

Ja3eTUIMUG +380NOKYMAT")

T HerepeHOCMMOCTb CTATMHOB OIpeAensieTcs] KaKk HEeBO3MOXXHOCThb
MPUHMMAaThb >2 CTaTMHOB B MMHMMAJIbHOIM 3aperuMcTpyupOBaHHOI
CYTOYHOJi 103€e 13-3a MOSBIeHMS CUMIITOMOB CO CTOPOHBI MbILIIEYHOIA
CUCTEeMbI, B YaCTHOCTM Oonei, c1aboCTM WAM  CYZOPOKHBIX
CTSITMBAHMIi, HAUMHAIONIMXCST MM HapacTaoinux Ha GoHe Tepanuu u
MpeKpallaMXxcs Mocie OTMeHbI CTaTHHA.

lleneBoit ypoBenb XC-JIHIT pnst mammentoB roCI'XC 6e3 CC3
aTepOoCKJIepOTUUYECKOrO reHe3a COCTaBJIisIeT MeHee 2,5 MMOJb/J, TIpu
Hanmuuy CC3 aTepocKkIepoTuYeckoro reesa - meHee 1,5 MMOJIb/J.

A

B Hacrosmuii MoMeHT cpeau wuHruburopo PCSK9 Tombko
9BOJIOKYMab MMeeT 3aperMcTpUpOBaHHOe IIOKas3aHue ISl JieueHUs
roCI'XC.

#
JITT-adbepes Ha3HAYAETCS PErY/ISIPHO, IJIUTEIbHO C TEPUOIANUHOCTHIO
1 pa3 B 1-2 Hemenu nanyeHTaM ¢ roCI'’XC, HaunHas ¢ 7 J1er.

JIlT-acdepe3 MoxkeT ObITh Ha3HAYEH M paHbIle, TPU TOCTVKEHUM
1esieBbix ypoBHeli XC-JIHIT Ha doHe MenuKamMeHTO3HON Tepamuu:
KOT[la CYIIeCTBYIOT 00beKTMBHbIE OKa3aTelbCTBa MPOrpeccupoBaHMs



aTepocKiepo3a, nake HeCMOTpS Ha OOCTUXKEHME IieJieBbIX YPOBHEN
XC-JIITHII, korma moBblllleH ypoBeHb junonporenna(a) [JIm(a)] > 60
MT/11, KOTIa UMEIOT MeCTO pecTeHO3bl, rocjie
peBaCKy/ISIpU3UPYIOIIMX  OIlepaliMii Ha  cocydgax WU, eCiu
peBacCKy/ISIpU3UPYIOLIME OIllepaly Ha COCyAax ITPOTUBOIOKA3aHbI
MM HEeBO3MOKHbBI, KOTZa Heobxomyma OTMeHa MeOMKaMeHTO3HOI
JUNUACHVOKAIOIIEN Tepamnuy B CBSI3M C 6epeMeHHOCThIO ITPY BBICOKOM
pucke CC oCIO’)KHEHUA.



ITpunoskenue B. Undopmanmsa niasa
IanyieHTOB

CEMEIHAS TUITEPXOJIECTEPUHEMUSI
Ymo makoe 2unepxonecmepuHemus?

CemeitHasi  rumnepxojiecTepMHeMusi —  OTO  HaCJIeACTBEHHOe
3aboyieBaHMe, MPM KOTOPOM TEeHETMUECKOe IOBPEXIEHME SIBIISIETCS
IIPUYMHOI BBICOKOTO YPOBHSI XOJeCTepuHA KPOBU U IepenaeTcs U3
TOKOJIEHUSI B TIOKOJIeHMe, MHOI/Ia BO3MOsKHA Iepemaya 3abo0eBaHMs
yepe3 TIOKOJieHMe. [unepxosiecTtepyHeMusi O3HA4YaeT BBICOKUIM
X0ojlecTepuH KpoBU. Twum XxonecTepuHa, KOTOPBI crHenupuIHO
TOBBIIIAETCS TIPU CEMEeNHON TUIepXojieCTEPUHEMUN — XOJIeCTepPUH
JIMIIOTIPOTEUA0B HM3KOI TioTHOCTU (XC-JIHIT).

CemeitHasi  rumepxojecTepuHeMusi - OOHO U3  Hambosee
pacIIpoCTPaHEHHbIX HaCIeICTBEHHbIX 3a060/IeBaHUIA.
[Tpu6nusutenbHo 1 u3 200 yeloBeK B MMpe MMeeT TeHeTUYecKyue
TIOBPEXOeHMs, SIBJISIIOLIIECS TIPUYNHON ceMelHOM
rumnepxosyecrepuHeMmun. Eciv oguH n3 popguTesein MuMeeT CeMelHYIo
rurepxosnectepmHemMuio, To B 50% ciyuaeB oHa OyIeT y ero cbiHa MUJIN
Io4Yepu.

CemeliHas runepxojecTepyMHeMus CBsI3aHa C IOBBIIIEHHBIM PUCKOM
cepaeuyHO-COCYIMUCThIX 3a00eBaHMit. PUCK pa3inyaeTcss OT CeMbU K
ceMbe U 3aBUCUT OT YPOBHS XOJIeCTePUHA, OPYIMX HACIeOCTBEHHBIX
dakTopoB, (pakTopoB obpasa >KM3HM, TAKMX Kak MUTaHMe, KypeHue,
ypoBeHb pM3MUECKOI aKTUBHOCTU, U Jaske OT TOro, My>XKUMHa Bbl WJIN
KeHIHA. JKeHIIMHBI C  CeMeMHOM TIuIlepxojecTepuHeMuen
3a60JIeBaIOT CepAEUHO-COCYAMCThIMM 3a0071eBaHMSIMM B BO3pacTe 55-
60 sieT, a My>KUMHBI - 45-50 1eT. BasxkHO KaK MOKHO paHbIile (MaeaabHO
B IETCKOM BO3pacTe) BBIABISATL U IMPABUJIbHO JIEUUTH CEMENHYIO
IUIIEPXOJIeCTEPUHEMUIO, TaK KaK 3TO 3HAUMTE/IIbHO CHUXKAeT PUCK
pasBUTHUS CEPAEUHO-COCYIMUCThIX 3a001eBaHMIA.

BAJXHO

CemeliHas 2unepxosecmepuHemus Haciedyemcs u nepedaemcs 8 cemve.
Hanuuue 8vicok020 xonecmepuHa Kposu, 0cobeHHo 8vicokozo XC-JIHII,
noevlluaem puck pamHezo Hauaaa cepoeyHo-cocyoucmoix 3a601e8aHuUli.



Yto Takoe XO0JIeCTEepHMH JIUIIOIIPOTENT OB HU3KOM IVIOTHOCTU?

XonmecTepuH — 3TO SKMpOBasi CyOCTaHLMS, KOTOpasi HeoOxomayuma
HallleMy OpPraHuM3My OJISl ITOCTPOEHMS KJIETOK, CMHTe3a TOPMOHOB U
IIPOM3BOACTBA JKEJIUHbIX KMUCIOT B reueHu. OgHaKko BbICOKUIT YPOBEHb
X0/lleCTepMHa B KPOBM MOXET NPUBOOUTH K TOMY, UTO JIMIIHUIA
X0JIECTEpUH HAKaIUIMBAETCSI B CTEHKAaX KPOBEHOCHBIX COCYLOB, UTO
BeleT K 00Opa30BaHMIO aTepPOCKIEPOTUUYECKMUX OJSIIIeK, CysKaroIux
MpocBeT cocyna. YacTo aTepocKIepoTHUecKue OJISIIKM CY>KUMBAIOT
IIPOCBET apTepuii, KPOBOCHAOKAIOIIMX JXM3HEHHO Ba’KHbIE OPTraHbI
Halllero opraHMsMma: cepjiie, roJIOBHOM MO3T, [IOYKU U [IP., YTO MOKET
IIPUBOOUTb K  Pa3BUTUIO  CepPbe3HbIX  CepaeuYHO-COCYAUCTBIX
3a6oneBannii. XC-JIHIT — 3T0 yacTuliibl, KOTOPbIE COMEPIKATCSI B KPOBU
U  SABJSKOTCS TPAHCIOPTHOM CUCTEMOI, KOTOpasi IepeHOCUT
X0JIECTEPUH OT OJHMX KJIETOK Halllero opraHuMsMa K Ipyrum. YacTuiisbl
XC-JIHII MMEIOT crielajabHbIN IIpUCOeJMHEHHbIN 0esoK,
HAa3bIBAIOLINIAICSI allOMIIONPOTerH B. AnmonumnonporenH B Harmogo6ue
MocTa cBsa3biBaeT yacTullbl XC-JIHII ¢ kimeTkaMmu Baliero opraHmM3Mma,
kotopoie umerT JIHII-peuentop. Pelentop moMoraerT KjieTKam
«y3HaBaTb» uyactuibl XC-JIHII. Ecium penentop winM 6ea0K
aroJIUIIONpPOTeNH B «paboTamoT» IJIOXO, TO YPOBEHb XOJIECTEpPUHA B
Ballleii KPOBM IIOBBIMIAETCS. JTO SIBJISIETCSI IPUUYMHOM CeMeiHOM
TUIepXOeCTeEPUHEMUNA.

BAJKHO

JlunonpomeuMst HU3KOU NJIOMHOCMU MPAHCNOPMUPYOM XoJleCmepuH 8
gauleli Kposu K Kaemkam. XojecmepuH HyxceH O Cmpoumeibcmed
KJIEMOK, Npou3so0cmea 20pMOHO8 U NPou3800CMBa MeIUHbIX KUCI0M.
Ooduaxko, ecnu XC-JIHIT cnutukom MHO020, OH HaAKAnaueaemcs 8 CmeHKax
KPOBEHOCHBIX COCYD08 8 8Ude amepoCcKIepomuueckux OJsiuiex.

IMpuuunsl cemetinoli zunepxonecmepuxHemuu

Oco6eHHOCTH, KOTOpbIe Mbl HAC/JIeAyeM OT POAMUTEJIeN, ONpeIessSIIOTCS
undopmaiueit, xpausuieiics B JTHK. THK comepsKUT reHbl, B KOTOPbIX
HaxoguTcss MHGoOpMallMsg O BCeX XapaKTepUCTUMKax oOpraHu3Ma.
M3meHeHMsT B TeHaX MOIYT OBbITh NPUYMHON HaACIeACTBEHHBIX
3ab6omeBaHmuii. B OOJBIIMHCTBE  CoyyaeB, TMpPU  CeMefHO
rUIepXojeCTeEpUHEMUN ITU U3MEHEeHUS HaXOOSATCSd B IeHe, KOTOPbI
kogupyet JIHII-penmeritop. OTOT peuentop pacrojoXkeH Ha
IOBEPXHOCTU KJIeTOK U ypansger yvactuubl XC-JIHIT u3 xposwu.



MsmeHenus B rede JIHII-peneritopa npmuBOOSAT K TOMY, UTO OH TepsieT
CIIOCOOHOCTh K YyOAJIEeHUIO0 XOJeCTepPUH-COMepKalluX YacTUll U3
KPOBMU.

BonbIIMHCTBO  JOAE€ C  CeMeMHOM  TulepxojecTepuHeMuen
HaclenyloT oauH nedekTHbli reH JIHII-pelieriTtopa OT OOHOrO U3
pooutenei, u oguH HOpMasbHbIV reH JIHII-peuentopa oT mpyroro
ponutensi. CiemoBaTelbHO, OHM MMeEIOT TOAbKO 50% HOpMaabHO
pa6otartoniux JIHII-peliennTOpoB Ha MOBEPXHOCTH KJIETOK. ATO BelET K
TOMY, 4TO Y HUX YpoBeHb XC-JIHII B KpOBM 3HAUUTE/ILHO IOBBIIIEH C
CaMOTO pOXIEHMUSI 0 CpPaBHEHMIO C JIIOAbMM 0e3 CceMeitHOI
rurnepxonecrepuHemuu. Takum o6pasom, Yy JIOfeil C ceMeiiHOii
rurepxosiecTepyuHeMyen Bolllle puCK pa3BUTUS aTepPOCKIePOTUYECKUX
ONsIIeK M CepIevyHO-COCYOMCTBIX OCJIOXKHEHMUI, KOTOpble MOTY
pa3BUBATHCS B MOJIOLOM BO3pacTe.

BAJXHO

IIpuuuHoti cemetiHOU 2unepxosiecmepuHemMuu S8JsIlOMCs U3MEHEHUsl 6
2eHe, komopulli kodupyem JIHIT-peuenmop. lepexmubiti JIHIT-peuenmop
He Mmoxcem yoaname XC-JIHIT u3 kposu. H30b61moK xojiecmepuHa
Haxkanaueaemcsi 8 CMeHKax KPo8eHOCHbIX COCY008, NPUB0os K pa3eumuio
cepdeuHo-cocyoducmuolx 3a601€8aHULI.

Kak moxcHo 3anodo3pums cemeliHyto 2unepxoecmepuHemuio?

CeMeiHYI0 TUIIEPXOJeCTEPUHEMMUIO MOXHO 3arofo3pUTh, KOTZa B
ceMbe €eCTb Cydyay paHHEro Hayvaja CephaevyHO-COCYAMUCThIX
3a6omeBaHmii. Tak, ecyin KTO-TO M3 WIEHOB CEMbM IepeHec MHGapPKT
MMOKapza (CepaeuHblit MIPUCTYII) WX MO3TOBOM MHCY/ILT B BO3pacTe
paHee 50-60 JsieT, 3TO MOXeT ObITb CJIeICTBMEM BBICOKOTO YpPOBHS
xXojlecTepMHa. B Takmx (@Iydasix peKOMEHIOyeTCsS OMpeneuTb
roKasaTeu JIUIIUIHOTO PO uIsi KPOBU Y UJIEHOB CeMbM TMallieHTa:

- MTATIUAHBINA TPOQWIb ONpeensieT pa3audHble TUIIbI IUIIOIIPOTEUIOB
B KPOBMU, TaKye KakK OOIINii X0/IeCTePUH, X0JIeCTEPUH JIMTIOIPOTENU IOB
Hu3KoM tioTHOCTH (XC-JIHII), XomectepuH IUIONPOTENULOB BBICOKOM
wioTHOCTU (XC-JIBIT) u TpUrmnnepuabl.

- NIMarHOCTUPOBaTb ¥ JIEUUTh CEMEIHYI0 TUIIePX0JeCTePUHEMUIO
Ba)XXHO y>Ke B JIeTCKOM Bo3pacTe. JleueHue 6ojee 3pdheKTMBHO, KOTaa
OHO HAuMHAeTCS paHO M IO TOrO, KaK HaKOoIIeHMe XojiecTepuHa B
CTEeHKaX COCYZOB MPMBOIUT K 00pa30BaHUIO aTE€POCKIEPOTUUECKUX



OJsI1IeK, CUAbHO CY)XMBAIOIIMX MPOCBET KPOBEHOCHBIX COCYHOB, U
MIPUBOIOSIINX K Pa3BUTUIO CEPIEYHO-COCYAMCTBIX KaTacTpod -
MH@apPKTOB U MHCYJIbTOB.

ECTb HECKOJIbKO BHEIIHMX IMPU3HAKOB, KOTOPbIe MOTYT OIpeensiThbCs
IIPU CEMENNHON TUIepxojlecTepuHEeMUN: YTOJIEHNE CYXOKUIUI UIU
KeJITOBaThble OJISIIKM BOKPYT IIa3 (KCaHTela3Mbl), HO OHM He Bcerma
OBbIBAIOT Yy MAIlMEHTOB C CeMEeIfHOi rurepxojecTepuHemueit. MiHorna
X0JIeCTepPUH OTKJIAAbIBAETCS B paaykKe (LIBETHOM 4acTH) I71a3a B BUIE
apKy (JIMIIMOHAS Oyra pOrOBUILLbI).

BAJXKHO

CemeliHas zunepxosecmepuHemusi moxem 6vimsb 3anodo3pexa y Jjitodell,
KOmopble umeiom pavHee HAUan0 cepdeuHo-cocyoucmoix 3abonesaquli 8
meueHue ¥U3HU 8 COUemaHull C 8bICOKUM YPOBHEM X0JleCmepuHd 8 KposL.
PodocmeeHHUKU makux nayueHmos O0o0Nx#cHbl onpedenums y cebs
nokasamenu JUNUOHO20 NPOPUNSL.

Kak duaznocmupyrom cemetiHylo zunepxoJiecinepuHemuro?

CemeliHYIO TUTIEPXOJIECTEPUHEMUIO OIUATHOCTUPYET Bpady, IPUMeEHSS
CrenuajbHO paspaboTaHHbIE IVAarHOCTUYeCKue KPUTEPUN,
VUUTBIBAIOIME  ILIeJIbli  KOMIUIEKC  KIAMHUYECKUX  (YPOBEHb
XOJecTepuHa, HaauMuMe CYXOXMIbHBIX KCAHTOM, 3a0oJieBaHUIiA,
00YyCJIOBJIEHHBIX aTePOCKIEePO30M Y MallieHTa ¥ WIEHOB ero ceMby U
Iop.) U reHeTMUecKUM (aKTOpOB. [IJisi TeHeTMUeCcKoro obcaemoBaHMs
ucnonb3yoT [IHK, Bbige/lleHHYI0 U3 KIeTOK KpoBu. CeMeiHYIO
TUIepPX0JIeCTEPUHEMMUIO IUATHOCTUPYIOT, Haxonsi nedeKT TIeHOB,
HarnipuMmep, reda JIHII-penenTopa. banskue poacTBeHHMKY, TaKMe KaK
poaguTenyu, OpaTbsd M CECTpbl M [JEeTH IalMeHTa C CeMeiHOM
ruriepxonecrepuHemueii, umeloT 50% puUCK TakKe UMeTb 3TO
3a6osieBaHMe. O6CIeq0BaHNEe YWIEHOB CEMbU SIBASETCS KIIOUeBbIM 151
paHHe IMarHOCTUKU CEMEHOM TUIlepxoieCTepUHEeMUN.

BAJXKHO

Cemelinas 2unepxonecmepuHemusi OudzHOCMUPYeMcs HA OCHOBAHUU
KJIUHUYECKUX OAaHHbIX U 2eHemuueckozo o6cnedosaHus. Boisenenue
onpeodesieHHbIX Mymayuti 8 psode 2eH08, 0MBEMCMBEHHbIX 3a pa3eumue
cemetiHoli 2unepxonecmepuHemMuu, N0360J5em He moJibko hodmeepoumao
JuazHo3 y 00cnedyemozo uenosekd, HO U Nnposecmu mecmuposaHue
OJIU3KUX U/IEHO8 €20 CeMbU C UeNblo paHHeli JuazHOCMuKu 3mozo
3abonesanusl.



B kakom eo3pacme HyM#HO OuzHOCMUPOBAMb  CeMeliHylo
2unepxosiecmepuHemuio?

JIromy ¢ ceMeitHOM rumepxoiecTepyuHeMyeii 00bIYHO MMEIOT BBICOKMIA
00611t xonectepuH u Boicokuit XC-JIHII ¢ poxkneHusi. PekomeHayeTcst
POOMTENISIM, MMEIOIIM CeMelHYI0 rUIlIepXOIeCTepUHEMUIO,
obpaniaThCs K Bpady [Jisl 00c/ieoBaHMsI CBOMUX JeTei OO0 JOCTVKEHMS
MMM 1IKOJBHOIO Bo3pacTta. IloaTBepkoeHMe aMarHo3a Ba)KHO B
IEeTCKOM M IOHOIIIEeCKOM Bo3pacTe. Uem paHbllle M3MEHUTb OUETY,
MIUIIEBbIe IPUBBIYKY M HavaTh JeUeHMe, TeM MeHbIle OymeT PMUCK
pPa3BUTUS aTEPOCKIEPO3a U CBSI3AHHBIX C HUM OCJIOKHEHUIA.

BAJXHO

B cembsax ¢ OduazHOCMupoB8aHHOU cemeliHOll 2unepxoiecmepuHemueli
pekomeHdyemcs mecmuposaHue demeti 0ns OuazHOCMUKU 3M020
3abonesaHust 00 80CbMuUemMHez0 803pacma. 5mo no3eojisilem nposecmu
Heo0xX00uMyio KOppeKuurw numausl u o6pasa #u3Hu pebeHKa, a makice
npu Heo6x00UMOCMU HA3HAUUM»b emy d(pekmusHoe JeueHue.

Kaxk moxcno ymenswumes XC-JIHIT?

CHM3UTh XOJeCTepUH MOXHO IIpUM TMOMOIIM JUEeThbI, PeryiaspHOI
dusuueckoit aKTMBHOCTM, OTKa3a OT KypeHUsI U IIPUMeHeHUS
CTiellMaJbHbIX JIEKAPCTBEHHBIX MPernapaToB.

V3sMeHeHMsI B TUTaHUM — TI€PBBbIA IIar B CHMKEHUM YPOBHSA
XOJecTepuHa OJIs1 BCeX JIIOAEN C CeMEeNHOI TuiepxojaecTepuHeMuer.
i3MeHeHMs B AyieTe MOTYT CHU3UTD XonecTepyH Ha 10-15%.

s jomeil ceMeHON TullepxojecTepuMHeMuel 3TOr0 CHUKeHMUS
ObIBaeT HeJ0CTaTOYHO, [103TOMY Ha3HAvyalTCs
XOJleCTepUMHCHIOKaloNe T1pernapartel. Llenb JiedeHus1 (OueTbl U
JIeKapCTBEHHBIX IIperapaTtoB) - CHM3UTh ypoBeHb XC-JIHII Huske 2,5
MMOJIb/T Y B3POCJIbIX U HIKe 3,5 MMoIb/n y geTeit. [Is Tex meTeit u
B3pocabix ¢ CI'XC, KTO yke mMeeT 3abojieBaHMe cepilia M COCYIOB,
XC-JIHIT momskeH ObITh HIKe 1,8 MMOJIB/JI.

Korma uyenoBek HaciemyeT nedeKTHbII TeH OT 000MX pOIuUTesei,
JIHII-peuenTop MOXeT ITOJTHOCTbIO OTCYTCTBOBATh B KileTKaX. B aTom
cIydyae MMeeTCs MeCTO SKCTpeMasibHO BbICOKOe noBbimeHnue XC-JIHII,
IUISE CHVODKEHMSI KOTOpPOTO Hapsay C OMeTO U JieKapCTBEHHbIMU
rpernapaTamMy HeOOXOAMMO IIpOBeAeHMe PeryjasipHoii (Kaskabie 1-2



HeJleNIM) MPoIeayphl, HAIIPaBJIeHHO HAa MeXaHM4YecKoe yaajeHue u3
KpPOBM M30bITKA XojecTepuHa. Takas mpoliemypa Mmojayunusaa Ha3BaHMe
JITIT-adepes.

BAJXHO

UsmeHeHUs1 8 numaHuu mo2ym cHudumo xonecmepux JIHII Ha 10-15%.
lns nayueHmos ¢ ceMeliHOU 2unepxojiecmepuHemMueli 3moz2o Moxem
Obimb HedocmamouHo, noamomy duemy caedyem KOMOUHUPOBAMb C
npuemom MeoukameHmos, CHUXANWUX YpPOB8eHb XojecmepuHa. [Ins
msaxcenvix (Gopm cemeliHoll 2unepxonecmepuHeMuu O0ONOJHUMEILHO
Moxcem Oblmb NPUMEHEHA MEXHO02Usl OHUWEHUS Kposu om u30bimka
xonecmepuna (JIHII-acpepe3).

Kaxk duema deiicmeyem na xonecmepun JIHIT?

Bce >XUpBI B Il SBJISIOTCS CMEChI0 HACBILEHHBIX Y HEHACBIIEHHBIX
SKMPHBIX KUCIOT. HackilieHHble >XMPHbIE KUCIOTBI HAXOOSTCS B
IIPOAYKTAX >KMBOTHOTO IPOUCXOXAEHMUS (MOJIOUHbIE U MSICHBIE),
TBepIbIX MaprapMHax " B OOJbIIMHCTBE BUIOB I€UeHbsI, OMCKBUTOB,
KekcoB, dacT-dyae. ITU HaChIIleHHbIE XKMPHbIE KMUCIOThI ITOBBILIAIOT
X0JIECTEPUH, B OTJIMUMM OT HEHACBILIEHHbBIX XUPOB U3 PaCTeHUN U
pbIObI, KOTOPbIE€ CHUKAIOT MM OeiCTBYIOT HelTpasbHo Ha XC-JIHII.

Huskoe rmoTpebjieHne XojecTepuMHa pPEeKOMEHIOBAHO JIIOASIM C
BBICOKMM YPOBHEM XOJiecTepuHa B KpoBu. Hambosbiliee KojauuecTBa
XOJiecTepuHa B IMIE CONEPXKUTCI B IPOAYKTAX KUBOTHOIO
IIPOMCXOKIEHMSI, TaKMX KaK SIMUHbIE SKEJITKM, II0TPOXa, MSICO U
SKMPHbI€ MOJIOYHbIE ITPOIYKThI, HAIIPUMeD, ChIP, CIMBKY ¥ MacJIO.

JKupHnas pbpiba ¥ pbIOMIT KMpP HaChIIEHbl OMera-3 >KMPHBIMU
KMUCIOTaMM, KOTOpble MMeIOT OjaronpusTtHeiii 3¢dekrt. Omera-3
TaKke CHIMKAIOT YpPOBEHb TPUIIUIEpUAOB. [Iisi obecrieueHus
IOCTAaTOYHOTO MoTpebseHus Omera-3 peKOMeHIyeTCs eCTb SKMPHYIO
MOPCKYIO pbIOy He pexke IBYX pa3 B Hefesio.

biaronpusiTHoe BO3IeiCTBME Ha YPOBEHb XOJieCTepyHa OKa3bIBAIOT
BOJIOKHA, COIepskallyecsi B KPYIITHO3EPHUCTBIX KYKYPY3HBIX U
1IeJIbHO3EPHOBBIX 3JIaKOBBIX IPOIYKTax, 0000BBIX, TOpoxe, QPyKTax,
SITo/lax M OBoIax. PacTure/nbHble BOJIOKHA, MOTPeO/IsieMble C ITHUILEN,
CBSI3bIBAIOT B KMIIEUYHMKE TOCTYIIMBIIUIA C €OOoM XoleCTepuH. ITO
IIPUBOAUT K TOMY, UTO YMEHbIIIAeTCs BCACbIBaHME XOJeCTepuHa U3
KUIIIeYHMKA, a, CJIef0BaTeJIbHO, M ero KOHIleHTpalus B Kposu. Kpome
TOTO, TPOLYKTHI C BBICOKMM COOepKaHMeM KJIeTYATKU SIBJISIOTCS
BaKHBIM MCTOYHMKOM BUTAMMHOB, MUHEPAJIOB M aHTUMOKCUIAHTOB.



Kakas duema pexomeHdo8aHa npo cemeliHoll
2unepxosiecmepuvemuu ?

[TuTaHue [JIs NI, C CEMEITHOI TUIIepXoJIeCcTepMHEeMIEN TOIKHO ObITh
pasHooOpasHbIM U cOajaHCMpOBAaHHBIM. [IJisI OeTeil C ceMmeitHO
ruIepxojaecTepmMHeMueii codoaeHne I1MeThbl JOIKHO MOIKPeIISIThCS
M3MEHEeHNMEeM IIMTaHMS [JIsI BCeX UJEeHOB CeMbM. BaykHO, UTOOBI
IIPUBBIYKM 3J0POBOrO TIUTAHUS YCTAHABAMBAIUCH KaK MOXXHO
paHbliie. ViaMeHeHMe AMeEThl TpeOyeT BpeMeHMU, UacTO MeCSIeB MU
JIeT, ¥ TpebyeT peryyiIsipHOTO HaOII0IeHNsT KIMHUYECKUM IMeTOI0rOM
Wi BpauoM. To, 4TO Bbl eIUTe perysipHo, OueHb BaxkHO! CiydaiiHble
OTKJIOHEHUS OT PeKOMEHAyeMOil AMeTbl He IPUBOAST K IMOBBILIEHUIO
YPOBHS X0/IeCTepMHa B KPOBM.

BAJKHO
ITamb 8axcHblX peKoMeHOauuii 0na cOanaHCUpo8aHHo20 NUMAHUS:

e ynompebastime MeHblUle KUpPd, OCOOEHHO MeHble HACbIUIEHHO20
Hupa,

® 3aMeHuUme HACbIUEeHHblE HUPbl HEHACHIWEHHbIMU HUPAMLU,

* euwbme 0o0sbUie NPOOYKMos8, codepxawjux Kiemuamky, 080wu u
ppykmol Kaxovlli OeHb,

* ynompebOnstime MeHbUle NPOOYKIMO8 C BbICOKUM COOepHaHuem
xoJlecmepuma,

* 0zpaHuubme KOJUUECMB0 NUWU U HANUMKO8 C 8bICOKUM COOePHCAHUEM
caxapa unu aakozosl.

Kak nekapcTBeHHbIe npenapartsl BausoT Ha XC-JIHII?

JlekapcTBa, KOTOpble MOryT cHU3UTh XC-JIHII, yBennumparoT
KojmuectBo JIHII-perienntopoB, uTo6bI yuine moriomats XC-JIHIT u3
Balieii KpoBU. M3MeHeHMSI B IIMTAaHMM [O/DKHBI COUYETATbCSI C
MeIKaMeHTO3HbIM JleueHeM, UTOObI CHU3UTh YPOBEHDb X0JIeCTepMHa
0 HEeOXOOMMOrO YpOBHS. JIeKapCTBeHHas Tepamnus [Jjis CeMeHOM
rUIIepXOIeCTEPUHEMUN TIPUMEHSIETCSI He TOJIBKO Y B3POCJIbIX, HO U Y
neTeit. v geTen C TIOATBEPKIEHHOMI ceMeiHoOn
rUIepxojaecTepuHeMuen peKOMeHIyeTCs HAuYMHATh
MeauKaMeHTo3Hoe JjieueHue ¢ 10 ser. JledeHue [OO/MKHO OBITh
IOJUTENIbHBIM, OHO TIOMOXET u30ekaTb pa3BUTUSI CepPIeUYHO-
COCYOMCTBIX 3a00/1€BaHMIA.

Kakue nekapcmeenHole npenapamst cHuxcarom XC-JIHII?



JlekapcTBeHHble cpencTBa, CcHwkKawomme XC-JIHII, Bxawoyaror
CTaTMHbI, MHTUMOMUTOPHI IIOIJIOLIEHMUSI XOJIeCTepuHA U MHTUOUTOPDI
PCSK9. Bair Bpau MOXeT JIedUTh BaC OOHUM WM HECKOJIbKMMU U3
Tux TUIoB jekapcTB. Ecnmu XC-JIHII cHuskaeTcs A0 HEOOXOOMMOIO
YPOBHSI, OTJIOKEHME XOJIeCTepMHa B KPOBEHOCHBIX COCYaX U BOKPYT
7123 WIN CYXOXXUJIN YMEHbIIUTCS.

ITouemy eaxcHoe 3HauUeHUe UMeem JleueHle 8 meueHue OUmeibH020
epemeHu?

Opranusm OpoOM3BOAUT XOJECTEPUH MOCTOSIHHO. OmHAaKO Y JIoei ¢
ceMelHOl TuIlepxojiecTepMHeMMeil 13-3a TeHeTuuyeckoro medexra
HapyllleHa CIIOCOOHOCTb OpraHmsaMa K yIaJeHUI0 W30bITOUHOTO
X0JieCcTepuHa. JlekapCTBEeHHbIE rperiapaTbl CIIOCOOCTBYIOT
BOCCTAHOBJIEHMIO 3Toii cmocobHoctu. Kak  Tonmbko  XC-JIHII
YMEHBIINJICSI B pe3y/jbTaTe JieYeHMs, BaXKHO IIPeJOTBPAaTUTh €ro
TIOBTOPHOE TIOBBIIIEHNME, KOTOPOe OymeT Heu30eKHBIM IIPM OTMEHE
rperaparos. [TosTomy 100071 YyeJi0BeK C ceMeiHom
ruIiepxojecTepuHeMmuein  OO/DKEH  IMOCTOSSHHO — IPUIepP>KMBaTbhCS
IMeThl, 3A0pPOBOro o6pa3a JKM3HM ¥ IIPUHMMATH IIperiapaThl,
CHIKAOIIMEe YPOBEHDb XOJIeCTEPUHA.

Ymo makoe cepdevHO-cocyoucmole 3a00/1€e6aHUs?

3aboneBaHusI cepAlla ¥ KPOBEHOCHBIX COCYIOB, BbI3BaHHbIE
aTepoCKIepo30M, OTHOCSITCS K CepleuHO-COCYIMCThIM 3a001eBaHMSIM.
ATepockiepo3 COIIPOBOXKZAeTCS HaKOIUIeHMeM Xupa (BK/IOYas
X0JIeCTEPMH) B aT€POCKIEPOTUUECUKMX OJISIIIKAX, KOTOPhIE CY>KMBAIOT
IIPOCBET KPOBEHOCHBIX COCYLOB, UTO MOXKET IIPUBECTU K HAPYUIEHUIO
KPOBOCHAOXXeHMsI >KM3HEHHO BaKHbIX OPraHOB: CepAlia, I'OJOBHOIO
MO3ra, nmouek u ap. Euin atepockiepos pa3BuBaeTcs B KPOBEHOCHOM
cocye, NOCTaBJIAIONEM KPOBb K CepIly, TO BOSHUKAET UllleMuuecKas
6onme3Hb ceppalla, Haubojee TPO3HBIM TIPOSIBIEHMEM KOTOPOIA
sBaseTcs MH@apKT Muokappa. Ecin aTepockiepo3om mopaxkaeTcs
KPOBEHOCHBI/I COCYH, KpPOBOCHAOXKAIONIMIA TOJOBHOM MO3I, TO
BO3HMKAET HapylieHue MO3T0BOI'0 KpPOBOOOpallleHusI,
MPOSBJISIIOILEeCS B BUAE TPAH3UTOPHON MILIEMUYECKOW aTaku WIn
MHCYJIbTA.

BAJKHO

CepdeuHoblil npucmyn u UHCYNbIM S6ASOMCST KOHEUHbIM Ppe3yJibmamom
amepockiepo3a. AmepocKkiepo3 - 3mo Cyx#eHue KPOB8EeHOCHbIX cocydos,
8bI38aHHOE HAKONJIEHUEM X0leCmepuHa U 80cnaieHuem, ¢ 00pa3osaHuem
OnswKu. baswika ymeHvuiaem pasmep npoceema Kpo8eHOCHO20 cocyod.



ITospexcOeHHas OnAWKA MOxcem 8bl38aMmb 00pA308aHuUe C2YCMKA KPOsu,
npusodsiujee K oueHb ObICMPOMY CYHEHUI UTU 3aKyNopKe KPOBEHOCHO20
cocyoa.

Kaxue cywiecmeyrom ¢pakmopet pucka?

dakTopbl  pucka -  3TO  OcobGeHHOCTM  (buosormueckue,
[ICUXOJIOTUYECKMEe WM  SKOJOTUYECKMEe), KOTOpble IIOBBIIIAOT
BEpPOSITHOCTh Pa3BUTUSI aTEPOCKIepo3a U CepaedHO-COCYOMUCTBIX
3aboseBaHmit y dyenoBeka. OgHMM M3 Hambojiee BasKHBIX (PAKTOPOB
pUCKa CepIevYHO-COCYOUCThIX 3a00eBaHMil  SIBISIETCSI  BBICOKUIA
ypoBeHb XC-JIHII. K apyrum ¢akTopaM pucKa OTHOCSITCSI CaxapHbIi
nuabeT ¥ BBICOKOE apTepuasbHOe MaBjeHue, KOTOpble B CBOIO
ouepeb MOTYT OBITb pe3yJIbTaTOM WM30ObITOYHON MacChl Tea,
HeIOCTaTOYHOTO TMoTpe6neHus GPYKTOB U  OBOILEl, HU3KOI
dbusnyeckoit akTMBHOCTU. PerynsipHble ¢usmMueckue yrHpaskHEeHUS
CITOCOOCTBYIOT He TOJIbKO CHVKEHMIO MacChl Tejia, HO U 6JIar0TBOPHO
BIMSIIOT Ha JUNUIAHBIA 1podunab, cHuUKas ypoBeHb XC-JIHIT nu
TPUITINLIEPULOB, U TOBbLIIAS YpoBeHb xonectepunHa JIBII ("xopounii
X0JieCTepuH").

KypeHue yBenmnmumBaeT pPUCK Pa3BUTUS CePHEUYHO-COCYOUCTHIX
3abo/ieBaHMIf, [Jake eI YpOBeHb XojecTepMHa B  KpPOBU
HOpMaJIbHBIN. TeM 0Oojiee OHO OIMACHO MJISI MAIMEHTOB C CEMEITHOI
ruriepxonecrepuHemuein. KypeHue BbI3bIBae€T OOIMOJHUTEIbHOE
MOBPEXIEHVe KPOBEHOCHBIX COCYAOB M CHMXKAeT B KPOBU YPOBEHb
xonecrepuna JIBII ("xopouuit xonecrepuH"). [IaliMeHThI ¢ ceMetHOM
runepxoyiecTepuHeMueli, He IOay4dalollye jeueHne, MMeloT B 25 pas
6osiee BBICOKUII PUCK Pa3BUTHUS CepAeYHO-COCYAMCTBIX 3a00/ieBaHMIA
M0 CpaBHEHMIO C JIIOAbMM, He MMEWIIUMM  CeMeiHOMI
ruIepxojecTrepMHemMun. Y He JIeUeHHBbIX OOJbHBIX C CEMEeHOI
rumepxojiecTepuHeMueii, KOTOpble TaKyKe KypSIT, PUCK YBeJIMUMBAETCS
B 75 pas!

KpoMe TOro, cepmeuHo-CcoCyaucThie 3a001eBaHMs Pa3BMBAIOTCS Yallle
C BO3pacToOM, M MYKUMHBI 3a007€BalOT MMM IpumepHo Ha 10 jer
paHbllle, 4YeM >KeHIIMHbl. ECIM y YejoBeKa eCThb HECKOJIbKO U3
IepeuncieHHbIX (AKTOPOB pPUCKA, TO BEPOSTHOCTb Pa3BUTUS
CepaevYHO-COCYIMCTOro 3a001eBaHMs Y HETO ellle BBIIIIE.

MocHO U CHU3UMb PUCK cepOeyHO-cocyoucmslx 3a60ae8aHuli npu
cemeliHoll 2unepxosiecmepuHemuu?



HOA! WccrnemoBaHMs IMOKa3bIBAlOT, UYTO CHMKeHMe ypoBHSI XC-JIHII
CHIKAeT PUCK CepleuHO-COCYIMCThIX 3aboseBaHMil. BeposiTHOCTD
BO3HMKHOBEHME ATEPOCKIEPOTUUECKUX OJISIIIEK 3aBUCUT OT YPOBHS
XC-JIHIT u gauTenbHOCTM ero BO3IeiCTBUSI Ha CTEHKY cocyaa. Yem
Bblllle 00a 3TUX (akTopa, TeM paHbIlle Pa30BbETCS aTePOCKIepOs3.
[Tonmxkasa ypoBHu XC-JIHII, MOXHO 3HAUUTEJIbHO CHU3SUTH PUCK
pasBUTUSI  CEepHEUYHO-COCYAMCThIX 3abojieBaHMIl, CBSI3aHHBIX C
aTepoCcKkIepo30oM. BakHO Kak MOXKHO paHblile HadyaTb CHMKeHue XC-
JIHII. ITpekpaiieHue KypeHust U KOppeKuus Ipyrux GakTopoB pucka,
O KOTOPBIX TOBOPMJIOCH BbIIE, MMEET pellalllee 3HauYeHue IS
IOTIOJIHUTE/IbHOTO CHUKEHMST PUCKA Pa3BUTUS CEPIEUHO-COCYAMUCThIX
3a60/IeBaHUIA.

TAKHM OBPA30M:

e CeMelHas TIUIlepXoJeCTepUHEMUS SBJSIETCS HawIeACTBEHHBIM
3a00/ieBaHMEM, BhI3BAHHBIM Uallle BCEro HapylIeHeM paboThl reHa
JIHII-penieriTopa.

e Hapymienne paborsl reHa JIHII-pelieritopa MOXeT MOpPUBECTU K
yBennmueHuio comepskanusi XC-JIHII B KpoBHU, M30BITOK KOTOPOTO
BbI3bIBAET PA3BUTHE aTEPOCKIepO3a U TAKUX I'PO3HBIX CEepHEYHO-
COCYAMCTBIX 3a60/ieBaHMI, KaK MHMaAPKT MMUOKapaa U UHCYIIbT.

e Jlng nwopel C CeMenHON TullepxojecTepuHeMuenn XapaKTepHO
pasBUTHE CEPHEUHO-COCYAMCThIX 3a00/lieBaHMii yke B MOJIOZOM
BO3pacTe.

e Ba)kKHO BBISBJ/ISITb CEMENMHYIO TUIIEPXOJIeCTEPUHEMUI0 KaK MOKHO
paHblile, TI03TOMY, eCJIM Y Bac InMarHoCcTMpoBaHO 3TO 3abojieBaHue,
HeoOXoOouMoO 00s13aTeIbHO 00cCaemoBaTh UIeHOB Balleil ceMbH,
BKJ/IIOYaAsl JeTe.

e CBoeBpeMeHHO (KeJaTe/lbHO C [EeTCKOTO BO3pacTa) HavaTbie
MeponpusaTUsI II0 BeIeHUIO 3J0pOBOro obpasa, CcobOmoaeHue
cOaTaHCMPOBAHHOM OMEThl ¥ IIPUEM XOJIECTEPUHCHIDKAIOIINMX
rpernapaToB MOIYT 3HAUUTEJIbHO CHU3UTb PUCK Pa3BUTUS
CepAeYHO-COCYIMUCThIX 3abojeBaHMii y JIIOOEe C ceMeiHOi
TUIepXoeCTeEpUHEMUEN.



IIpunoskenue I.

IIpunoxeuue I'l. Kpurepuu DLCN
(Kputepunu Dutch Lipid Clinic
Network)

Kputepunu DLCN a1 gauarHoctTuku reCI'XcC y B3pocisix (18 net u
crapuie).

Kputepum DLCN yumMTBIBAIOT AaHHbIE HAC/IEACTBEHHOIO aHaMHe3a,
VHAVBUIYAJTbHOTO aHaMHe3a, GU3MKaJIbHOTO 00C/Ie0BaHMSsI, YPOBEHD
XC-JIHIT u pe3ynbTaTbl MOJEKYISIPHO-TEHETUUYECKOTO TeCTUPOBAHUS
(ananmsa JHK).

JlMarHo3 ycTaHaBAMBAeTCSI HAa OCHOBAaHMM CyMMbI  0ajuloB,
MOYyUYeHHBbIX B KaXAoi rpymre. BHYTpM rpynmbl 6ajiabl  He
CYMMMPYIOTCSI, YUYMTBIBAETCSI TOJABKO OAMH TIPU3HAK, [AOLIMIA
MaKCMMa/IbHOE KOJIMYECTBO 0ajjIoB BHYTPM Kakmoir u3 rpymm. K
npuMepy, ecyin y o06cieyeMoro ecTb U JUIIOUAHAS Ayra POTOBUIIbI (4
6a/u1) M KCAHTOMBI CYXOXWIuit (6 Oa/yIoB), TO [JisI TPYIIIbI
«®DusuKaapHOe 06C/Ief0BaHMe» HY;KHO YUUTHIBATh TOILKO 6 6a/1y10B. B
COOTBEeTCTBMM C HabpaHHONM cymMmoii 6amoB CI'XC MOXeT OBITh
oIpeneeHHOM, BEepPOSTHOM WMIM BO3MOXHOM. IIpm 3ToM OmarHos
CIr'XC BbICTABJISIETCSI TOJBKO IIPUM HAJIUYUKM ONpele/IeHHOM WIu
BEPOSITHO (hOPMBI.

Kputepui Bannbi

1. CemeHHbI aHaMHe3

PoAcTBEHHMK NepBON CTeMeHW poACTBA C PaHHMM (Y MYX4YMH <55 neT; y XeHwuH 1
<60 net) CC3 artepocknepotmyeckoro reHesa (MBC, aTepoTpoMboTnyeckui
nwemMmyeckum WMHCYbT, TUA, nepudgepunyeckni aTepocKepo3 C
aTepoCcKepoTUYeCKMMM 6nsWKaMmn, CTEHO3MPYIOLWMMKN NPOCBET cocyaa = 50%)

win

PoactBeHHMK 1-1 cteneHn poactea ¢ XC-JIHMN>95-ro npoueHTuns

PoactBeHHMK 1-M CcTeneHM poOACTBA C KCAHTOMaMM CYyXOXUAWA W/Wan NUNOUAHOMN 2
AYro porosuubl

unm

Oetn monoxe 18 net ¢ XC-JIHIM >95-ro npoueHTUNSA

2. MlHgnBugyanbHbI aHaMHe3

Y naumeHTa paHHASA (y My>X4mH <55 neT; y xeHwmH <60 net) UBC 2

Y nauueHTa paHHee (y MyxuumH <55 net; y xeHwuH <60 neTt) passutue 1
aTepoTPOMBOTUYECKOrO  ULIEMMYECKOTrO MHcynbTa, TUA wnn  nepudepunyecknii
aTepoCKNepo3 C aTepoCcKIepoTUYecKMMn 6ngwkamMmm, CTEHO3UPYIOWNUMK MNpPOCBeT
cocypa = 50%




3. ®dusnkanbHoe obcnegqoBaHne

CyXOXWNbHblE KCAHTOMbI 6

NunnaHas ayra porosuubl B Bo3pacTte <45 net 4

4. YpoBeHb XC-JIHI

> 8,5 MMonb/n 8
6,5-8,4 mmonb/n 5
5,0-6,4 mmonb/n 3
4,0-4,9 mmMonb/n 1

5. AHannz HK

Hannuyme naToreHHoro wunM BEpPOSATHO MaTOMEHHOro BapuaHTa HYKIeOTUAHOWN 8
nocnepoBaTtenbHocTu LDLR, APOB mnnn PCSK9

AnarHos ctaBMTCA Ha OCHOBaHMU CyMMbl 6annoB:
«onpeaeneHHas» CrXC - >8 6annos
«BeposiTHaa» CIrXC - 6-8 6annoB
«BO3MO)Haa» CrXC - 3-5 6annos

ITpunosxkenue I'2. IlonynssumMoHHbIE
nokasarenau XC-JIHII B
3aBYICMMOCTMU OT I10/Ia M BO3pacra
njass PO

Mon Bo3pacr XC-JZIHN (Mmonb/n) 95 nepueHTUNb
My>xckon 25-34 4,56

35-44 5,04

45-54 5,31

55-64 5,16
XeHckumi 25-34 4,24

35-44 4,68

45-54 5,29

55-64 5,56

IIpunoskenue I'3. Kpurepumn
Caiimona bpyma (Simon Broome



Registry)

Kputepun Carimona bpyma (Simon Broome Registry) npuMeHSIIOT 1JisT
mvarHoctuku reCI'’XC y B3pOC/bIX, @ TaKXKe y OeTell U MOLPOCTOB B
BO3pacTe 10 16 jer.

HOuarno3 reCI'XC BbICTaB/sSIeTCS B C/lyuae COOTBETCTBMS IaliM€HTa
KPUTEPUSIM «OlIpeLe/IeHHOT0» WU «BepOSITHOTO» Auarnosa CI'XC

OnpepeneHHblt amarHo3 reCrxc craeurcs, ecau:

OXC > 6,7 mmonb/n nnn XC-JIHM > 4,0 mmonb/n y naumMeHTa Mnagwe 16 net, nam
OXC > 7,5 mmonb/n nnn XC-JTHM > 4,9 mMmonb/n y naumeHTta crapwe 16 net
Mnroc 04HO U3 HUXKENEePEUYNC/TIEHHOrO:

e Hanuume CyxOoXWsbHbIX KCAaHTOM Yy MaumMeHTa WAW pPOACTBEHHWKA MepBOlM CTerneHu PoACTBa
(poantenun, petn, 6paTbs, CeCcTpbl), WIN Y POACTBEHHWKA 2-OW CTerneHu poAcTBa (AeAyLuKw,

6abyLlwKkn, gsaan nnu Tetn);

n/van

MNo3ntmeHbIN TecT AHK-AMarHOCTMKM, NOATBEPXAAWOLWMIA HanMume naTtoreHHOro WMAnM BepPOSTHO
NaTOreHHOro BapmaHTa HyK/1€0TMAHON NocneaoBaTesibHOCTM B reHax LDLR, APOB nan PCSK9
BepoatHbiii AanarHos reCrxc craBurca, ecnu:

OXC > 6,7 mmonb/n nnn XC-JIHM > 4,0 mMmonb/Nn y nauveHTa mnaawe 16 nert,

wnun

OXC > 7,5 mmonb/n nnn XC-JIHM > 4,9 mmonb/n y naumeHTa ctapwe 16 net

Mnroc 04HO M3 HMXKENEPEUYUCNIEHHOrO:
e Hanuuume VIM B aHaMHe3e poACTBEHHMKA 2-1 CTeneHn poacTtBa Ao 50 neTt, poacTBeHHUKa 1-i

cTeneHn poactea — Ao 60 neT;

n/mnu

OXC > 7,5 MMonb/n y naumeHTa ctapwe 16 net 1-i nnm 2-i cTteneHn poacTBa MM NOBbILWIEHME
OXC > 6,7 MMONb/N y NaumeHTa uan poacTBeHHUKA 1-W cTeneHu poAcTBa B BO3pacTe MeHee 16
ner.

IIpunoxeuue I'4. Kpurepun
nuarHocTuku reCl'CX y nerem u
IOJAPOCTKOB

MopuduiiupoBaHHble KpUTEPUM IKCIIEPTOB €BPOIIeiiCKOro 06IecTBa
[0 aTepockiepo3y mist auarHoCctTuku reCI'’XC y gereir M 1mogpoOCTKOB
<19 nert:

CornacHo IaHHbIM Kputepusm, nuardo3 reCI'’XC BbICTaB/ISIETCS OeTIM
1 mogpocTkam (<19 jieT) mpyu HAAMUMM XOTS ObI OJHOIO M3 YEThIpex
YCIIOBU.

1. 1. YpoBeHb XCJIHIM=4,9 MMonb/n B ABYX NocnefoBaTefibHbIX aHanm3ax Ha doHe cobntoaeHns

rMnoannNUAEMMYECKOn ANETbl B TeyeHne 3 MecsiueB.



2. 2. YpoBeHb XC-JIHM=4 mMonb/n B coyeTaHuun ¢ paHHMM CC3 (y My>X4uH B Bo3pacTe <55 ner,
y XeHwmnH <60 net) n/mnum Bbicoknm ypoHeMm XC-JTHIM (=4,9 MMonb/n) y poOACTBEHHMKA

nepBoﬁ CTENEHN poAacTBa.

3. 3. YpoBeHb XC-JIHM=3,5 MMONb/N B COYETAHUN C FrEHETUYECKN NOATBEPXAEHHbIM ANArHO30M

CI'XC y ogHoro u3s pogutenen.

4. 4. loboh yposeHb XC-JTHI npu noaTBepXAEHWW Hanuuunsa y pebeHka naTOreHHoro wunum
BEPOSITHO MAaTOreHHOro BapwaHTa HYKIeOTMAHOW nocneaoBaTenbHOCTM B reHax LDLR,
APOB mnnn PCSK9, BbIIBNE€HHbIX Y OAHOrMO M3 poauTesien C yCTaHOBJIEHHbIM AWMArHO30M

reCrxc.

IIpunoxeuue I'5. Kpurepun
nuarHoctTuku roCIrxc

Kpurtepuu, mpenjgoskeHHbIe SKCIIEPTaMyM eBpOIIeiiCcKoro ob1ecTBa 1o
aTepockaeposy, ms auarHocTuky roCI'’XC y B3poCIbIX U e TelA.

CornmacHO AaHHbBIM Kputepusm, amarHo3 roCI'XC BeiCcTaBiseTcs y
IeTei M B3pOCJIbIX IIPY HAJIMUUU OOHOTO U3 IBYX YCJIOBUIA:

1. 1. 1. Hannume 2 MyTaHTHbIX annenen B reHax LDLR, APOB, PCSK9 naun LDLRAP1

nn

2. 2. 2. YpoBeHb XC-JIHIM 6onee 13 mmonb/n (500 mr/an) 6e3

runonunuaeMmmyeckon tepanmn unm XC-JIHM 6onee 8 MMonb/n Ha ¢oHe rMNoNMNNMAEMUYECKON
Tepanuu U:

o [losIBNIEHME CYXOXMUIbHBIX UK KOXHbIX KCaHTOM B Bo3pacTte A0 10 net
nnn
e YpoBeHb XC-JIHM 6e3 rmnonvnuaeMmyeckon Tepanum, cooteeTcTBytowmin reCrXC, y obomnx

poauTenen

ITpunokenue I'6. OCHOBHBIE
3200/1IeBaHMSI/COCTOSIHMSA, a TAK)Ke
JIeKapCTBeHHbIE IIperaparhl,



KOTOpbI€ MOTYT O0YCJIOBJIMBATh
BTOpUYHOe nosbimneHne XC-JIHII

HapyweHue amnerbl HacblWweHHbIe XUpbl
TpaHc-Xxupsbl
AHopekcus

JlekapcTBeHHbIE nNpenaparbl Linknocnopmn**

OnypeTtukn

"oKOKOpPTUKOMAbI

AMnopapoH**

MMMyHoAenpeccaHTbl

KoMOWHMpOBaHHbIe opanbHble KOHTPaLenTMBbI
BbicokoakTUBHas aHTUBMpPYCHasa Tepanusa npu BUY

3a6oneBaHun Xonecras

HedpoTnyeckmin cMHApOM
XpoHuyeckas 6o0s1e3Hb nNo4yek
CaxapHbili gnabet

HapyweHusa metabonunsma 'mnotnpeos
OxupeHune
CuHapom KylwuHra

®uU3nonormnyecKkne CoCTosiHusA BepemeHHOCTb

IIpunoskenue I'7. Kpurepumn
auarHoCTuku CIrXCy
POJCTBEHHMKOB IIPpOO0aH1a

[Ipy oTpuLaTeJIbHOM pe3y/bTaTe TreHeTUYEeCKOr0 TeCTUPOBAHUS
npobaHga WM TPU OTCYTCTBUM BO3MOKHOCTM €ro IIPOBEIEHMUS
nuarHoctuky CIXC y  OaukailiMx  pOACTBEHHMKOB  CliedyeT
IIpoBOAUTL Ha ocHOBaHMM ypoBHel XC-JIHII B rtasme ¢ yueTom I1osna
M Bo3pacra ob6cimemyemMoro Jmiia. [l IIOCTAaHOBKM IMarHosa
ponctBeHHMKamM nauyeHta ¢ CIXC BO3MOXHO TIIpUMeEHEHMe
KputepueB (puc. 1), paspabortaHHbix mjiasi auarHoctuku CIXC y
POICTBEHHMKOB ITp0oOaHAa, BBICOKASI UYBCTBUTEIBHOCTb (93%) mu
crieriuuuHocTh  (82%) Koropbix B auarHoctuke CIXC Obina
MPOJeMOHCTPUPOBAaHA U OJjis poccuiickoi nomynasuyuu [53]. CormacHo
3TUM KPUTEPUSM, Hapumep, y >KeHIIMHBbI, AOoYepu IalMeHTa C
nuarHo3oMm reCI'XC, B Bo3pacte 25 jieT npu ypoBHe XC-JIHIT >4.3
MMOJIb/11 nuarHo3 CI'XC O6ymeT moaTBepskaeH, a mpu ypoBHe XC-JIHII
<3.6 Mmmoinb/n1 nuardo3 CI'XC moxkeT 6bITh MckiIoueH. Ecay XC-JIHII
HaXOOUTCS B rpaHMuax 3,6-4,29 MMO/b/J, B HACTOSIIMII MOMEHT
HEBO3MOXHO TOYHO YCTAaHOBUTb MM UCKIWOUNTL auarHo3 CIXC, u
Heo6X0IMMO B Ja/bHeileM IPOBeCTy IIOBTOPHOE M3MepeHMe.



XXeHWmHbI

My>XUMHbI

PucyHok 1. Kpurtepunm guarHoctuku CIXC y poOOCTBEHHUKOB
rpobaHga

XC-JTHN
(MMonb/ | e
n)

CI'XC BeposiTHa

CI'XC coMHuTenbHa

CIrXC manoseposTHa




