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ISBN 978-5-93856-265-3
YK 616.153.922-008.61
bbK 252.654
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Cemeitnaa runepxonecrepuaemus / M.B. Exos, V.B. Cepruenko, T.E. Kommakosa,
H.A. Tmosn, ¥.B. Uy6sikuna, C. A. Briusuiok, VI.A. AnekceeBa — Mocksa: OOO «ITarucc»,
2021 -c. 84

(YuebHOe mOCOOME A/ CTYAEHTOB MEAULMHCKUX BY30B, KIMHUYIECKUX OPAVMHATOPOB, aCIIN-
PAHTOB, CTyLIaTeNIell JOIOTHUTEIBHOTO MPO(eCcCIOHaNTbHOr0 06pa30BaHMA TI0 CIIeLMaTbHO-
crsaMm «Kappguonorus», «Bpad o61ueit mpaktukm», « Tepamus»).

YTBep>xieHO Ha 3acefiaHny Kadepbl KapAMOIOIM C KyPCOM MHTEPBEHIIMOHHBIX METOIOB [~
ATHOCTUKU U JICYCHN A MHCTI/ITyTa IIOATOTOBKM U PaB3UTNA KaJpOB BBICIIIEN KBaJ’II/I(bI/IKaIU/II/I
OI'BY «HMMUII xapguonornn» M3 PO 15 centsbps 2020 ropa, mpotokos Ne5, Ha 3acefaHUM
Yuenoro coBeta PI'BY «HMMII kapanonorum» M3 PO ot 14 oxts16pst 2020 1., mpoTOKOT Ne9.
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H.A. Tmosn, ¥.B. Uy6sikuna, C. A. Biusuiok, VI.A. AnekceeBa — Mocksa: OOO «ITarucc,
2021 —c. 84

(YuebHOe mmOCO6ME /IS CTYAEHTOB MEIUIMHCKIX BY30B, KIMHNYECKMX OPAMHATOPOB, aCIIN-
PaHTOB, CTyLIATeNel JOTIOTHUTETBHOTO PO eCcCHOHATBHOTO 06pa3oBaHMsA 110 CIelNaNTbHO-
crsam «Kappuomnorus», «Bpad o61ueit mpaktukn», « Tepamus»).

YTBepK/ieHO Ha 3acefiaHny Kad e pbl KapAoIOr i C KyPCOM MHTEPBEHIIMOHHBIX METOIOB [/~
ArHOCTUKY 1 /ledeHist VIHCTUTyTa HOTOTOBKM 1 PaB3UTHS KaJpOB BBICIIEN KBaIU(pUKALIN
OI'BY «<HMUI] kappuonorun» M3 PO 15 centsibps 2020 roma, mpoTokon Ne5, Ha 3acemaHum
Yuenoro cosera PI'BY «HMMUII kappuonorun» M3 PO ot 14 oktsa6pst 2020 1., mpoToKor Ne9.

TecToBble 3afaHus1 Ans ycBOeHUA MaTepuana

6) TapreTHOro CKPMHNHIA
B) KacKa/[HOTO CKPMHIHIA
11. Haub6onee yacto npu CI'’XC BcTpedaroTcsi MyTaljuu B reHe:
a) LDLR
6) APOB
B) PCSK9
12. MexaHM3M IelICTBUS CTaTVHOB 3aK/TI0YAETCS B
a) mHrubuposanuy BcacbiBanus XC B KMILIEYHMKe
6) axrmBanuy obpasoBanusi TMTI-KoA-penyxrass
B) MHIMOGMPOBaHUM HPOIPOTENHOBOI KOHBEPTA3bl CYOTM/IN3NH-KEKCUH 9 THUIIA
13. ITpu yposre XC JIHII 6omnee 9 mmons/n guarnos CI'XC:
a) BEpOATHBIN
0) ompeneneHHbI
B) BO3MO>KHBII
14. Ina onpepenenns yposHa XC JIHIT npu xonnentpanmu TT > 4,5 mmonb/n:
a) wucnonbsylor popmyny Ppunsanbia
6) VCIONB3YIOT IIPSIMOIL METOT,
B) ypoBenb TT He cBs3aH ¢ KoHeHTpanues XC JTHII
15. Tepanus CTaTMHAMY B PeXXVMMe BBICOKOIT MHTEHCHBOHOCTY B KOMOMHALINU
¢ 93eTMMMO60M IpMUBOAUT K cHivkeHuto XC JIHIT:
a) Ha30%
6) Ha 45%
B) Ha 65%
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TecToBble 3aaaHNs ANs ycBoeHUAa matepuana

5. CrpaTudukanys pucka cepedHO-COCYAUCTBIX OCIOXHEHMII y MAaIeHTOB
CI'XC:

a Bce muua ¢ CI'’XC 6e3 CC3 aTepOCKIepPOTHUIECKOTO reHe3a He0OX0AMMO OT-
HOCUTD K KaTeropuu nuy bicokoro CC pucka, npu Hannyuy CC3 - k Kare-
ropun o4eHb Bbicokoro CC pucka

6) Bce muua ¢ CI'XC ne 3aBucumo ot Hanudnss CC3 aTepoCKIepOTIIeCKOro re-
He3a He0OXOA MO OTHOCUTD K KaTeropui uil odeHb Beicokoro CC pucka

B) Bce muua ¢ CI'XC 6e3 CC3 aTepoCKIepOTUIECKOTO reHe3a He0OX0AMMO OT-
HOCHUTD K KaTeTOPUM O4Y€Hb BHICOKOTO PICKa

6. Llenepoit yposenb XC JIHII y peteit ¢ CI'XC crapute 10 et 6e3 CC3:
a) < 3,5 MMOJIB/I
6) < 5,0 MMOIIB/N
B) < 1,4 MMoOb/1

7. Ina puarsoctuku reCI'’XCy feTelt IpMMeHUMBI:

a) xpurtepun DLCN

6) xputepun, npennoxxenHsle EBponeiickim O6mectsom Kapanonoros
B) He UCIONAb3YIT Kputepun guarnoctuku CI'’XC

8. Hasnauenne cratunoB feTaM c reCI'XC pasperieHo:
a) c5er

6) c8rer

B) ¢ 18 et

9. Cnenudnyuecknm sHakoM CI'XC ABIA0OTCA:
a) KCaHTOMBI I TUIIOUIHAS AYTa POTOBUIIBI
0) BBICTyIaHNe [eYeHN Ha 2 CM U3 HOJ Kpasi peOepHOIt fyru

B) HOABJIEHUE CBINN B 00/IaCTY IpeAIIedIit

10. BceM popcTBeHHMKAM MHAEKCHBIX MarueHToB ¢ CI'XC nokasaHo mpoBefieHNe:
a) YHUBepCaJbHOTO CKPMHMHIA
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TecToBble 3aaaHus Ans ycBoeHusa matepuana

5. CrpaTudukanysa pucKa cepieqHO-COCYAUCTBIX OCIOKHEHMII Y TaIeHTOB
CIXC:

a Bce muua ¢ CI'’XC 6e3 CC3 aTepoCKIepOTHYECKOTO reHe3a He0OX0AMMO OT-
HOCUTD K KaTeropuu nul, Bbicokoro CC pucka, npu Hannunuu CC3 — k Kare-
ropuu odeHb Beicokoro CC pucka

6) Bce muua ¢ CI'’XC He 3aBucumo ot Hanuauss CC3 aTepocKIepoTIYeCcKOro re-
He3a HeoOXOJ VMO OTHOCUTD K KaTeropum auil odeHb Beicokoro CC pucka

B) Bce muua ¢ CI'XC 6e3 CC3 aTepOCKIepOTUIECKOTO reHe3a He0OX0aMMO OT-

HOCHUTD K KaTE€ETOpUM OY€HD BPICOKOI'O pPMCKa

6. Ilenesoit yposenb XC JTHIT y meteit ¢ CI'’XC crapure 10 et 6e3 CC3:
a) < 3,5 MMOJIB/I
6) < 5,0 MMOnB/I
B) < 1,4 MMoIb/n

7. Ina puarsoctrku reCI'’XC y geTeit IpuMeHNMBI:
a) xpurepuu DLCN
6) xpurtepun, npepnoxennsle EBpomnerickum O6mecrsom Kappuonoros

B) He JMCIONB3YIOT kKpurtepuu guarnoctuku CI'XC

8. Hasnauenue cratusos geTsaM ¢ reCI'’XC paspenieHo:
a) cbhier

6) c8ier

B) c 18 ;mer

9. Cnenudnyaeckum sHakom CI'XC saBns0TC:
a) KCAaHTOMBI VI INTIOUTHASA 1yTa POrOBUIIbI
6) BBICTYIaHNe IeYeHY Ha 2 CM U3 HOJ Kpasi peOepHoIt [yru

B) MOsIBJIEHNUE CBINM B 00/IACTY MPeRTIednit

10. Bcem poacTBeHHMKaM MHAEKCHBIX MaiueHToB ¢ CI'XC mokasaHo mpoBefieHue:

a) YHUBepCaJbHOTO CKPMHMHTIA
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ABTOPDI:

Mapar Bragucnasosuy ExoB. JI. M. H., mpodeccop Kadenpsl KapaMOIOTUY C KypCOM MH-
TePBEHIMOHHBIX METONOB AMarHOCTUKMU ¥ JIeYeHUs, IVLH.C., PyKOBOAMTENb JTab0OpaTopyum
HapyieHnit munugHoro oomena OIrbY «<HMMUII kappuonorun» M3 PO, npesuzent Haruo-
HaJIbHOTO O0IIeCTBA IO MI3YYEHUIO aTePOCKIepo3a.

Urops Bragumuposuyu Cepruenko. [I. M. H., npodeccop Kadeapbl KapAUONIOruM ¢ KypcoM
I/IHTepBeHLU/[OHHbIX METOOOB AMATHOCTUKM U JICYEeHU A, I'/T.H.C., pyKOBO)II/ITeTH) Ha60paTOPI/H/I
¢denorumnos arepockineposa ®IBY «HMMNI] kapauonorum» M3 PO, gupextop Hannonans-
HOT0 0011ecTBa 0 U3yYEHUIO aTEPOCKIIePO3a.

Tarbana EBrenbeBna Konmakosa. K. M. H., H. . TabopaTopuy HapyuIeHNit IMIMIHOTO 06-
meHa PI'BY «<HMMUII xapguonorum» M3 PO.

Hapex Apamancosuy Tmosn. K. M. H., M. H. c. TabopaTopuy HapyLUIeHN T TUIUIHOTO 0OMeHa
OI'bY «HMMUII xapauomnorum» M3 PD.

Ynbsaua Bamepuesna Yy6pikuna. K. M. H., M. H. C. 1ab0paTopuy HapyIIeHWIT IUINFHOTO 06-
meHa OPI'BY «<HMMUII xapguonorum» M3 PO.

Ceernana AnekcanppoBHa bausuiok. K. M. H., Bpau-Kap1o/Ior TOpOACKON KIMHIYECKON
6onpHun bl uM. C.II. BoTkuHa.

Mpuna AnekcangpoBHa Anekceesa. K. M. H., H. C. 1TabopaTopuu HapyIeHU il TMIIHOTO 06-
MeHa PI'BY «HMMUII xapguonorum» M3 PO.

PEIIEH3EHTDI:

I'ypesuy Buxrop CaBenbeBUY JOKTOP MEUIIMHCKNX HayK, Ipodeccop, 3aBeAyIoLNil OT-
IeJIOM aTepOoCKJIepo3a HayYHO-KJIMHIYECKOTO U 00pa3oBaTebHOro HeHTpa «Kapanonorusa»
MepuunHckoro ¢axynbrera CaHKT-IIeTepOyprckoro roCymapCTBEHHOTO YHUBEPCUTETA,
npogeccop Kadeaprl TOCIUTATbHOI Tepanuy u kapauonoruu nM. M. C. Kymakosckoro ce-
BEpPO-3aIlaJJHOTO TOCYJaPCTBEHHOIO MEAUIMHCKOro yHusepcurera um. V. V. Meunukosa,
PYKOBOAMTENDb IIEHTPa aTepoCKIepo3a ¥ HapyIleHMil 1unuaHoro obMena KiamHmdeckoit
6ompanbl uM. J1.I. CoxonoBa PMBA P, Bune-npesunent HOA (Cankr-IleTepbypr).

3areiimukxos [IMuTpuit ATeKCaHZPOBUY TOKTOP MEAMIIMHCKUX HAYK, 3aBeYIOIMil Ka-
denpoit Tepanuy, KapAuonoruy U GyHKLIMOHANIBLHONM JUATHOCTUKM € KYPCOM HeppOoIornu
OI'bY IIIO «UI'MA» V]I ITpesunenta PO, saBefyomuit HepBMIHBIM COCYAUCTHIM OT/ENe-
HIEM TOPOJCKOI KIMHUYECKOTT 60mbHMIbI Ne 51, npesunent HanuonanbHoit JInrn kapamo-
JIorn4YecKon reHeTuku (MockBa).

AHHOTAIVIA

Y4ue6HO-MeTORMIeCKOe ITI0CObIEe COfEP>KUT COBPEMEHHBIE JaHHBbIe 00 THOJIOT I, IIATOreHe-
3€ U JMarHOCTUKE CeMeTHOI rumepxonectepraeMun. [Iogpo6HO paccMOTpeHa COBpeMeHHast
TaKTMKA JledeHIsI JAHHOTO 3a00/IeBaHNUA y B3POC/IBIX U [leTell.

ABTOPDI:

Mapar Bragucnaposuy ExoB. JI. M. H., mpodeccop Kadenpsl KapaMOIOTUN C KypCOM JMH-
TEPBEHIIMOHHBIX METONOB AMATHOCTUKM ¥ JIEYEHV, T/I.H.C., PYKOBOJUTETD Ha60paTOpI/H/I
HapyeHuit nunupHoro ooMena PIBY «HMUII kappuonornn» M3 PO, npesupent Hanuo-
HAJTbHOTO O0IIIeCTBA II0 M3y YEHNIO aTePOCKIePO3a.

Urops Bragumuposuu Cepruenko. [I. M. H., mpodeccop Kabenpbl KapAUOIOTUM C KypCOM
MHTePBEHIIOHHBIX METOOB AMATHOCTUKI U JIEYeH N, T/I.H.C., PYKOBOJUTENb Tab0paTopun
¢denornmnos arepockneposa PI'BY «<HMMUII kapauonornm» M3 PO, gupexkrop Hannonans-
HOTO 0011lecTBa 110 M3y 4YeHIIO aTePOCKIIepPo3a.

Tarbana EprenpeBna Konmakosa. K. M. H., H. c. TabopaTopuy HapyIIeHNit IUIMTHOTO 06-
mena PI'bY «HMUI] xapauonornm» M3 PO.

Hapex Apamancosud Tmosu. K. M. H., M. H. ¢. TabopaTopuy HapyIIeHn it IUINFHOTO 0OMeHa
OI'bY «HMMUII xapauonorum» M3 PD.

Ynbsauna Banepuesna Uy6piknna. K. M. H., M. H. C. 17ab0paTopyy HapyIIeHWIT TUIUJHOTO 06-
meHa PI'BY «<HMMUII xapguonorum» M3 PO.

Ceernana AnexcanpposHa bimsHiok. K. M.H., Bpau-KapAMOIOT TOPOMCKOV KIMHMYECKON
6onpaub uM. C.II. BorkuHa.

Mpuna AnexcangposHa AnekceeBa. K. M. H., H. ¢. 1abopaTopuu HapyLIeHNI TUINFHOTO 06-
meHa OPI'BY «<HMMUII xapguonorum» M3 PO.

PEITEH3EHTDI:

I'ypeBud Bukrop CaBenbeBUY JOKTOP MeSUINMHCKNX HAyK, Mpodeccop, 3aBefyOLInii OT-
Ie/IOM aTePOCK/Iep03a HayYHO-KIMHUYECKOTo 11 06pa3oBaTe/IbHOrO LeHTpa «Kapamonorus»
MepuuuHCKOro ¢akynprera CaHKT-IIeTepOyprcKoro rocyzapCTBEHHOTO YHMBEPCUTETa,
mpodeccop Kadenpbl TOCIUTAIBHOI Tepanuy 1 Kapguonaorun uM. M. C. Kymaxosckoro ce-
BEpPO-3allaJHOTO rOCYyJapCTBEHHOI0 MEAULMHCKOro yuupepcurera um. V. V. Meunukosa,
PYKOBOLUTEIb LIeHTPa aTepOCKIeposa M HapyLIeHMi TUIugHoro obmena Kimumdeckoit
6onpunust um. JI.T. Coxonosa PMBA PO, Bure-npesupgent HOA (Caukt-Iletep6ypr).

3arelimukoB JIMutpuii AleKkcaHApPOBUY JOKTOp MEAMIMHCKMX HAyK, 3aBeJyIOLINUIT Ka-
denpoit Tepanuy, Kapguonoruy u GyHKIMOHANTBHONM JUaTHOCTUKY ¢ KYPCOM Heppomorum
OI'bY AIIO «UT'MA» Y]I Ilpesusenta P®, 3apenyromuii HepBUYHBIM COCYAUCTBIM OTHENIE-
HJEeM TOPOJCKOI KIMHMYeCKOoit 60mbHMIbI Ne 51, mpesuaeHT HanyonanbHoit Jinry xappuo-
norudeckoi reneTuky (MockBa).

AHHOTADINA

y‘J66HO-M€TOI[I/I‘{eCKO€ nocobue COLEPXKNUT COBpEMEHHDbIE JaHHbIE 06 9TUOJJIOTUN, ITAaTOT€HE-
3e U IMarHOCTUKe CeMeTHOMN TUIIEPXOTIECTEPUHEMUN. HOJIPO6HO paccMOTpe€Ha COBpeEMEHHaA
TAaKTMKaA JICYCHNUA JTaHHOTO 3a00/1eBaHMA Y B3pOCIbIX U ,[[eTef/l.
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CeMeiiHas1 TUIIEPXO/IECTEPUHEMUS — 3TO:

MOHOTeHHOe 3a00JIeBaHMe C NMPEUMYILIECTBEHHO ayTOCOMHO-TOMIHAHTHBIM
TUIIOM Hac/lIefOBaHNUs, COIPOBOXK/IAIOLIeeCs] 3HAYMTE/NIbHBIM IIOBBIIIEHMEM
YPOBHS X0JIeCTepMHa TUIIONpoTenoB HusKoli wiotHocty (XC JIHII) B xpoBu
BTOpPMYHAA AVMCININAEMIS COIPOBOXK/AIOMIAACA [IOBBIIIEHNEM YPOBHA XO-
JlecTepuHa MUIonpoTenjoB Huskoi motnoctu (XC JIHII) B kpoBu

9TO HaC/IeiICTBEHHOE ayTOCOMHO-JJOMIHAHTHOE 3a00JIeBaHIe, KOTOpOe BefieT
K BBIPQ)XEHHOMY HApYILIEHNI0 MeTa0o0/I1M3Ma XOJleCTepIHA JIUIIONPOTENOB
BbIcoKoI tiotHOCTH (XC JIBIT)

s rereposurornoit CI'’XC xapaKkTepHO:
medexrusi red JIHII-penenitopa nepefaeTcs OT OFHOTO U3 POJUTETIEN
me¢exrusii red JIHII-penentopa nepenaeTcs oT 060UX pogyuTenei

pacnpocTpaneHHOCTb B Mupe 1 Ha 300 Tbic. — 1 MJIH. YenoBeK

s romosurorsoit CI'’XC xapaKTepHO:

50% My>X4MH yMMUPAIOT B BospacrTe jio 60 et us-3a JIbC
PacIpoCTPaHEHHOCTD B MUpe cocTaBsAeT 1 Ha 250 yemoBek

ypoBeHb obutero xonecrepuna (OXC) y manneHToB 06BIYHO COCTaBIsAeT 14—
26 MMoOTIB/N

KackafHbIll CKpMHUHT 3TO:

MaccoBoe 00C/IefloBaHNe HACETEHNsI C LIe/Ibl0 BBIABICHNS HOBBIX CIIydaeB
CI'Xc

nosTanHas ngeHTudukanysa nauuenToB ¢ CIXC cpenu 4ieHOB ceMblt mep-
BOTO /IMIIA B CeMbe C YCTAaHOBJIEHHBIM inarsozom reCI'’XC

IOIOJIHUTE/IbHOE 06CIeOBaHNMe IMAILMEHTOB ¢ Lenblo BoiabreHus CIXC,
[pUIIEALINX K Bpady 110 IIOBOAY APYroro 3abomeBaHus
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TecToBble 3amaHMs 1A yCBOCHU I MaTepuasa

CeMeitHasA ruIepxonecTepyuHeMus — 3TO:

MOHOTeHHOe 3a00JIeBaHNe C MPEMMYIIECTBEHHO ayTOCOMHO-[OMVHAHTHBIM
TUIIOM Hac/lIefOBaHNUs:A, CONPOBOXK/AIoLleecs 3HAYMTENIbHBIM IOBBIIIEHMEM
YPOBHsI X0OJ/IeCTepyHa MTUIIONPOTenA0B HusKoli iotHoctH (XC JTHII) B KpoBu
BTOPUYHAsA AUCIUIINJIEMUA COPOBOXK/IAOIAsCS ITOBbILIEHNEM YPOBHSA XO-
JlecTepuHa MTUITONPOTeNf0B Huskoit mrotHocty (XC JIHII) B kpoBu

9TO HAC/Ie[ICTBEHHOE ay TOCOMHO-JOMIHAaHTHOE 3a00/IeBaHNe, KOTOPOe BeeT
K BBIPQ)XEHHOMY HApYILIEHNI0 MeTabo/I1M3Ma XOJeCTepIHA IUIIONPOTENIOB

BoIcoKoI mmoTHOCTH (XC JIBIT)

Hna rereposurorHoit CI'XC xapaKTepHO:

nedextusiit ren JIHII-penieniTopa mepefaeTcsi OT OHOTO U3 POJTETEN
nedextusiit red JIHII-perjenitopa nepemaeTcst OT 060X pOUTENel
pacnpoctpaneHHOCTD B Mype 1 Ha 300 ThIC. — 1 MJIH. Ye/IOBEK

HIna romosurornoi CI'’XC xapaKTepHO:

50% My>X4YMH yMUpPAIOT B Bo3pacTe 1o 60 et n3-3a VIbC
pacIpoCTpaHEHHOCTD B Mype cocTaBiAeT 1 Ha 250 yestoBex

ypoBeHb obuiero xonectepuna (OXC) y manueHToB 0OBIYHO COCTaBsACT 14—
26 MMONbB/N

KackapHblil CKpMHUHT 3TO:

MaccoBoe 00CeoBaHIe HAce/leHMsI C 1Ie/bl0 BBISBICH)S HOBBIX CIydaeB
CIrxc

nosTanHas ugeHTudukanysa nauuenTos ¢ CIXC cpeny 4neHOB ceMblt mep-
BOTO JIMI1a B CeMbe C YCTAaHOB/IEHHBIM Auarao3oM reCI'’XC

IOIIOMHUTENbHOE 00C/IenoBanMe MalueHTOB ¢ 1enblo BbigBaeHus CIXC,

HIpUIIEANINX K Bpady 110 IIOBOAY JPYToro 3abomeBaHus
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WHehopmauus ans naumeHTa

panbie HayaThb cHypKeHue XC JIHIL. IIpexpaienne kypeHus u KOppeKiusa Jpyrux
(aKTOpOB pUCKa, O KOTOPBIX TOBOPIU/IOCH BBIIIIE, UMEET pelllafoliiee 3HaUeHIe 1A 10-

IIOTHUTE/IbHOT'O CHVDKEHM S PUICKA Pa3BUTN CEPAEIHO-COCYAMCTDIX 3a60/1eBaHMIL.

TAKVM OBPA3OM:

o CemMellHasi TUIEPXOJIECTEPIHEMNsI SIB/ISIETCSI HACTIEACTBEHHBIM 3a00/IeBaHIEM,
BBI3BAHHBIM 4allle BCero HapyueHneM paborst rera JIHII-penentopa.

o Hapymenne pabotsl rena JIHII-perjenitopa MO>KeT IIPUBECTH K YBE/IMYEHIIO CO-
mepxanust XC JIHIT B KpoBu, n36bITOK KOTOPOTO BBI3BIBAET PA3BUTUE aTEPO-
CKJIepO3a J TAKUX TPO3HBIX CePAIeYHO-COCYAUCTDIX 3a00/IeBaHMIL, KaK MH(PAPKT
MMOKap/ia ¥ MHCYJIBT.

o Jlna nropeii c ceMeltHOM TUII€pXOIeCTepUHEMIEN XapaKTePHO pa3BUTIE CEPHEUHO-
COCYIUCTBIX 3a00/IeBaHMII yyKe B MOJIOZIOM BO3pacTe.

o Ba)kHO BBIABIATDH CeMeNHYI0 TUIIEPXOIeCTEPUMHEMMIO KaK MOXKHO paHblie. Ecin
y Bac guarnoctupoBaHo 9T0 3ab0neBaHMe, HeOOXO[UMO 00513aTe/IbHO 00CIeso-
BaTb YIEHOB Baieri ceMby, BKIIo4as fleTeil.

o CBoeBpeMeHHO (Ke/laTeTbHO C JIETCKOTO BO3pacTa) HayaTble MEPOIPUATHUA
IO BeJICHNUIO 3[J0POBOTO 00pasa >KM3HU, cOOMoeHIe cObaTaHCPOBAaHHOI Jiue-
TBI ¥ IPYEM XOJIECTEPUHCHIKAIOIMX IIPENapaTOB MOTYT 3HAaUMTE/IbHO CHUSUTD
PUCK PasBUTHUA CEPHeYHO-COCYAUCTBIX 3a00/IeBaHUIT Y MIOfell C ceMelTHOI I'i-
nepxosecTepuHeMIeN.
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panbiie HayaTh cHypKeHue XC JIHII. IIpexpaienne KypeHns 1 KOppeKIusa gpyrux
(baKTOpOB pUCKa, 0 KOTOPHIX TOBOPUJIOCH BBIIIE, MMEET pellatoliee 3HaUeHMe 1A 10-
HOJTHUTENIBHOTO CHYDKEHMSA PUCKA PasBUTHA CEPHeYHO-COCYAVICTIX 3a00/IeBaHMIl.

TAKVIM OBPA3OM:

o CeMeliHasi TUIEPXOJIECTEPUHEMNUsI SABJIAETCSI HACTECTBEHHBIM 3a00/IeBaHIEM,
BBI3BAHHBIM 4allle BCero HapyueHneM paborst rera JIHII-penentopa.

« Hapymenne pa6otst rena JIHII-pereriTopa MOXeT IPUBECTY K YBETMUEHUIO CO-
mepxanus XC JIHIT B KpoBu, n36bITOK KOTOPOTO BbI3BIBAET PAasBUTUE aTEPO-
CKJ/IepO3a I TAKVX IPO3HBIX CEPAEYHO-COCYANUCTBIX 3a00MeBaHNMIL, KaK NHPAPKT
MMOKap/ia ¥ MHCYJIBT.

o Jlna nropeii c ceMeHOM IMIIePX0/IeCTePUHEMMEN XapaKTePHO Pa3BUTHE CEPHEYHO-
COCYAUCTBIX 3a60/IEBAHNIT Y>Ke B MOJIOLOM BO3PACTe.

o Ba)XHO BBIAB/IATD CeMENHYI0 IMIIePXOeCTepUHEMIIO KaK MOXKHO paHbie. Ecin
y Bac guarnoctupoBaHo arto 3aboneBaHue, HeOOX0AMMO 06513aTENBHO 00CTIeN0-
BaTh YIeHOB Bamreit cembu, BKIo4Yas fIeTeil.

o CBoeBpeMeHHO (XKe/lIaTelIbHO C JeTCKOTO BO3pacTa) HadaTble MEpOIpUATHUA
II0 BeJIeHNUIO 3I0pOBOro 0bpasa >KM3HM, COOMofieH e cOaTaHCUPOBAHHON Aye-
TBI I IIPYIEM XOJIECTePUHCHIDKAIOIMX IIPENapaToOB MOTYT 3HAUNTE/IbHO CHU3UTD
PUCK Pa3BUTUs CEPHEeYHO-COCYAUCTBIX 3a00/IeBaHNUII Y JIIOAEI ¢ CeMelTHOl I'i-

II€PXO0/IECTEPUHEMUEI.
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Cokpamenns

AT - aprepuanbHas runepTeHsns

AmnoB -anonunonpotens B

reCI'XC - reTepo3uroTHas ceMeliHas IUMepXonecTepUHEMNA
roCI'XC - romo3uroTHas ceMeliHas rUnepXonecTepUuHeMn
I'XC - runepxonectepuHeMns

MBC - nmemnyeckas 60/1e3Hb cepaua

JIBII - nunonpoTensbl BbICOKOI TINOTHOCTU

JIHII - numonpoTenabl HU3KOI MIOTHOCTY

JIIIII - numonpoTenAbl IPOMEXYTOUHOI IIOTHOCTH

OXC - 06mnit XomecTepuH

CTI'XC - cemertHasA runepxonecTepuHeMU

C[I - caxapHblit fuabet

CC3 - cepredHO-CcOCYAUCTDIE 3a00/IeBaHM S

TT - Tpurnnuepuabl

THUA - TpaH3MTOpHASA NIIeMMYECKas aTaKa

XC - xonecrepuH

IKIT - anekTpokapamuorpaMma

APOB - ren anonunonporenHa B

HOA - HanuoHanbHoe 0611eCTBO 110 M3Y4YEeHUIO aTepOCKIeposa
PKO - Poccuiickoe Kapayonornyeckoe ofIecTo

DLCN - kputepun Dutch Lipid Clinic Network (ronnmaHacKux TUIngHbIX KINHIK)
EAS - European atherosclerosis society (EBpomneiickoe 06111ecTBO aTepOCKIepo3a)
ESC - European Society of Cardiology (EBpomesickoe 06111eCTBO KapA110IOr0B)
LDLR - reH penenropa TMHIONPOTENIOB HU3KOI ITNIOTHOCTH

PCSK9 - nponpoTenH KOHBepTasa CyOTUNIM3NH/KeKCUH THMa 9

CokpateHus
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AT - aprepuanbHas rUnepTeH3NA

AmnoB -anonunonpoTens B

reCI'XC - reTeposuroTHas ceMeliHas IMIEPX0ONeCTePUHEMUA
roCI'XC - romMo3uroTHas ceMeliHasA r’MIepXonecTepUHEMUA
I'XC - runepxonectepuHeMn
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JIHII - nunmonpoTenzbl HU3KOI IIOTHOCTYU
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OXC - 0o61muii xonecTepuH

CT'XC - cemeriHasA runepxonecTepuHeMn

C]I - caxapHblit frabet

CC3 - cepueyHO-CcOCyAUCTDIe 3a00/IeBaHUA

TT - Tpurmmuepubl

THUA - TpaH3NTOpHasA NIeMUYecKas aTaka

XC - xonecrepuH

IKIT - anekTpokappuorpaMma

APOB - ren anonunonporenHa B

HOA - HanuoHanbHoe 061ecTBO 10 M3YYEHNUIO aTepOCKIepo3a
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DLCN - kputepun Dutch Lipid Clinic Network (ronmaHackmnx TunmgHbIX KIMHUK)
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WHehopmauus ans naumeHTa

Kaxmne cymecTByror ¢paKkTophI pucka?

dakTopsl prcka — 3T0 0cobeHHOCTH (61MOIOTMYeCKIe, ICUXOIOTUIeCKUe VN
9KOJIOTMYeCKe), KOTOpbIe IIOBBIIIAIOT BEPOATHOCTb PAa3BUTUA aTepOCKIepo3a
U CEepeYHO-COCYAUCTBIX 3ab0/meBaHuit y yeoBeka. OgHNM 13 Hanbomee Ba>KHBIX
(baKTOPOB pUCKa CEPHeTHO-COCYAUCTHIX 3a00IEBAHMNII SIB/IACTCS BHICOKIUIT YPOBEHb
XC JIHIL K gpyrum ¢pakropaM prcKa OTHOCSATCS CaXapHBIil A1abeT 1 BBICOKOE ap-
TepuanbHOE [aBJIeHIe, KOTOPbIe B CBOIO OYepelb MOTYT OBITh Pe3yIbTaToOM U30bI-
TOYHOII MaccChl Te/la, HelOCTATOYHOrO NOoTpebneHnsa GpPyKTOB U OBOLIEN, HU3KOI
¢busmaecKoil aKTUBHOCTH. PerynsipHble GusndecKue yIpa>KHEHNs CIIOCOOCTBYIOT
He TOJIBKO CHVDKEHIIO MACChI TeJIa, HO U GJIaTOTBOPHO BIMSIOT HA IMIMAHBIN IPO-
¢wb, camkas yposenb XC JIHIT u Tpurnuiepunos, u nosbiuras yposeHb XC JIBII
(«XopowLINIT XO/IeCTepUH»).

Kypenne yBenmumBaeT puCK pasBUTKSA CEPHREYHO-COCYHMCTBIX 3ab0NIeBaHMIL,
JaXke eCI ypOBEHb XOJIeCTepyHa B KPOBJ HOpPMa/bHBIL. TeM 60jiee OHO OMAacHO
I TTALIMEHTOB C CeMeNHOI TuIepxonecTepuHeMueil. Kypenne BbpI3bIBaeT HOmon-
HUTE/IbHOE IOBPEX/eHNe KPOBEHOCHBIX COCY[OB M CHIDKaeT B KPOBM yPOBEHb
XC JIBIT («xopommii xonectepuH»). [laineHTsl C CeMeTHON TUIlepXoiecTepuHe-
MUeli, He TTOTydalolye Je4eHne, UMeIOT B 25 pas 6ojee BHICOKMIT PUCK PasBUTUA
CepIeYHO-COCYAUCTBIX 3a00MeBaHMII IO CPAaBHEHUIO C JIIOIbMY, HE UMEIOIINMU Ce-
MeIHOJ TUIIepXoecTepMHeMIM. Y He JledeHHbIX O0JIbHBIX C CeMEITHOII TUIepxorIe-
CTepyHeMIell, KOTOpbIe TaK)Ke KYPAT, pUCK yBen4MuBaeTcsa B 75 pas!

Kpowme Toro, ceppedno-cocynuctbie 3a60/1eBaHNSA pasBUBAIOTCA Yallle ¢ BO3pac-
TOM, U MY>KYMHBI 3a60JIeBAIOT UMM NIPMMepHO Ha 10 JIeT paHbllle, YeM >KeHIIVNHBL.
Ecnu y yenoBeka ecTb HECKOIBKO U3 IIEPEYNCIEHHBIX (aKTOPOB PUCKA, TO BEPOSAT-
HOCTD PasBUTHUA CEPAEIHO-COCYAUCTOTO 3a00/IeBaHIS Y HETO ellle BBIIIe.

MoO>XHO T CHUSUTD PUCK CEPIEYHO-COCYANMCTDIX 3a00/IeBaHUIT IPY CeMellHOM
TUnepxonecTepmHeMun?

HA! ViccnenoBanns MOKa3bIBaloT, YTo cHIDKeHMe ypoBH:A XC JIHII cHmxaet puck
CepHevIHO-COCYAVUCTHIX 3a00/IeBaHNUIL. BepOsSTHOCTD BOSHMKHOBEHUS aTepPOCKIIEPO-
Trdeckux Ojsimek 3aBucut ot ypoHs XC JIHII u AuTebHOCTH €ro BO3HECTBIS
Ha CTeHKy cocyna. YeMm Bbilre 06a 9TuX paKTOpa, TeM pPaHbIIle Pa30BbeTCA aTePOCKJIe-
pos. ITonmxas yposau XC JIHII, MO>XHO 3HAYMTENbHO CHU3UTD PUCK Pa3BUTHA cep-
IeYHO-COCYAVCTBIX 3a00JIeBaHNIL, CBA3AHHBIX C aTePOCKIEPO30M. BaXkHO KaK MOXKHO
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Kaxkune cymecTByioT paKkTopsl pucka?

daxTOpBI puCKa — 3TO 0CcOOeHHOCTM (OMOMOTMYecKie, ICUXONOTUYECKIe UIN
9KOJIOTMYECKIe), KOTOpble MOBBIIIAIOT BEPOATHOCTb PAa3BUTUA aTepPOCKIEpo3a
U CepIeYyHO-COCYAMUCTRIX 3ab0meBaHNit y yenoseka. OTHUM U3 Haubonee BaXKHBIX
(baKTOPOB pUCKa CepAeTHO-COCYAUCTHIX 3a00IeBAaHNI SABIIACTCS BHICOKUIT YPOBEHb
XC JIHIIL K gpyrum ¢akropam prcKa OTHOCSTCS CaXapHBIil fuabeT 1 BLICOKOE ap-
TepuanbHOE JaBJIeHIe, KOTOPbIe B CBOIO OYepefib MOTYT OBITh Pe3yIbTaToOM U30bI-
TOYHOII MacChl Te/la, HeOCTATOYHOrO NOTpebeHns GPYKTOB M OBOILIEi, HU3KOI
¢busMuecKoil aKTUBHOCTHU. PerynspHble GpusndecKue yIpaKHeHNs CIIOCOOCTBYIOT
He TOJIbKO CHIDKEHUIO MacChl TejIa, HO U 6/Iar0TBOPHO BIMSIOT HA TMIMUIHBII IIPO-
¢unb, camkas yposenb XC JIHIT u Tpurnniepnaos, u mossimas yposerb XC JIBIT
(«xopormnit XonecTepuH»).

KypeHne yBenmuuBaeT puCK PasBUTUS CePHEYHO-COCYAMCTHIX 3ab0IeBaHMUIL,
llake ec/IM ypOBeHb XO/eCTepMHa B KPOBM HOPMajbHbIL. TeM 6ojiee OHO OmMacHo
I TTALMEHTOB C CeMeNHOI TuIepxonecTepuHemMueil. Kypenne BpI3bIBaeT HOmon-
HUTENbHOE TOBPEX/IeHNE KPOBEHOCHBIX COCYJIOB M CHM)KaeT B KPOBU YPOBEHb
XC JIBIT («xopommit xomecteput»). ITanMeHTbl ¢ ceMeilHOi TUIepXoiecTepyHe-
MIe€ll, He TIOTyJalolue jedeHne, UMeIT B 25 pa3 6ojiee BHICOKMIT PUCK PasBUTHUS
CepfIeYHO-COCYAUCTRIX 3a00TeBaHNMII TT0 CPAaBHEHWIO C JIIOIbMY, He UMEIOIIVIMU Ce-
MEJTHOI TUIlepXoIecTepuHeMun. Y He JIe4eHHBIX OOIbHBIX ¢ CeMeITHOI I'UIIepXorIe-
CTepMHeMMeEN, KOTOpbIe TAK)Ke KYPAT, PUCK YBeIM4MBaeTcA B 75 pas!

Kpowme Toro, ceppeqno-cocyucTbie 3a60/1eBaHNIA pasBUBAIOTCA Yallle ¢ BO3pac-
TOM, ¥ MY>KUMHBI 3a00/IeBalOT MY IIpUMepHO Ha 10 jieT paHblile, YeM XKEeHIMHBL
Ecnu y yenoBeka ecTb HECKOIBKO U3 ITePEYNCIEHHBIX (GaKTOPOB PUCKA, TO BEPOAT-
HOCTD PasBUTHUA CePAeTHO-COCYAUCTOTO 3a00/IeBaHIA Y HETO ellle BBIIIe.

MoO>KHO 1T CHU3UTH PUCK CePHeYHO-COCYANCThIX 3a00/IeBaHMIT IPY ceMelTHOM
rUnepxonecTepuHeMun?

HA! ViccnemoBaHus IOKa3bIBaloT, 4To cHIKeHNe ypoBH:A XC JIHIT cumkaeT puck
CepHieYHO-COCYVCTBIX 3a00/IeBaHNIL. BepOsATHOCTD BOSHMKHOBEHUS aTepOCKIepO-
THdecKux Omsmex 3aBucut ot yposHs XC JIHII u gnntenbHOCTI €r0 BO3REICTBIS
Ha CTeHKY cocy/a. YeM Bbiliie 06a 911X PaKTOPa, TeM paHbllle Pa30BbETCS ATEPOCKIIe-
pos. ITonmxas yposau XC JIHII, MO>XHO 3HaYMTENbHO CHU3UTD PUCK PasBUTHA cep-

[E€9HO-COCYIMCTDBIX 3a6oneBaHM171, CBs3aHHDBIX C aT€POCKIIEPO3OM. BayxHo Kak MOXXHO

79



WHehopmauus ans naumeHTa

10 He0OXOIMMOTO YPOBH s, OT/IOKEHME XO/IeCTepUHa B KPOBEHOCHBIX COCYIaX I BO-
KPYT I7Ia3 MM CYXOXKUINI yMEHBbIINTCA.

l'[oquy BAaKHOC 3HAYCHMEC IMECET ICYCHUE B TCUCHME NIINTECIIbHOIO BpeMeHI/I?

Oprannsm NpomsBOAUT XO/IeCTepuH NocTosAHHO. OfHAKO Yy /IIofieil ¢ ceMeltHOM
IUIEPXO/IeCTepUHEMIEN! 13-3a TeHETUYECKOro flepekTa HapyIIeHa CIIOCOOHOCTD Op-
TaHM3Ma K yIaJa€eHN1o I/[36bITO‘-IHOI‘O XO/IeCTepyHa. HEKapCTBeHHbIe IIpernaparbl CII0-
COOCTBYIOT BOCCTAHOB/IEHNIO 9TOI criocobHocT. Kak Tombko XC JTHIT ymenbimics
B pe3y/ibTaTe I€I€HNs, BaJXKHO IPEJOTBPATUTD €TI0 IIOBTOPHOE IIOBBIIIEHNE, KOTOPO€E
OyneT HeM30eXXHBIM PV OTMeHe IpernapaToB. [loaTomy /060t YenoBeK ¢ ceMeltHOIl
FMHerOIIeCTepI/IHeMI/IeI/UI [O/DKEH IIOCTOAHHO IIPUAEPXXMBATBCA OUETHI, 3J0POBOIrO
o6pa3a JKM3HN 1 ITPMHYVIMATD IIPpETIapaThl, CHVDKAIOLIVE€ YPOBEHD XOJIECTEPIHA.

Yro Takoe CEPAEIHO-COCYTNCTDIE 3aboneBaHMA?

3aboneBaHNA cepflla M KPOBEHOCHBIX COCY/IOB, BBI3BaHHBIE aTePOCKIEPO30M,
OTHOCATCA K CepJIeYHO-COCY/IUCTBIM 3a00/eBaHMAM. ATEPOCKIEpPO3 CONPOBO-
XKJlaeTCA HaKOIUIEHMeM >XMpa (BK/IOYass XOJIeCTePUH) B aTePOCKIEPOTMYECUKUX
O7IAIIKaX, KOTOPBIe CY>KMBAIOT IPOCBET KPOBEHOCHBIX COCY/IOB, UTO MOXKET IIpUBe-
CTMU K HapyLIEHNIO KPOBOCHAOXKEHN A )KM3HEHHO BaXKHBIX OPTaHOB: CEPiLia, TONOB-
HOTO MO3Ta, oYeK 1 Ap. Eciu arepockiepos pa3BuBaeTca B KPOBEHOCHOM COCYJIE,
TOCTABIAIOLIEM KPOBb K CEpJIITY, TO BO3HMKAET MilleMidecKas 60/Ie3Hb cepyilia, Hau-
6o7iee IPO3HBIM MTPOSIBIEHNEM KOTOPOIT AAB/IsAeTCA MHBAPKT M1okapaa. Eciu arepo-
CKJIEpO30M ITOPa’kaeTCsi KPOBEHOCHBII COCYJI, KPOBOCHAOKAIOM NI TOJIOBHOI MO3T,
TO BO3HMKAeT HapyllleHle MO3TOBOTO KpOBOOOpallleHMsI, IPOsBIIAIOLIeecs B BIjie

TPaH3UTOPHONM MIIEMMYECKON aTaK) MM MHCYJIbTA.

BAJKHO

Cepoeunviii npucmyn u UHCYAbM ABASIOMCT KOHEUHDIM Pe3yNbmarmom amepo-
ckeposa. Amepocknepos — 3mo cysxeHue KPOBeHOCHbIX COCY008, 8bI36AHHOE HAKONIIE-
HUeMm X0/iecmepuna u 60chaneHuem, ¢ obpasosaruem 6nauwiku. baswka ymenouiaem
pasmep npoceema kposeHocHozo cocyoa. Ilospenoennas 6aAuIKa MoKem 6bi36amb
obpasosamue czycmka Kposu, npusoosusee K oueHb OblCHPOMY CYHEHUIO UM 3aKY-
nopke Kpo8eHoCH020 cocyoa.
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0 He06XOIMMOTO YPOBH, OT/IOKEHME XO/IeCTepUHa B KPOBEHOCHBIX COCYZIaX I BO-
KPYT I71a3 MU CYXOXKU/INI yMEHBbIINTCA.

l'[oquy BAaXKHOC€ 3HAYCHUE IMEET ICYCHUE B TCUCHUE NINTECIIBbHOIO BPCMCHI/I?

OpraHusM IpOM3BOAUT XONECTEPUH MOCTOSHHO. OHAKO Y JIOfel C CeMeilHOIl
TUIIepXOJIeCTepUHEMIell U3-3a TeHeTUYeCKOro fedeKTa HapyllleHa CIOCOOHOCTD Op-
raHM3Ma K y/jaJIeHNIo M36bITOYHOTO X0ecTepuHa. JlekapcTBeHHbIE TIperapaThl CIIo-
COOCTBYIOT BOCCTaHOBJIEHMIO 91011 criocobHocTn. Kak Tompko XC JTHIT ymenbinics
B pesy/IbTaTe JIeYeHIsI, BOXXHO IPEIOTBPATUTD €r0 IIOBTOPHOE IIOBBIIIEHIIE, KOTOPOe
OyneT HemsOeXXHBIM PV OTMeHe IpernapaTos. [loaTomy /0607t YenoBeK ¢ ceMeltHOl
CUIEPXO/IeCTePUHEMIEl! JOIDKeH IIOCTOSIHHO NPUAEPKMUBATBCS [UETDI, 340POBOTO

06pasa )XM3HU ¥ IPYHUMATD [IPeNaparsl, CHIDKAIOIINe YPOBEHb XOIeCTEPIUHA.

Yro TaKoe cepredHO-COCYAUCThbIe 3a00TeBaHNA?

3abomeBaHNs CepAlla M KPOBEHOCHBIX COCYJOB, BBI3BaHHBIE aT€POCKIEPO30M,
OTHOCSTCSI K CepHIeIHO-COCYAUCTBIM 3a00/eBaHMsIM. ATEPOCKIEPO3 CONIPOBO-
XKJIaeTcs HaKOIUIEHMeM >KMpa (BK/IIOYas XOJIEeCTepPMH) B aTePOCKIePOTUYECUKIX
O/IAIIKaX, KOTOpbIe CY>KMBAIOT IPOCBET KPOBEHOCHBIX COCYIOB, YTO MOXET IIpUBe-
CTM K HapyLIeHNI0 KPOBOCHAOXKEHNU A )KU3HEHHO Ba>KHBIX OPraHOB: CePAIia, TONOB-
HOTO MO3Ta, To4eK U Jp. Ecnu aTrepocknepos pasBuBaeTca B KPOBEHOCHOM COCY/ie,
TOCTaBJIAIOLIEM KPOBb K CEPALLY, TO BO3HUKaET UlIeMIYecKasi 00/Ie3Hb Cepalla, Hal-
6os1ee TPO3HBIM IIPOsIB/ICHIEM KOTOPOII AB/IsAeTCs MHPapKT MuoKkapaa. Eciu atepo-
CKJIEpPO30M ITOpPa’kaeTcsl KPOBEHOCHBIN COCYH, KPOBOCHAOKAIOM I TOJIOBHOI MO3T,
TO BO3HMKAeT HapylIeH}e MO3TOBOTO KpOBOOOpalleHMs1, IpOABIAIeecs B BUje
TPaH3UTOPHOI MIIEMWYECKON aTaKM VI/IM MHCYIbTA.

BAJKHO

Cepoeunbiii NPUCMYN U UHCYTbI ABATIOMCT KOHEUHbIM Pe3ynbmarmom amepo-
cK71epo3a. Amepocknepos — 3o cyxerue KPOBEHOCHbLX COCY008, 8bI36AHHOe HAKONIe-
Huem xXo7ectepuHa u eocnaneHuem, ¢ 06pazosanuem onauwiku. busuwxa ymenvuaem
pasmep npocsema kposeHocHozo cocyod. IlospencdeHHas 6TuKa MoxNem 6vb136amb
obpasosarue czycmka Kposu, Npusoodsujee Kk oueHb OGbICPOMY CYHEHUIO UL 3aKY-
nopke KpogeHocH020 cocyoa.
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TepMMHbI nonpeaeneHns

TepMuHbI U onpeneneHn s

Iereposurornas CIXC (reCI'XC) - CI'XC, mpu KOTOpOI [je(eKTHBI T'eH
JIHII-penenTopa nepegaeTca OT OJHOTO U3 POJUTENEN.

T'omosurorHas CIXC (roCI'XC) - CI'XC, mpm KOTOpOIl fedeKTHBII T'eH
JIHII-penjeniTopa nepenaeTcsa OT 000UX pOJUTEIIEL.

CC3 arepocknepormyeckoro renesa (ot anri. ASCVD (Arteriosclerotic
cardiovascular diseases); cuHoHuMBL: arepockineporndeckne CC3; CC3, o6ycnos-
JIEHHBIe aTePOCKIIEPO30M) — CepHeYHO-COCYUCTDbIE 3a00/IeBaHMS aTePOCKIEPOTI-
4eCKOro reHesa, K KOTOpbIM oTHOCATCA VIBC, aTepoTpoM6b0THYeCKIIT MIIeMMUYeCKII
MHCYJIbT, TPAaH3UTOpHAs MIIeMMYecKas aTaka, Iepudepudeckmii arepockiepos
C aTepPOCK/IEPOTUYECKUMU OIALIIKAMM, CTEHO3UPYIOIMMMY IIPOCBET cocya = 50%.

Pannee pasputne atepockneporndeckux CC3 - passutue CC3 arepocknepo-
TUYECKOT'O TeHe3a y My>KUYMH B Bo3pacTe < 55 JieT, y >KeHIUH < 60 J1eT.

ITogpocTKOBBIIT BO3PACT — IIePUOJ, POCTa M pa3BUTHA YeIOBEKa, KOTOPBIII CIefy-
eT Iocyie BeTCTBA M JIUTCA IO JOCTVIKEHN A 3peIoro BO3pacTa, To ecTh ¢ 10 mo 18 met.

ITpo6anp — mepBoe MNUIIO B CeMbe, Y KOTOPOTO BBIABJIEH [[UaTHO3 HACTIe/ICTBEH-
HOTO 3abo/eBaHM, B faHHOM cnydae CIXC.

KackagHbplil CKpUHMHT — TI09TANHasA UAeHTU(UKAINA TAl[MeHTOB ¢ 3ab6o/eBa-
HIEM CpPeJiy YWICHOB CeMbl IIPOOAH/IA; I{MKJI, KOTOPBIiT HOBTOPseTCs (KACKa/{OM) [iIst
Ka)KJOTO POICTBEHHMKA C HMArHO30M HACTIeICTBEHHOTO HAPYIIEHMS JTUIUTHOTO
o6MeHa, YTO IPUBOAUT K YBEIMIEHNIO KOMNIECTBA OOHAPYKEHHBIX IOTEHIINAID-

HBIX 00'BEKTOB.

TepMMHbI nonpeaeneHna

TepmuHbI 11 onipeaeneHnA

Tereposurornas CI'XC (reCIXC) - CI'XC, mpu KoTOpoil HedeKTHBII TreH
JIHII-penenTopa mnepegaeTcs OT OfHOTO U3 POJUTENEN.

TomosurorHaa CI'XC (roCIXC) - CI'XC, mpu KOTOpoit AedeKTHBIl TeH
JIHII-penentopa mepegaeTcsi oT 060UX pOfUTEIeil.

CC3 arepockimepornueckoro reHesa (or anrm. ASCVD (Arteriosclerotic
cardiovascular diseases); cnHoHUMBL: aTepockmeporudeckne CC3; CC3, obycmos-
JIeHHbIE aTePOCKIIEPO30M) — CePAIEYHO-COCYAUCTbIE 3a00/IeBaHNA aT€POCKIEPOTH-
4eCKOT0 reHe3a, K KOTOpsIM OTHOCATCs VIBC, arepoTpoMOOTIIeCKMIT MIIeMIYe CK it
MHCYJIbT, TPAaH3UTOpPHAs MIIeMUYeckas araka, Hepu(eprdecKUil aTepoCKIepo3
C aTepOCKJIEpOTNYECKMMU OJIALIKAMY, CTEHO3UPYIOLMMIY IIPOCBET COCyAa = 50%.

Pannee passurtne atepockneporndeckux CC3 - passutue CC3 arepocknepo-
TUYECKOTO TeHe3a Y MY)KYMH B BO3pacTe < 55 JIeT, Y )KeHIIuH < 60 JeT.

ITogpocTKOBBII BO3pACT — IEPHOJ, pOCTa U pa3BUTHA YeTIOBEKa, KOTOPBII Clefy-
T IT0CIe AeTCTBA U JIJINTCA JI0 JOCTVKEHM S 3peTIoro BO3pacTa, To ecTh ¢ 10 o 18 nert.

IIpo6Ganp — epBoe N0 B ceMbe, Y KOTOPOTO BBIAB/IECH JUATHO3 HACIEICTBEH-
Horo 3abojeBaHus, B faHHOM cnydae CI'XC.

KackagHpIil CKpUHMHT — TI09TAITHaA UAeHTU(UKAINA AI[MeHTOB ¢ 3ab6o/eBa-
HIEM CPeJiyl WICHOB CeMbM IIPO6aH/Ia; IIMKJI, KOTOPBIil HOBTOPsETCS (KaCKa/[oM) [
Ka)XJJOTO POJCTBEHHMKA C JMArHO30M HAC/IeICTBEHHOTO HAapyLIEHMS JTUINIHOTO
o6MeHa, YTO IPUBOAUT K YBEIMUIEHNIO KOMMIeCTBA OOHAPY)KEHHBIX IOTEHIINAID-
HBIX 00BEKTOB.




1. OnpepeneHnue. Nictopus U3yveHus

1. Onpenenenne. Vicropus nsyyenns

Cewmeitnas runepxonecrepuemus (CIXC) — MoHoreHHOe 3aboneBaHue C mpe-
UMYIIeCTBEHHO ayTOCOMHO-JOMIHAHTHBIM TUIIOM HacC/IefOBaHMA, COIPOBOXKAAI0-
Iieecs 3HAYNTE/IbHBIM IIOBBIIICHIEM YPOBHA X0/IeCTePIHA INIIONPOTEN OB HU3KOM
notHocty (XC JIHIT) B KpoBu, 1 Kak C/IefCTBUE, HPEKeBPEMEHHBIM Pa3BUTHEM
U IIPOTPeCcCHPYIOIMM Te4eHMeM aTepPOCKIepo3a, KaK IPaBUIO, B MOJIOLOM BO3-
pacte. B 1938 r. CI'XC 6bu1a BrepBble onucaHa HOpBeXXCKMM ydeHblM C. Muller.
B 1940 r. C. Wilkinson 6pima gokasaHa reHeTmdeckas Npupopa 3abo/ieBaHUS.
B 1963 1. A. Khachadurian Ha ocHOBaHUM reHeTUYECKUX UCCIELOBAHNUIT OBIIN BhI-
IeJIeHbl TOMO3UTIOTHASA M reTepo3uroTHas popMbl 3aboneBanus. B cepenune 1970-x
IT. aMepyuKaHckye ydersle M. Brown u J. Goldstein o6Hapy»xwnu, 4To reHeTndve-
ckuit gedext npu CIXC mposBiseTcs OTCYTCTBUEM PeLEITOPOB, 00Tafaromux
BBICOKOJT aMHHOCTDBIO K JMUIIONpOTenAaM Huskoit miotnoctu (JIHII). B 1985 r.
y4eHbIM Obl1a BpydeHa HobeneBckast mpemMus B 061acTy MeUIMHBIL U1 (pU3MOTIOTNN
3a orkpbitue JIHII-penentopa u nccnegosanne CI'’XC. B cepennne 1980-x rr. o6Ha-
py>keHO cHIDKeHMe o6opora JIHII-perienTopoB y 4acTy NMaIeHTOB, He UMEOIINX
Bcex npusHakoB CI'XC. TlosgHee O6bII OTKPBIT ceMeliHbI fedekT anobenka B100
(amoB). B 2013 roay npentuduunposanu red PCSK9, kopupyomuii mpornpoTenH
KOHBEpTasy CyOTMIM3MH-KeKCMHOBOTO THUIIA 9, B KaueCTBe TPEThEro IPUYMHHOTO
reHa ayTOCOMHO-JoMMHaHTHOI runepxonectepunemun (I'XC). Takke BcTpedaroT-

cs u pegkue popmbr CIXC ¢ ayTOCOMHO-PeLleCCUBHBIM TUIIOM HaCTIe[OBAHA.

1. Onpeanenexue. UcTopusi U3y4eHus

1. Onpenenenne. Vicropus nsyyenns

Cewmertnas runepxonecteputemus (CIXC) — MoHoreHHOe 3ab6onmeBaHme ¢ Ipe-
MMYIIeCTBEHHO ayTOCOMHO-TOMMHAHTHBIM TUIIOM HAaC/IeIOBAHM A, COIIPOBOXK/IAI0-
Ileecs 3HAUNTE/IbHBIM IIOBBIIIEH)EM YPOBHA X0IeCTepIHA IO POTEN 0B HU3KOM
mnorHocty (XC JIHIT) B KpoBu, U Kak CIefCTBHUE, IPeXAeBPEMEHHBIM Pa3BUTIEM
U IPOTPecCUPYOIMM TedeHUEeM aTepOCKIepo3a, KaK IPaBMU/IO, B MOJIOJOM BO3-
pacte. B 1938 r. CI'XC 6bli1a BrepBble ommcaHa HOpBeXXcKuM ydeHbiM C. Muller.
B 1940 r. C. Wilkinson 6pIma mokasaHa reHeTHMUecKasl IPUpPoOAa 3a0OTeBaHISL.
B 1963 1. A. Khachadurian Ha ocHOBaHUM T€HETUYECKUX UCC/IENOBAHMI OBIIU BbI-
Jle/IeHBI TOMO3UTOTHAS I TeTepOo3UroTHast popMel 3aboneBanus. B cepegune 1970-x
IT. aMepuKaHcKue yaensle M. Brown u J. Goldstein o6Hapys>xmin, 4To reHeTnde-
cxuit fedpext npu CIXC mposiBIsieTcss OTCYTCTBMEM PeLeNTOPOB, 00/Iafaloux
BBICOKOJT a)VHHOCTBIO K JIMIIONIpOTeNrAaM Huskoit mwiotnoctu (JIHII). B 1985 1.
ydeHbIM Obl1a BpydeHa HobeneBckast mpemusi B 06/1aCTV MEAMIIMHEL U (HU3MOIOTUN
3a orkpbitue JIHII-penentopa u nccnegosanne CI'’XC. B cepennne 1980-x rr. o6Ha-
py>xeHo cHIDKeHMe obopota JIHII-perennTopoB y 4acTy NMaljMeHTOB, He VIMEIOIINX
Bcex npusHakoB CI'XC. Tlo3gHee 6bI OTKPBIT ceMeliHbIN fedekT anobenka B100
(amoB). B 2013 ropy npentuduunposanu ren PCSK9, kogupyomuii nponpoTenH
KOHBEPTa3y CyOTMINM3MH-KeKCUHOBOTO THUIIA 9, B Ka4eCTBe TPETbero MpUYMHHOTO
reHa ayTOCOMHO-JOMUHaHTHOI runepxonecrepuaemun (I'XC). Taxoxe BcTpevaror-

CA U peaKne (bOprI CI'XCc AyTOCOMHO-PELECCBHBIM TUIIOM HAaC/I€JOBaHMA.

WHehopmauus ans naumeHTa

Kaxkas guera pekoMeHI0OBaHa P CeMEITHOI I'INePX0/IeCTepUHEMUN?

[IuTaHve mas MUI C CeMENHON IUIIePXOeCTePUHEMMEll TO/DKHO ObITh pasHO-
06pasHbIM U cOanmaHCHPOBAaHHBIM. [IJIs leTell ¢ CeMeTHOI TUIepXOonIecTepuHEMN-
eil cobIIoieHne NMeThl NO/DKHO HMOAKPEIUIATHCS M3MEHEHMeM IIUTaHMs [ BCexX
YJIEHOB CeMbl. Ba)KHO, 4TOOBI IIPUBBIYKY 3JOPOBOrO MUTAHUS YCTAHABINBAINCDH
KaK MOXXHO paHblile. V3MeHeH1e A1eThl TpebyeT BpeMeHM, 4aCTO MEeCALeB WIN JIeT,
U TpebyeT pery/sipHOro HabMIOfeHNsT KINHIYeCKUM AMeTONIOroM uin Bpadom. To,
YTO BBl €UITE PErY/IAPHO, O4eHDb Ba)KHO! Cy4yaliHble OTK/IOHEHN OT PEKOMEHAye-

MO AVETDI HE IIPMBOAAT K IIOBBIIIEHNIO YPOBHA XO/ZI€CTEPMIHA B KPOBIL.

BAJKHO:

IIamp eaxHvLx pexomeHOAYULi 017 cOANAHCUPOBAHHO20 NUMAHUS:

o ynompebnsaiime meHvule HUPpa, 0C0OEHHO MeHblle HACLILLEHHO020 HUPa,

o 3ameHUIne HACLIUEHHDLE HUPLI HEHACOIUEHHDIMU HCUPAMU,

o ewivme 607bUlEe NPOOYKINOS, COOEPHAUUX KTIEMUAMKY, 080U U PPYKMbL KadK -
bl OeHv,

o ynompeOnsiime meHvuie NPOOYKIMOB ¢ BbICOKUM COOEPHAHUEM XOeCHePUHaA,

o 0zpanuuvIMe KONMUHeCE0 NUWGU U HANUMKOS C BbICOKUM COOepIaHUeM CaxXapa

Uunu anKo2on.

Kak nekapcTBeHHbIe npenaparpl AT Ha XC JIHII?

JlekapcTBa, KoTopple MoryT cHusuTb XC JIHII, yBenmuumBaroT KOMMUYECTBO
JIHII-perienitopos, uto6s! nyuire mornouars XC JIHII us Bamteit kposu. Vi3mene-
HISL B IMTaHUM JOMDKHBI COYETAThCS C MEAMKAMEHTO3HBIM JIeIEeHJEeM, YTOOBI CHI-
3UTh YPOBEHb XOJECTEPUHA [JO HEOOXOAMMOro ypoBHs. JlekapcTBeHHAs Teparus
IJI CeMeITHO I'MIepXoecTepMHEMIM IPYMEHIeTCS He TONIbKO Y B3POC/IbIX, HO U Y
metTeit. Y eTeli C HOATBEPXK/IEHHON CEMENTHON IMIePX0IeCTePUHEMMEN PEKOMEH/Y-
eTCs1 Ha4MHATh MeIMKaMeHTO3HOe jedeHre ¢ 10 yeT. JledeHne HO/DKHO ObITH AIN-

TEJIbHBIM, OHO ITIOMOJKET nsbexarnb Ppa3BUTNA CEPAETHO-COCYAUCTDBIX 3a007MeBaHMIL.

Kakmue nekapcrBenHble mpenaparsl cHikaoT XC JIHIT?

JlekapcTBeHHBIe cpefcTBa, cHipKaomue XC JIHII, BKI0YaOT CTaTUHBI, NUHTU-
OUTOPBI IIOI/IOLeH N XomecTepuHa u uHr1b6uropsr PCSK9. Bamr Bpau MokeT 1e4nTh

BaC OJHUM WJIM HECKOMBKMMU 13 9TUX TUMOB nekapcTB. Ecnmu XC JTHIT camkaerca
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Kakas guera peKoMeHZOBaHa IIPU CEMEIIHON TMIePX0IeCTepUHEMMIN?

[InTaHMe HJA JNUIL C CeMeTHON IMIlepXoecTepUHEeMIEN OMKHO ObITh PasHO-
06pasHbIM ¥ cOaTaHCHPOBAHHBIM. [l eTell ¢ CeMelTHOI IUIIepX0onecTepUHEMI-
eil coOIoileHMe NMeThl JOMKHO HOAKPEIUIATLCA M3MEeHeHMeM IIUTaHNA JJIA BCexX
4JICHOB CeMbl. Ba)KHO, 4TOOBI IIPUBBIYKY 3JOPOBOTO MUTAHUS YCTAHABINBAIUCDH
KaK MOXXHO paHblie. /I3MeHeHMe 11eThl TpebyeT BpeMeHM, 4aCTO MeCALeB WIN JIeT,
U TpebyeT peryIsipHOTrO HaOIIOfleHN A KIMHNYeCKIM IMeTONIoToM Ui Bpadom. To,
YTO BBl €JUTE PEry/IAPHO, O4eHb BaKHO! CyyaliHble OTK/IOHEHMS OT PEKOMEHIye-

MO AVETDl HE IIPMBOOAT K IIOBBIIIEHNIO YPOBHA X0/I€CTEPMIHA B KPOBI.

BAJKHO:

IIamp 6axcHbvix peKomeHOayutl 077 cOANAHCUPOBAHHO20 NUMAHUA:

o ynompeOnsiime MeHbUie HUPA, 0COOEHHO MeHbULE HACDIULEHHO20 HUDPA,

o 3aMeHuUme HACbIULEHHbLE HUPbL HEHACLIULEHHbLMU HUPAML,

o ewbme 60nbULe NPOOYKINOS, COOEPHAULUX KNETNUAMKY, 080ULU U PPYKMbL KaKH-
Oviii Oenv,

o ynompebnsiime meHvUie NPOOYKINOB C 6bICOKUM COOPHIAHUEM XONECINePUna,

o 02paHuMbIME KOMUUECINB0 NUUAU U HANUMKOS C 8bICOKUM COOEPHAHUEM CAXaPa

Uunu anKozeon.

Kak nexapcTrBeHHble mpenaparsl BausAooT Ha XC JIHIT?

JlexapcTBa, KoTopble MoryT cHu3uTb XC JIHII, yBenmuumBaroT KOMMYECTBO
JIHII-penienitopos, uTo6s! ny4ite nornouars XC JIHII u3 Bamreit kposu. Vismene-
HYSA B IMTaHUM JOMDKHBI COYETAThCA C MeAMKAMEHTO3HBIM JIeYeHJEeM, YTOOBI CHU-
3UTh YPOBEHb XOJECTEPUHA IO HEOOXOAMMOro ypoBHsA. JlekapcTBeHHas Tepamus
IJIA CEMeJTHO IMIepXoeCTepMHEMNM IPYMEHAETCS He TONIbKO Y B3POC/IbIX, HO U Y
mereit. Y eTeli C HOATBEPXKIEHHO CEMETHON IMIIEPX0/IeCTEPUHEMUEN PEKOMEH/Y-
eTCsl Ha4MHATh MeIMKaMeHTO3Hoe jedeHre ¢ 10 eT. JledeHye HOMKHO OBITH AJIN-
TEIbHBIM, OHO TIOMOXKET M30eXKaTh PasBUTUA CePHeIHO-COCYAUCTHIX 3a00/IeBaHMIL.

Kaxkune nekapcrBenHble npenaparsl cHikaoT XC JTHIT?

JlekapcTBeHHBbIe cpeficTBa, cHiKaromue XC JIHII, BKaOYalOT CTaTUHBI, UHTHU-
OUTOPBI HIOI/IOIeHN s X0mecTepuHa u uHr1butopsr PCSK9. Baur Bpau MOXKeT 1e4nTh

BaC OJ[HMM M/IM HECKOIbKMMU U3 9TuX Tumnos nekapcTs. Ecnin XC JIHIT camxaercs
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WHehopmauus ans naumeHTa

1-2 Hepen) MpOLeYPbI, HAIIpaB/IeHHOI Ha MeXaHI4ecKoe y/ialeHye 13 KpOBM 13-
ObITKa X0nmecTepuHa. Takas mporesypa nonyunia HassaHue JIII-adepes.

BAJKHO

Msmenenus 6 numanuu mozym cHusumo xonecmepur JIHII na 10-15%. [Ans na-
UUeHMO06 ¢ ceMeliHOll eunepxonectmepuHemuesi amoeo moxcern Ovims HeOOCMAmoUuHo,
noamomy Ouemy cnedyem KOMOUHUPOBAMD C NPUEMOM MEOUKAMEHINO8, CHUMAIOUAUX
yposenv xonecmepuna. Jns msaxenvix Gopm cemetinoti unepxonecmepumemu 00-
NONIHUMENbHO MOKcern Obib NPUMEHEHA MeXHON02US OUUUEHUS KPOBU 0 U30bLmI-
ka xonecmepuna (J/IHII-agepes3).

Kak guera melictByet Ha xonecrepus JIHII?

Bce »upsl B InIIe ABIATCA CMECHIO HACBIIIEHHDIX U HEHACDHII[EHHBIX )KMPHBIX
K1CMOT. HachlleHHbIe )KMPHbIE KMCTOTBI HAXOAATCA B IPOAYKTAX >KMBOTHOTO IIPO-
UCXOXXeHNUs (MOJIOYHBIE ¥ MACHBIE), TBEPAbIX MaprapyHax 11 B O0/IbIINHCTBE BUIOB
IIeYeHbs, OUCKBUTOB, KEKCOB, pacT-pye. DTU HACDILEHHbIE )XMPHbIE KMCIOTDI II0-
BBIIIAIOT XOJIECTEPVH, B OTIMYNY OT HEHACBIIIEHHBIX KMPOB 13 PACTEHUI U PBIOBI,
KOTOpble CHVDKAIOT U/ JeJICTBYIOT HeliTpanbHo Ha XC JIHIIL

Huskoe norpe6neHune xonecrepyHa peKOMEHIOBAHO JIOfIIM C BHICOKUMM YPOB-
HeM XojlecTeplHa B Kposu. Hambosnblee KomuuecTBa Xo/ecTeprHa B MUIIe COTEp-
JKUTCSA B IPOAYKTaX )KMBOTHOTO POUCXOXIEHNU A, TAKMX KaK AMYHbIE )KE/ITKY, II0-
TPOXa, MACO U )XMPHbIE MOJIOYHbIE IPOAYKTDI, HAIIPUMED, ChIP, CIMBKMU ¥ MACTIO.

Kuphas ppi6a u pbI6Mil >KMp HACHIIEHBI OMera-3 >KMUPHBIMU KICIIOTAMH, KOTO-
pble MMeI0T 6maronpuATHbI 9 dexT. OMera-3 Tak)ke CHIDKAIOT YPOBEHDb TPUTIU-
LepupoB. [ obecredeHns OCTaTOYHOro morpebnenns OMera-3 peKOMeHAyeTCs
eCTb )XMPHYIO MOPCKYIO PbIOY He peXke IBYX pa3 B HEJIeIIO.

braronpusTHoe BO3JelicTBME HAa yPOBEHDb XOJeCTePMHA OKa3blBalOT BOTOKHA,
cofiepKalyecss B KPyITHO3€PHUCTBIX KYKYPY3HbBIX U II€/IbHO3€PHOBBIX 37TaKOBBIX
IpOAYKTaX, 6060BBIX, TOpOXe, PPYKTaX, IFOAX U OBOIIAX. PacTUTe/IbHbIe BOTOKHA,
moTpebisieMble C MUIIEN, CBA3BIBAIOT B KMIIETHNKE IOCTYIMBIINIL C €011 XO/IecTe-
puH. OTO NPUBOAUT K TOMY, YTO YMEHDIIAETCA BCAChIBAHNME XONECTEPUHA U3 K-
LIeYHNKA, 4, CTIefI0OBATE/IbHO, 11 €70 KOHIIeHTpalus B KpoBu. Kpome TOro, mpogyKTh
C BBICOKVIM COJiepKaHMeM KIeTYaTKY ABJIAI0TCA BaXKHBIM VICTOYHIKOM BUTAMIHOB,

MMHEPAJIOB I aHTNOKCNJAHTOB.
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WHehopmaumsa Ans naumeHTa

1-2 Hepeny) mpoLeAypbl, HATIPaBIEHHON Ha MeXaHNYeCKoe yaaaeHye U3 KPOBI U3-
ObITKa X0nmecTepuHa. Takas mporeypa nonyunia HassaHe JIII-adepes.

BAJKHO

Msmenenus 6 numanuu mozym crusumo xonecmepur /IHII na 10-15%. [ns na-
UUEHMO08 ¢ ceMeliHoli eunepxosecmepumemueti 31mozo mMoxerm Obitnb HedOCMAamo4Ho,
noamomy Ouemy credyem KOMOUHUPOBAMD C NPUEMOM MeOUKAMEHINO0B, CHUNATOULUX
yposenv xonecmepuna. Jns msienvix opm cemetinoti eunepxonecmepumemu 0o-
NOTHUMENLHO MOdNem Obimb NPUMeHeHA MeXHON0US OUUUeHUS KPOBU O U30bL-
ka xonecmepuna (JIHII-agepes).

Kak guera peiicrByet Ha xonecrepus JIHIT?

Bce »xupsl B nnIIe ABIATCA CMECHhIO HACBHIIIEHHDIX U HEHACHII[EHHBIX )KMPHbIX
KucnoT. HacplmeHHbIe XXM PHbBIE KUCTIOTHI HAXOAATCA B IPOAYKTAX )KMBOTHOTO IIPO-
UCXOXKeHNUA (MOJIOYHBIE ¥ MACHBIE), TBEPAIbIX MaprapyHax I B O0/IbIINHCTBE BUIOB
IIeYeHbs, OUCKBUTOB, KEKCOB, dacT-Pye. DTU HACIIIEHHbIE )XMPHbIE KMCIOTDI II0-
BBIIITAIOT XOJIECTEPYH, B OT/INYMM OT HEHACHIIIIEHHBIX KMPOB Y3 paCTeHMIT ¥ PBIOHL,
KOTOpbIe CHIKAIOT MIIN IeNICTBYIOT HeliTpanbHo Ha XC JIHIIL.

Huskoe norpebnenye xonecTepyHa peKOMEHIOBAHO JTIOAM C BBICOKMM YpPOB-
HeM XoJlecTepuHa B KpoBy. Hanbonbliree konndecTBa XonecTeprHa B IMIIe COfep-
JKITCSA B IPOAYKTAaX >KMBOTHOTO MPOVCXOXKIEHN A, TAKMX KaK AMYHbIE )Ke/ITKY, I0-
TPOXa, MsACO U KMPHbIE MOJIOYHBIE IPOAYKTHI, HAIIPUMEP, ChIP, CIMBKM ¥ MACIIO.

JKupHas ppi6a u pbI6Mit >KMp HaChIIEHBI OMera-3 >KUPHBIMU KMCIIOTaMHU, KOTO-
pble UMeI0T 6maronpuATHbIN 3¢ dexT. OMera-3 Tak)ke CHIDKAIOT YPOBEHDb TPUTINU-
nepupnos. [Ina obecredeHns HOCTaTOUHOro morpebnennsa Omera-3 peKOMeHAyeTcs
eCTb )XKMPHYIO MOPCKYIO PbIOY He peke IBYX pa3 B HeJIe/Io.

BraronpusATHOe BO3JENCTBIE Ha YPOBEHb XOJEeCTePMHA OKAa3bIBAIOT BOJIOKHA,
cofiep>Kalyecss B KPYIHO3EPHUCTBIX KYKYPY3HBIX M I1I€/IbHO3€PHOBBIX 37TAKOBBIX
IpOAyKTaX, 6000BbIX, TOpoxe, PPYKTax, IrOlaxX U OBOIIaX. PacTUTe/IbHbIe BONTOKHA,
noTpebisieMble € MUl CBA3BIBAIOT B KMIIEYHNKE OCTYTMBIINII C 011 X0oIecTe-
pMH. OTO NPUBOAUT K TOMY, YTO YMEHbBIIAETCA BCAChIBaHME XOJIeCTepyHa U3 K-
IIEYHNKA, a, CJIeJOBaTe/IbHO, I €T0 KOHI[eHTpallyA B KpoBu. Kpome Toro, mpogyKTa
C BBICOKUM COfiep>KaHMeM KJIeTYaTKIY SABIAI0TCA BaKHBIM UCTOYHMKOM BUTAMIHOB,

MMHEPAJIOB 1 aHTNOKCUJAHTOB.
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2. 3Tnonorus n naToreHes

2. 9TNOIOrNA U MaTOreHes3

[TatoreneTmyeckoit ocHOBOM KnyHM4ecKux nposasnaennit CIXC cryxut arepo-
CKJIEpO3, BOSHUKAIOI NI B pe3y/IbTaTe Ha/IM4usA BbICOKOM KoHueHTpanuy XC JIHIIL
B ToHKOII KMILIKe IIOJ] BO3AEICTBIEM JKEeTYHBIX KUCIOT Y MMAHKPeaTudecKoll Iuma-
3Bl IIPOMCXOJUT SMY/IbIMPOBAHME U TULPOIN3 MUIIEBBIX XKUPOB, KOTOPbIE YIIAKO-
BBIBAIOTCH B XVJIOMUKPOHBI, OCHOBHBIM aII00€/IKOM KOTOPBIX AB/IAETCA alloOeIoK
B48. Ilox BO3melicTBMEM TUIIOMPOTENHINIIA3DI, AKTUBUPOBaHHON anmobemok CII,
XVWJIOMUKPOHBI pacmagaorca Ha Tpurmmuepuabl (TT) n peMHaHTB (OCTaTOYHBIE
XVWJIOMUKPOHBI), a anobenok CII mepeHocuTca 06paTHO Ha JIMIIONPOTEN], BBICOKON
wioTHocTu (JIBII). PeMHaHTBI IIyTeM B3aMIMOJEVCTBMA C PeLeTOPaMI IONANAI0T
B IleYeHb U TMAPONUSYIOTCA ¢ 00pa3oBaHMeM CBOOOZHOro xonecrepuHa (puc. 1).
CuHTe3 3HJOTeHHOI'0 XO/IeCTepUHa IPOMCXOAUT IIABHBIM 00pa3oM B IedeHu. VI3
Tpex MOJIEKYII alleTMIKO(pepMeHTa A, IPefiCTaB/IAIONIEro cO00il aKTBIPOBAHHYIO
YKCYCHYIO KUCTIOTY, 00pa3yeTcsl MeBajIOHaT, jajiee MeBaIOHAT IIpeBpalliaeTcs B U30-
neHTeHMAupocdaT, MecTh MOIEKYI KOTOPOrO MOTMMEPU3YIOTCS U 00pasyercs
CKBaJIEH, KOTOPBII IOC/Ie OTIIEN/IEHNA TPeX aTOMOB yI/Iepofia IEPeXOfUT B XOJe-
crepuH. O6pasoBaHye MeBaJOHATa U3 aleTHIKOpepMeHTa A B 9H/IOIIa3MaTHde-
CKOM PETUKYTyMe IPOMCXOUT HOJ| BO3/IeIICTBYIEM K/TI0UeBOT0 PEryIATOPHOTO dep-
MeHTa 6MOCHHTe3a XOIeCTepyHa — 3-TUIPOKCH-3-MeTUArTyTapmnKoA-pegyKrassl.
Crumynanus ¢pepMeHTa IPOUCXOAUT HOJ, BO3JEICTBIEM MHCYIMHA U THPOKCHHA,
MHIMOMPOBAHUIO CIIOCOOCTBYET ITIOKATOH, 9K30T€HHDIN XOIEeCTePUH M >KeTIHbIe
K1cnoThl. B kerkax nedenu TT u xonecTepuH yIakoBbIBAIOTCA B TUIONPOTENIbI
O4YeHb HU3KOII MIOTHOCTHU. [Ioc/e NOCTyNnIeH KA B KPOBSHOE PYCTIO U BO3/eICTBUSA
JIUIIONPOTeNHINNIA3bl 4acTh TT BBICBOOOXKAAIOTCA, 0OPasyOTCs JUIIONPOTEN/IBI
IpOMeXyTOo4HOI noTHOCTH. [To Mepe yMenbineHusA konndecTa TT ano6enoxk CII
nepeHocutcst obparHo Ha JIBIL. CozmepixaHue XolecTepyHa U ero 3GUpOB CHIDKA-
eTcA U locTuraeT 45%; 4acThb IUIIONPOTENIOB IPOMEXyTo4HOM InoTHocTH (JIIIIT)
3aXBATBHIBAETCs TENATOL[MTAMI Yepe3 B3aMMOJENCTBUE C PELeITOPOM K armober-
Ky E. BosgericTBue nunonporenHmnassl Ha octapiumecs JIITII crioco6¢TByeT cHI-
JKEHMIO KOHI[eHTPAII X0mecTepuHa u ero a¢pupos 1 obpasosanmio JIHII (puc. 1).

2. 3Tnonorus n naToreHes

2. 9TNOIOTN A U MaTOreHe3

ITaTorenernueckoit ocHOBOI knuHMYeckux nposasnennit CI'’XC cayxut arepo-
CKJIepO3, BO3HUKAIOIINII B pe3y/IbTaTe HaIMuMA BbICOKOI KoHIeHTpauyyu XC JIHIIL
B ToHKOII KuIlIKe 110J] BO3/IEMICTBMEM JKEeMYHbIX KICIOT ¥ IaHKPeaTUYeCKOol TuIa-
3bl IPOMUCXOAUT 3MY/IbIMPOBAHME U IUJPOIN3 MUIIEBbIX KMPOB, KOTOPbIE YIIAKO-
BBIBAIOTCS B XMJIOMVMKPOHBI, OCHOBHBIM aI00€TKOM KOTOPBIX SIB/IETCA armobenok
B48. Ilox BO3melicTBMEM TUIIOMPOTEMHINIIA3DI, AKTUBUPOBaHHON amobemok CII,
XWIOMMKPOHBI pacnagaiorcss Ha Tpurmmuepuasl (TT) u peMHaHTHI (OcTaTOYHBIE
XMJIOMUKPOHBI), a arobenok CII nepeHocuTcss 06paTHO Ha ITUIOIPOTENS BBICOKOI
wrotHocTu (JIBII). PeMHaHTBI IyTeM B3aMIMOJENCTBIA C PeLeNTOPAMI ITONANAI0T
B IIeYeHb U TUAPONU3YIOTCS C 0Opa3oBaHMeM CBOOOJHOro xormectepuHa (puc. 1).
CuHTe3 9HJOreHHOTO XOJ/IeCTePUHA IIPOUCXOAUT IJIABHBIM 0OpasoM B medeHu. V3
Tpex MOJIeKYII alleTMIKO(pepMeHTa A, IPefiCTaB/IANIero co60il aKTMBIPOBAaHHYIO
YKCYCHYIO KUCTIOTY, 00pa3yeTcsl MeBaJIOHAT, jaJiee MeBaJIOHAT IIPeBpallaeTcs B U30-
neHTeHMNAUpocdaT, MecTb MOJIEKYI KOTOPOro MOTMMEPU3YIOTCSA U 06pasyercs
CKBaJjleH, KOTOPBIN MOC/Ie OTIIENIEHNA TPEX aTOMOB yITIepojia IIePeXOUT B XOJle-
crepuH. O6pasoBaHMe MeBajlOHaTa U3 aleTWIKopepMeHTa A B 9H/IONIa3MaTIde-
CKOM peTUKY/IyMe IIPOMCXOANT IIOf] BO3[EICTBIEM KIII0UEBOT'0 PEeryIATOPHOro dep-
MeHTa OMOCHHTe3a XOTeCTepUHA — 3-TUAPOKCK-3-MeTUIINyTapuaKoA-penyKTaspl.
Crumynanus pepMeHTa IPOUCXOLUT IIOJ, BO3JEVICTBMEM VHCY/IMHA U TUPOKCHHA,
MHTMOMPOBAHUIO CIIOCOOCTBYET IIOKATOH, 9K30TEHHBIN XO/MECTEPUH U KEeTYHBIE
kucnotel. B knerkax nedenyu TT u XomecTepuH yrnaKkoBBIBAIOTCA B TUIIOIPOTEN LI
O4YeHb HU3KOI NIOTHOCTH. [loc/ie moCTynIeHNs B KPOBSAHOE PYC/IO U BO3[EICTBUA
JMIONPOTENHINA3bl YacTh TT BBICBOOOXK/AIOTCA, 06Pa3yIOTCA TUIIONPOTEUIBI
IpoMeXyTo4Holt mnoTHOCcTH. [To Mepe ymenbuieHus konudectsa TT amo6enox CII
nepeHocutcs obparHo Ha JIBIL. Copmep>kaHue xonecTepyHa U ero apUpoB CHMKa-
eTcs u gocturaet 45%; YacTb IUIIONPOTENIOB IIPOMEXYTOUHON mnotHocTH (JITIIT)
3aXBaTBIBAETCs TENATOLMTAMIU Yepe3 B3aMMOJENCTBUE C PEeLeITOpOM K armoben-
Ky E. BosgeiicTBue nunonpoTtentnnmassl Ha ocrabuyecs JIIIII ciocobcTByeT cHu-

JKEHMIO KOHI[eHTPalyy XomecTepuHa 1 ero a¢upos u obpasosannio JIHII (puc. 1).




2. 3Tnonorus n naToreHes
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Pucynox 1. Tpancnopm 3K302eHH020 U 3HO02eHH020 XONECTMEPUHA

Ipumeuannst. E - ano6enox E, B-48 - ano6enok B48, C-1I - ano6enox CII, anoE - perjeritop — peuentop
k ano6enky E, B-100 — amo6emok B100, JTIHII-perjentop — perenTop K IUIIONPOTENAM HU3KOI MIOT-
nHocty, TT — rpurnunepupst, JITJI - nunonporennnumnasa. IledeHb — 0CHOBHOE MECTO pelenTOP-0I0-
cpeposannoro karabonmuama XC JIHII. Penenroper JIHII, pacronosxkeHHble HA IeIaTONNTeE, yAATAT
XC JIHII 3 nmasmer kpoBu mytem cBsisbiBarsi JIHIT. O6pasoBaBuIniicsi KOMIUIEKC OCPEACTBOM B3a-
nmopeiicteus ¢ 6enkom-agantepom K JIHII-perrentropam (LDLRAPI), myTem sHZOLMTO3a IIPOHUKAET
B KJIETKY, 3aTeM HallpaB/lAeTCA B IM30COMY, I7ie mpoucxonuT paspymenue JIHII-gyactui. CeaspiBaHye
PCSK9 ¢ JIHII-perieniTopoM Ha MOBEPXHOCTH TemaTonuTa cnocobcrsyer aerpaganuu JIHIT u mpegor-
BpAIljaeT ero perypKy/IALMIo yepes MeMOpaHy. X0/eCTepyH ABIAETCA BaKHOI COCTABHOI 4acThIO KJIe-
TOYHBIX MeMOPaH, y4acTBYeT B OMOCHHTE3e )KeTYHBIX KUCTIOT, MCIIONb3yeTCHA /1A OMOCHHTE3a CTepOonsi-
HBIX TOPMOHOB 11 BuTaMuHa D3.

Passutie CIXC o6ycnoBieHo fiedekTaMyt reHOB 0€/NKOB, Y4aCTBYIOLINX B Me-
TabOoMM3Me JTUIIOIIPOTENIOB, B pe3y/IbTaTe KOTOPBIX HAPYIIAeTCA 3aXBaT KJIeTKaMU
JIHII-gactnn n B KpoBu nosbimaercs yposenb XC JIHIL B 3aBucumoctn ot mytn
HaC/eloOBaHNsA BBIJENAIOT ayTOCOMHO-TOMIUHAHTHYIO I ayTOCOMHO-PEIeCCUBHYIO
CI'XC, xoTopas BcTpedaeTcs KpaliHe pefiko. 3a BOSHUKHOBEHNE ayTOCOMHO-/IOMU-
HaHTHOI CI'’XC oTBeTcTBeHHBI MyTanuu B reHax LDLR, APOB u PCSKO9.

Camas vacTas renetndeckas npuunHa CI'’XC - MyTanus B reHe peLenTopa IuIo-
poTen 0B HM3KoM noTHOCTU (LDLR) TOKaIM30BaHHOTO B KOPOTKOM 1171e4e 19 Xpo-

mocoMmbl. Hykneotunnas nens reHa LDLR coctout u3 6onee 45000 HYK/I€OTHUHOB.
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Pucynox 1. Tparcnopm sK302eHH020 U IHO02EHHO20 XOTIECMEPUHA

Ipumeuanns. E - ano6enox E, B-48 - amo6enok B48, C-II - ano6enox CII, aroE - perjeritop — pementop
k anobenky E, B-100 - ano6enox B100, THII-perjeniTop — peuentop K IMIONPOTENAAM HIU3KOII II/IOT-
noctu, TT - tpurnunepuper, JIIJI - nunonpoTennnunasa. [ledeHb — OCHOBHOE MECTO PeIleITOP-O0II0-
cpenosanHoro katabonusma XC JIHIIL. Peunenropst JIHII, pacronoskeHHble Ha FeaTOLNTE, YAANAIOT
XC JTHII u3 rna3msl KpoBu myTtem casbianns JIHIT. O6pasoBaBuiniicst KOMIIIEKC IIOCPEICTBOM B3a-
nmopeiictsusa ¢ 6enkom-agantepom K JIHII-penentopam (LDLRAPI), myTem sHZOLMTO3a IPOHUKAET
B K/I€TKY, 3aTeM HalpaBiAeTCA B MM30COMY, Iie mpoucxoauT paspymenne JIHII-gyactu. CeaspiBanme
PCSK9 ¢ JTHII-penenTopoM Ha MOBEPXHOCTH remarouura crocobcrsyer gerpaganuu JIHII n npenor-
BpAIl[aeT ero PerypKy/IAINIo yepes MeMOpaHy. X0/IeCTepIH ABNAETCA BaKHOI COCTABHOI YaCThIO KIe-
TOYHBIX MEMOPaH, y4acTBYeT B OMOCHHTE3€ JKeMIHBIX KICIOT, MCIIONb3YeTCs 11 OMOCHHTe3a CTePOu -
HbIX TOPMOHOB ¥ BUTaMMHa D3.

Paseutne CIXC o6ycnoBineHo fiedeKTaMy TeHOB 0€/IKOB, Y4aCTBYIOLINX B Me-
TaboIM3Me TUIIONPOTEN OB, B pe3y/IbTaTe KOTOPBIX HAPYIIAETCS 3aXBaT KIeTKaMM
JIHIT-yacTui u B kposy nosbimaerca yposenb XC JIHIL B saBucumocTtu ot myTu
HaCIeJOBaHM BBIJEAIOT ayTOCOMHO-TOMIMHAHTHYIO U ayTOCOMHO-PEIeCCHBHYIO
CI'XC, xoTopas BCTpedaeTCs KpaiiHe pefiKo. 3a BOSHUKHOBEHNE ayTOCOMHO-OMU-
HaHTHOI CI'XC oTBeTcTBeHHDBI MyTanuu B reHax LDLR, APOB u PCSKO.

Camas yactas reHerndeckas npuanta CI'XC — MyTanus B reHe perenTopa auio-
MIpOTeN 0B HM3KOM IMoTHOCTY (LDLR) T0KaIM30BaHHOTO B KOPOTKOM Iijtede 19 Xpo-
mocomsl. Hyxieorupuas nens reHa LDLR cocrout us 6onee 45000 HYK/I€OTHIOB.
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WHehopmauus ans naumeHTa

B xakom BO3pacCTe€ HY>KHO JTUTHOCTUPOBATDH ceMeﬁﬂym I‘I/IIICPXOIICCTCPI/IHCMMIO?

JItony ¢ ceMeitHOM TUIIepPXOeCcTepUHeMIell OObBIYHO MMEIOT BBICOKMIT OOImMit
xonectepuH u soicokuit XC JIHII ¢ poxxpenns. PekoMmengyeTcsa poguTensam, MMero-
MM CeMeTHYI0 TUIIePXOTeCTePUHEMNUIO, 0OPAIaThCsl K Bpady /st 00C/IeoBaHUsA
CBOMX JIeTell 0 IOCTV>KeH Vs MMM IITKOJIbHOTO Bo3pacTa. IlogTBepXeHne fuarnosa
Ba)KHO B JIETCKOM J IOHOIIIECKOM BO3pacTe. YeM paHblile U3MEHUTD AMETY, INIeBble
IPUBBIYKY U HAYATh JIeYeHNE, TeM MeHbIle Oy/jeT PICK PasBUTUsI aTePOCKIEpO3a

Y CBSI3aHHBIX C HUM OC/IOKHEHUIA.

BAJKHO

B cemvsix ¢ OuaeHOCMUPOBaAHHOI cemeliHoll eunepxonecmepunemueti peKomeH-
Oyemcst mecmuposanue demetl 015 OUAZHOCMUKU IMO020 3A0071€8AHUS 00 B0COMU-
nlemHezo 603pacma. Imo no3eongem nposecti HeoOX00UMY0 KOPPEKUU NUMaHUsL
u 0bpasa iHusHu pebeHxa, a maxxie npu HeoOX00UMOCMU HAZHAYUMb eMy dPPek-

musHoe neveHue.

Kak moxHo ymenpmntb XC JIHIT?

CHU3UTD XO/IeCTepUH MOXKHO IIPY IIOMOLIM [UETbI, PEryaspHON PUsNIecKoil
aKTMBHOCTM, OTKa3a OT KypeHUA U INpUMeHeHMA CHellMalbHBIX JeKapCTBEeHHBIX
Ipemnaparos.

VsmeHeHMA B MUTaHUU — TIEPBBIN LIaT B CHYDKEHUM YPOBHA XO/IeCTepuHA Jid
BCEX JIIOJEN € CeMEITHOI TunepxoaecTepuHemMueil. VisMeneHnus B fuere MOTyT CHMU-
3UTh XonecrepuH Ha 10-15%.

Jns1 mromeit ceMeiiHON TUIepX0IecTepIHEeMIeN 9TOTO CHIDKeH s ObIBaeT Hefo-
CTaTOYHO, II03TOMY Ha3HAYAIOTCS XOJeCTEPMHCHIDKaloMmye npenaparbl. Lens me-
4eHMst (IMeThl U IEKapCTBEHHBIX IIPeHapaToB) — CHU3UTb ypoBeHb XC JIHIT Hmxke
2,5 MMOJIB/TT y B3POC/IBIX M HMKE 3,5 MMOJIB/ y meTelt. [l Tex meTeil M B3pOC/IbIX
¢ CT'XC, xto yxxe uMeer 3aboneBanue ceppua u cocynos, XC JIHIT gomkeH 6bITh
H1oKe 1,8 MMOJIB/I.

Korpa senoBex Hacmenyert gedeKkTHbII el 0T 060oux popguterneit, THII-penentop
MO>KET IIOJTHOCTBIO OTCYTCTBOBATb B KJIETKaX. B 3TOM cy4yae mMeeTcs MECTO 9KCTpe-
ManbHO BbicoKoe nosbiureHne XC JIHII, A cHM>KeHUs KOTOPOTO HapAAY ¢ ANeTOl

U JIEKapCTBEHHBIMU IIperapaTaMy HeoOXO MO IIPOBeieHNe PeTy/IAPHON (KasK/ble

75

WHeopmaumsa Ans naumeHTa

B xakom BO3pacTe HY>KHO TUTHOCTNPOBAThH ceMeI'/'mym I‘I/IHCPXOHCCTCPI/IHCMI/IIO?

JItony ¢ ceMeiiHOV I'UIIepXOJiecTepMHeMIell 0ObIYHO MMEIOT BBICOKMIT OOt
xonectepuH u Beicoknit XC JIHII ¢ poxpenns. Pekomenpyerca pogutensam, uMero-
I[VIM CeMEeITHYIO TUIIepX0IeCTePUHEMUIO, OOpaIaThCsA K Bpady i 06C/IefoBaHUA
CBOMX JIeTell 10 JOCTV>KeH W MMM LIKOJIbHOTO Bo3pacTa. [logTBepXneHne fuaruosa
Ba)KHO B JIETCKOM J IOHOLLIECKOM BO3pacTe. YeM paHblile U3SMEHUTD AMETY, INIeBble
IPUBBIYKY U HAa4aTb JIeUeHMe, TeM MeHblle Oy[ieT PUCK PasBUTHUSA aTepPOCKIepo3a

U CBSI3aHHBIX C HUM OC/IOXKHEHUIA.

BAJKHO

B cembax ¢ OuazHOCMUpoSaHHOL ceMeliHOl eunepxonecmepuHemuesi peKxomeH-
Oyemcst mecmuposanue demetl 071 OUAZHOCMUKU IM020 3A0071€8AHUT 00 B0CHMU-
JIemHe20 803pacma. Imo no3eosAem NPOBeCcHU He0OX00UMYI0 KOPPEKUUI0 NUMAHUS
u 06pasa Hu3Hu pebexka, a maxie npu HeoOXOOUMOCMU HAZHAUUMb emy IPPek-
mueHoe neueHue.

Kak moxxno ymenpmnts XC JTHIT?

CHU3UTD XOJIeCTEPUH MOXKHO IIPY IIOMOILIY JUETBI, PeryaAapHOi (pUsMdecKoi
aKTMBHOCTY, OTKa3a OT KypeHMA U IPUMEHEHMA CIelMaNbHBIX JTeKapCTBEHHBIX
Tpenaparos.

VsmMeHeHMA B MUTaHUMU — TIEPBBIN LIaT B CHVDKEHUM YPOBHA XO/IeCTepUHA A
BCeX JIIOfiell C CeMEVIHON TuIepxonecTepyHeMueil. Vismenennsa B fueTe MOIyT CHU-
3UTh Xonecrepus Ha 10-15%.

Jlns mropeit ceMeliHON TUIIepXOIecTepUHEMUEN 9TOTO CHYKEHN A ObIBaeT Hefo-
CTaTOYHO, II03TOMY Ha3HAYAIOTCS XOJECTEPUMHCHIDKaIomye npenaparbl. Lenp me-
yeHUs ([UeThl U TeKapCTBEHHBIX MIpernapaToB) — CHU3UTb yposeHb XC JIHIT nmke
2,5 MMOJIB/T Y B3POCBIX 1 HIKe 3,5 MMOJB/N y fieTeit. JInd Tex meTeil M B3pOCIbIX
¢ CI'’XC, xTo yxe nmeet 3aboneBanne cepaia u cocynos, XC JIHIT nomxeH 6bITh
HIDKe 1,8 MMOB/II.

Korpa genoBex Hacnmenyert feeKTHbI reH 0T 060ux poguterneit, IHII-perentop
MO>KeT ITOJTHOCTDIO OTCYTCTBOBATb B K/IeTKaX. B 9TOM c/rydae nMeeTCsa MeCTO 3KCTpe-
ManbHO Bbicokoe nosbinteHne XC JIHII, 1A cHM>KeHMs KOTOPOTro HapAAY ¢ IUEeTOl

U JIEKapCTBEHHBIMH IIperapaTtaMit He0OXOAMMO IIPOBeieHNe PEry/IsAPHOI (KaXK/jble

75



WHehopmauus ans naumeHTa

EcTb HeckONMbKO BHENIIHMX NMPU3HAKOB, KOTOPbIe MOTYT OIpefenATbCsA Ipu ce-
MEJTHOI TUITePXOIeCTePUHEMMI: YTOIEHe CYXOXKVIUIL VIV SKe/ITOBATble OMSIIIKY
BOKPYT I71a3 (KCaHTenMa3Mbl), HO OHUM He BCerfa ObIBAIOT y MAL[MEHTOB C CeMEITHOI
ruIepxoecTepruHeMyell. VIHOTia Xo/mecTepyH OTKIagbIBAaeTCA B pajyKKe (IIBeTHOM

YJacTy) I71a3a B BUie apKy (IMMIUIHASA 1yTa POTOBULIBI).

BAJKHO

Cemeiinas sunepxonecmepuHeMus Moxcern 6bimv 3an0003pena y noeii, Komopole
uMmerom parHee HAYAJIO cePOeUHO-COCYOUCNbLX 3400e6aH ULl 6 MeUeHUe HUHU 6 CO-
4ermanuu ¢ 8bICOKUM YPOBHeM Xonecmepura 6 kposu. Poocmeennuku makux nayuen-
M08 00/HCHbL ONpedenumy y cebst NoKa3ament TUNUOHO20 NPOPUTIS.

Kak AUMATHOCTUPYIOT ceMeﬁmym I‘I/IHCPXOJICCTCPI/IHCMI/IIO?

CeMeliHYI0 IIIIepX0JieCTePUHEMIIO IMAaTHOCTUPYeET Bpad, IIPMMEH A CIIeIIaIbHO
paspaboTaHHbIE [UATHOCTUYECKe KPUTEPUM, YIUTHIBAIOIIME LIe/IBIII KOMIIIEKC KIN-
HIYeCKUX (YPOBEHDb XOTeCTepIMHA, HalIM4Me CYXOXKMIbHBIX KCAHTOM, 3a00/IeBaHMIL,
06yC/IOB/IEHHBIX aTePOCK/IEPO30M Y MAlIMEHTa ¥ YWIEHOB €T0 CeMbU M JIp.) M TeHeTH-
geckuM (pakTopoB. [ reHeTIIYecKoT0 obcnenoBannsa ucnonbsyT JTHK, Boienen-
HYIO U3 KJIeTOK KpoBM. CeMelHYI0 TUIIePXOIeCTePMHEMIUIO IMAaTHOCTUPYIOT, HaXOf A
medekT reHoB, HanpuMep, reHa JIHII-perenitopa. binskue pogcTBeHHUKY, TaKe KakK
ponuTeny, 6paThsA M CECTPhI U eTY MAlLlMeHTa C CeMeITHOII TUIIepXoJIecTepUHeMIeNt,
uMeloT 50% pUCK TaK)ke UMeTb 3T0 3aboneBaHme. O6CefOBaHNe YICHOB CeMbI ABIS-
eTCs1 KTI0UeBbIM /1A paHHel JMAarHOCTYMKY CeMeJHOI IUIepXo/ieCcTepUHEMIIA.

BAJKHO

Cemeiinas zunepxonecmepuHemus OUAZHOCMUPYeMcsi HA OCHOBAHUU KAUHUYE-
CKUX OaHHbLX U 2eHemuUuecko20 00cnedo8anus. Boisenetue onpedenennvix mymanuii
8 pside 2eHO8, OMBEMCMBEHHBIX 30 PA3BUMIUE CEMETIHOL 2unepxoecmepuHemMuu, no-
360/151€M He MOIbKO No0meepOoumy 0uazHo3 y 00ciedyemoeo uenosexd, Ho U npose-
cmu mecmuposarue OIU3KUX UTIEHO8 €20 CEMbU C Uebl0 PaHHell OUAZHOCMUKL 31020
3a6071e8aHUS.
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WHehopmaumsa Ans naumeHTa

EcTb HeCKONbKO BHENTHUX IIPU3HAKOB, KOTOPbIe MOTYT OIpeJeNATbCA IpH Ce-
MEJIHOVI TUIIePXOIeCTePUHEMIN: YTOILEHE CYXOXKVJINII VIV SKe/ITOBATble OMAIIKY
BOKPYT I71a3 (KCaHTe/lIa3Mbl), HO OHJ He BCerfja ObIBAIOT y MALMEHTOB C CeMeITHO
rUIepXonecTepuHeMueit. VIHOTa Xo/mecTepyH OTKIagbIBAETCS B PafyKKe (I[BeTHOI!
YacTI) I71a3a B BUJie apKM (TUIMAHAS LyTa POTOBUIIbI).

BAJKHO

Cemetinas eunepxonecmepunHemMuss Moxcem Ovimy 3ano003pena y mooeti, Komopoie
uMeIom parHee HA1AN0 cepOetHO-COCYOUCMbIX 3a001e6aAHUTE 8 MmedeHUe HUHU 8 CO-
4emanul ¢ BbICOKUM YPOBHEM XONleCepuna 6 Kposu. PodcmeenHUKY makux nayuen-
M08 00/1HCHbL ONpedenumy y cebst NoKa3amentt TUNUOHO20 NPOPUTIA.

Kak guarHocTupyoT ceMeliHyI0 TUIepXo/iecCTepUHEMIIO?

CeMeliHYIO IUIIepX0/IeCTEPHEMIIO IVATHOCTUPYET BPad, IIPMMEH A CIIeIIaTbHO
paspaboTaHHbIE [UATHOCTUYECKIe KPUTEPIUM, YIUTHIBAIOIINE LIe/IbII KOMIUIEKC KIN-
HIYeCKNX (YpOBEHb XOJIeCTepyHA, HaIM4ye CYXOXVJIbHBIX KCAHTOM, 3a00/IeBaHMIL,
00yCTIOB/IEHHBIX aTePOCK/IEPO30M Y MAIVIeHTa U WICHOB €r0 CEMbM M Ip.) U TeHeTH-
gyeckyuM ¢akTopoB. 14 reHeTndyeckoro obcnenosanus ucnonssyior [JHK, Boienen-
HYIO 13 K7IeTOK KpoBU. CeMellHYI0 IrMnepxonecTepuMHeMIIO JMaTHOCTUPYIOT, HAXOMA
nedexT reHos, HanpuMmep, rena JIHII-penenitopa. binskue pogcTBeHHNKY, TaKMe KaK
poxuteny, O6paths U CECTPBI I IETY MALMEHTa C CEMEITHOI TUIePX0/eCTepIHEMIEN,
umeroT 50% pUCK TaK>Ke MMeTh 9T0 3aboneBanne. O6CIeJOBaHNMe YWIEHOB CEMbU SIBTIS-

€TCA KJTIOYEBbIM /I paHHeﬁ[ ONATrHOCTUKU ceMenHom TUTIEPXOJIECTEPMHEMIN.

BAJKHO

Cenmeiinas eunepxonecmepuHemus OUAeHOCMUPYeMcsi HA OCHOBAHUU KUHUYe-
CKUX OaHHbLX U 2eHemuUuecko20 00cnedo8anus. Boissnenue onpedenennix mymauii
8 pside 2eHO8, OMBEMCMBEHHBIX 34 PA3BUNIUE CEMELIHO 2unepxosiecmepuHemMuu, no-
380715€M He MONbKO noomeepoums 0uazHo3 y o6cnedyemozo uenosexd, HO U npose-
cmu mecmuposanue OIU3KUX UTIEHO8 €20 CeMbU C Uebl0 paHHell OUAZHOCHMUKY 31020
3a0071e6aHUSL.
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2. 3Tnonorus n naToreHes

Ten LDLR pacmonoeH, I/TaBHBIM 00pa3oM, Ha TIOBEPXHOCTY TelaTOLUTOB 1 UTpa-
€T K/IIOYEBYIO PO/b B CBA3BIBAHUIU U BBIBEIEHMM M3 KPOBOTOKA LIMPKYIMPYIOLINX
JIHIT-yactuu. Ha cerogusiuramit fens usBectHo 6omee 1600 myTaruit LDLR, crioco6-
HBIX HapyIINTb PYyHKLMIO peljeriTopa 1 Bei3piBaTh passutye CIXC. MyTaiun B reHe
LDLR obycnaBnuBaior ot 85% 0 90% cnydaes CI'XC. B HacrosIee BpeMs UAEHTHU-
¢unypoBaHo mATH KMaccoB Myrauuit pererrropa JIHIL ITpu mytaumsx 1-ro kimacca
MIOJTHOCTBIO HAPYILIAETCS CMHTE3 PELelITOPOB B 9HOIIA3MaTUYECKOM PETUKYTYMe,
IpY [PYTUX KJIACCaX MyTAalnit pOPMUPYIOTCS USMEHEHHBIE perljelTopel. MyTramnun
2-TO KJ1acca HapyIIaloT TPAHCIOPT PELENTOPOB B anmnapar ['onbixu, MyTauuu 3-ro
K/Iacca npenATcTBYIOT cBaAsbiBanuo JIHII ¢ penienntopom, MyTanmm 4-ro Kjaacca Ha-
pyuaioT GpopMupoBaHe KOMIIIEKCA PeLleIITOP-IUTaH g, IPpY MyTalMAX 5-T0 KIacca
IIPOMCXOAUT CUHTE3 PELeITOPOB, He CIIOCOOHBIX K PELMPKY/IALUY Ha IIOBEPXHOCTD
knetky. [Ipumunnort CI'’XC Hanbosee 4acTo ABIAOTCA MyTaluu HOoTepy QYHKIUY
(loss of-function) B rene LDLR, uMelomye KOZOMIHAHTHBII ayTOCOMHBIII TUI Ha-
cneposanuA. Okono 1-2% cnyyaes CI'XC cBasano ¢ myrauusamu rena PCSKO9, ko-
pupymomero cuaTes PCSKY, koropsiit perynupyer konndectso JIHII-penentopos
Ha IOBEPXHOCTY KJIETKM M CHOCOOCTBYeT MX ferpajauyu. MyTauuu ycuaeHus
¢yukuuu (gain-of-function) rena PCSK9 cmoco6cTBYIOT yMEHbLIEHNIO PELIeITOPOB
JIHII. ITanyeHTsI ¢ JaHHON MyTanyeit umeroT 661bunii yposens XC JIHIT u 6onee
BBICOKMIT PYCK ITpexjieBpeMeHHoro pasputusa VIBC, yem 60nbHBIE ¢ MyTalMeil FeHa
LDLR. B cembsX, Ifie OOVH U3 POAUTeNell MMeeT JOMMHAHTHBIN MYTaHTHBIN ajl-
71e/Ib, BEPOSATHOCTD Hac/IeOBaHMA IaTONOTMYECKOTO aens coctapusaeT 50%. [Ipn
HacjleloBaHUM IBYX MYTAHTHBIX a/jiefieil BOSHMKAaeT KOMIIayH/JHasA TeTepPO3UTOoTa,
KIMHUYECKY TPYFHO OTIMYMMas oT romosurotHoit popmbl CIXC, HO 3adacTyio
umerontas 6omee Huskuit yposeus XC JTHIIL

Bropaa mo uyactore mpuumHa CI'XC - MyTanus B TeHe allONUIIONPOTEMHA
B (APOB), xogupyiomem amnoB. AmoB geiictByer Kak nuraup gnst JIHII-peuenro-
poB. AnoB cymectByert B Bujie AByX n3odopm: arroB48 1 amoB100 1 KOHTpoIMpyeT-
csreHoMm APOB. T'en, kogupyromuit anoB100, 10xanusyeTcs Bo BTOPOI XpOMOCOME.
MyTtanun resa APOB npusopaT x Hapymennio ceaspisanusa XC JIHII ¢ JIHII-pe-
LIEIITOPOM, CIIOCOOCTBYs yBenuueHuto kouneHTpauun XC JIHIT B xposu. JlaHHbIi
TUII MyTalluy Yallie BCTPeYaeTCs Cpefiu HapomoB 3amajHoli EBpomnbl. Bropeim Ha-
3BaHIeM 3a00/IeBaAHIISI ABJISIETCSI «CeMeIHBIIT e eKT aroB». B pesynbrare nsmene-
Huit B reHe nonosuHa JIHII-yacTui He cocobHa cBsizarbest ¢ JIHII-perenntopom.
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2. 3Tnonorus n naToreHes

T'en LDLR pacmonoykeH, IJTaBHBIM 00pa3oM, Ha IIOBEPXHOCTY TelaTOLUTOB M UTpa-
€T K/IIOYEBYIO PO/Ib B CBASBIBAHMI U BBIBEIEHMM M3 KPOBOTOKA LIMPKYIMPYIOLINX
JIHIT-gactuu. Ha cerogusinnmii fenp ussectHo 6onee 1600 myrtanuit LDLR, crioco6-
HBIX HapyIInuTh QYHKLMIO pelienTopa 1 Bb3biBaTh passutiie CIXC. Myrauun B reHe
LDLR obycnaBnusaoT ot 85% 10 90% cnydaes CI'’XC. B HacTosIIee BpeMs UAEHTH-
¢buupoBaHo mATH KnaccoB MyTanuuit peuentopa JIHIL. IIpn MmyTanmsx 1-ro kimacca
IIOTHOCTBIO HapYIIAeTCsA CMHTE3 PELIeNITOPOB B 3HMIOI/IA3MAaTUYECKOM PETUKYIyMe,
IpY APYIUX KJIaccaXx MyTaluil pOpMUPYIOTCS M3MEHEHHBIe peljenTopel. MyTauun
2-T0 KJ1acCa HapyIIaloT TPAHCIOPT PELENTOPOB B anmnapar ['onbixu, MyTauuu 3-ro
KJIacca NpenATCTBYIOT cBA3biBanMIo JIHII ¢ peenntopom, MyTanum 4-ro Kiacca Ha-
py1uaoT GpopMUpoBaHIe KOMIIIEKCA PELielITOP-TUTaH, IPU MYTaLMsAX 5-T0 K/lacca
IIPOMCXOUT CUHTE3 PELIeITOPOB, He CIIOCOOHBIX K PELMPKY/IALNU Ha TOBEPXHOCTD
kiaerku. [puunnoit CI'’XC nambosee 4acTo ABISAIOTCS MyTaLUM OTepy GyHKIIUN
(loss of-function) B rene LDLR, umeroujue KOZOMUHAHTHBII ayTOCOMHBIII TUII Ha-
cnepoanus. Oxono 1-2% cnydaes CI'XC cBasano ¢ myTtauuamu rena PCSK9, ko-
pupytomero cunre3 PCSKY, xoropniit perynnpyer konundectso JIHII-penentopos
Ha [OBEPXHOCTM KJIETKVM M CIIOCOOCTBYeT MX jerpajgaumn. Myraumm yCuieHus
¢yukun (gain-of-function) rera PCSK9 crioco6CcTBYI0T yMEHBIIEHNIO PELIETITOPOB
JIHII. ITanpeHTHI ¢ faHHON MyTanyeil umetoT 061bpmuii yposensb XC JIHIT u 6onee
BBICOKMII PUCK IIpex/ieBpeMeHHOro pa3sutusa VIBC, yem 6obHbIe ¢ MyTaljueil reHa
LDLR. B cembsX, Ifie OOVH U3 POAUTENEN MMeeT NTOMWHAHTHBI MYTaHTHBIN ajl-
JIeNb, BEPOATHOCTD HACIeNOBaHNA ITATONMOTUYECKOTO aiena coctasusaeT 50%. [Ipn
Hac/IeJOBAaHNM ABYX MYTaHTHBIX ajilefiell BO3HMKAeT KOMIAyH/IHAS TeTepO3UToTa,
KJIMHIYeCKY TPYRAHO OTIMYMMas oT romo3urorHoit ¢popmsr CI'XC, HO 3a4acTylo
umMerontas 6onee Huskuit yposensb XC JTHIIL

Bropas mo vacrote mpumuymHa CI'XC - Myraumusa B TeHe alOAUIIONPOTEMHA
B (APOB), xopupyromem anoB. AmoB pevicTByer kak nurang aas JIHII-penento-
poB. A1oB cyutecTByeT B Buzie AByX nzogpopm: arroB48 1 anoB100 u koHTponupyer-
csarenoM APOB. I'en, kogupytomuit anoB100, mokanusyeTcs BO BTOPOI XpOMOCOMe.
Myrauunu rena APOB npuBogat k Hapymenuto cBasbiBanua XC JIHIT ¢ JTHII-pe-
LIENITOPOM, CIIOCOOCTBYs yBenndennto kouuexntpanuu XC JIHII B kposu. Jauublit
TUII MyTalluy Yallle BCTPedaeTcs Cpefiu HaponoB 3anajiHoii EBpomnbl. Bropeim Ha-
3BaHNeM 3a00JIeBaHN ABJISAETCS «CeMelHbII fedeKT anoB». B pe3ynbrare nsMmene-

Huit B rede nomosuHa JIHII-vacTui He coco6Ha cBsisatbes ¢ JIHII-perjenitopom.
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2. 3Tnonorus n naToreHes

Myranun rena APOB obecnieunsaior ot 5 go 10% cnyvaes CI'’XC. BoisaBneno He-
CKOJIbKO TaTOTeHHbIX MyTanuit reHa APOB. IlokazaHo, YTO HOCUTENIM MYyTaLMit
rera LDLR umetot 60ee Boicokuit yposeHb OXC u XC JIHII u 607ee BbipakeHHBIE
NIpOAB/IEHNA aT€POCK/IEpPO3a apTepuii, yueM HocuTeau MmyTauuii resa APOB.

Tpernit res, MyTanum B KOTOPOM MOTYT IpuBoauTh K passutuio CI'’XC, - ato
rer PCSK9, xoanpyromnit IponpoTenHKOHBEPTasy CyOTUIN3MH/KEKCUH 9 TuIa —
CEpUHOBYI0 IIPOTeasy, y4acTByomyo B paspymenun J/IHII-penentopa. Myraunmu,
IpUBOAAIIME K yCUTeHNIO QYHKIMOHANbHOM akTuBHOCTH PCSK9 (Muccenc-myTa-
1[U1), BEISBIBAIOT MOBBINIEHHOe paspyiuenye JIHII-penenTopos, B pe3ynbTrare 4ero
YMEHDIIAETCA KOMNYECTBO PEIeNTOPOB Ha IIOBEPXHOCTU K/IETKM U Pa3BUBAETCA
I'’XC. TamueHTsl ¢ faHHON MyTauyeil uMmenT 66apumit yposens XC JIHIT n 60-
Jlee BBICOKMIT PUCK Ipex/ieBpeMeHHoro passuTis VIBC, yem 60/1bHBIE ¢ MyTaLyel
rera LDLR. Kpome Toro, MyTanuu, ycunusamoiue GyHKIMOHATbHYI0 aKTUBHOCTD
PCSKO9, ctocoOHBI CTHMYIMPOBATh CUHTE3 HeYeHbI0 TNIIONPOTEN 0B, COTEPKAIUX
anoB, uTo Taxxke npuBogut k I'XC. Mytanun rena PCSK9 o6ycnasnuBaloT MeHee
5% cnyuyaes CI'’XC. Yposuu XC JIHII y Hocuteneit muccenc-myrauuii PCSK9 ouenn
BapbUPYIOT OT OTHOCUTEIbHO YMEPEHHBIX [0 O4eHb BBICOKMX.

ITo panubiM Bputanckoro Perucrpa CI'XC, cpenn 232 GOIBHBIX € TeHETUYECKU
IO/ TBEP>KAEHHBIM IMaTHO30M, OKOJI0 93% MyTaumit, cesasaHHbIX ¢ CIXC, 6b111 BbI-
Asnensl B rede LDLR, 5% B rene APOB 1 oxomo 2% B rese PCSKO.

Myranun B renax LDLRAPI, ABCG5, ABCGS, CYP7A1 uMeIOT pelecCUBHBIN
TUII HAC/TIeJOBAHMA U KIMHUYECKU IIPOABIAIOTCA TONbKO Kak romosuroTas CIXC
(roCI'XC). Myranunu rena LDLRAPI cBs3aHbl ¢ KORMpOBaHMeM Oenka-afarrepa
JIHII-peuentopos. IIpu CI'XC, cBasanHoit ¢ mytaunusamu resa LDLRAPI, nabniona-
eTcs1 oueHb BpICOKMIT ypoBeHb XC JIHII 1 MaccuBHBIE KCAHTOMBI, HAIIOMUHAIOIINE
roCI'XC. Ba>XxHbIM OT/INYMEM SIBIAETCA OTCYTCTBYE ITUIIEPIUIINIEMUN Y POAUTENIEN.

B nocnepHee BpeMs B KayeCcTBe I'€HOB-KaHAMATOB, MyTall} B KOTOPBIX BbI3bI-
BaoT pasputne CI'XC, paccmarpusarorca Takxe STAPI, LIPA u PNPLAS.

CoracHO COBpeMEHHOII KOHL[ENIINY Pa3BUTUA aTEPOCK/IEPO3a, B COOTBETCTBUN
C MUOUAHO-NHOUIBTPALMOHHOI Teopuelt, GOPMUPOBAHNE ATEPOCKIEPOTUIECKOI
O11A1KM 00YC/IOB/IEHO IIOCTYIIIEHNEM B Cy09H/J0Te/IalbHOe IPOCTPAHCTBO KaK Ha-
TUBHBIX, TaK 1 OKMCTIEHHBIX (Mopuduunposanusix) JIHII. YeMm Bbllite ypOBeHb I10-

CIIEAHNX B IIJTa3M€ KPpOBM, TEM MHTEHCUBHEE IIPOTEKAET 3TOT IIpOLECC. bonee Toro,
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Myrtanun rena APOB obecneunBaior oT 5 go 10% cnygaes CI'XC. BoiaBneno ne-
CKOJIbKO TaTOTeHHbIX MyTanuit reHa APOB. IlokazaHo, YTO HOCUTENM MYyTaLMit
rea LDLR umetot 60nee Boicokuii yposenb OXC u XC JIHII u 607ee BbiparkeHHbIe
IpOABIEHNA aTepOCKIepo3a apTepuil, 4eM HocuTeny myTanuit rena APOB.

Tpetuii reH, MyTanumu B KOTOpOM MOTYT IpuBoAuUTh K passutuio CI'XC, - ato
red PCSK9, kogupymouuit IpornpoTenHKOHBEPTa3y CYOTUNNSIH/KEeKCUH 9 Tuma —
CEpMHOBYI0 IPOTeasy, yyacTByouyo B paspymennuy JIHII-penentopa. Myraunnu,
IpUBOASAILINE K yCuIeHno QyHKIMOHanbHOI akTuBHOCTH PCSK9 (MucceHc-MmyTa-
11/M), BBI3BIBAIOT NOBbIIIeHHOe paspyuienne /IHII-penentopos, B pe3ybrare yero
YMEHDIIAETCA KOMMYECTBO PEIeNITOPOB Ha IIOBEPXHOCTHU KJIETKM U pasBUBaeTCA
I'’XC. TlanueHTsl ¢ faHHON MyTauueil uMmeoT 66abumit yposeno XC JIHIT u 60-
Jlee BBICOKUIT PUCK IpexeBpeMerHoro passutus VIBC, yeM 6onbHbIe ¢ MyTanye
rea LDLR. Kpome Toro, MyTanuu, ycunusamoiue GyHKIMOHATbHYI0 aKTUBHOCTD
PCSKY9, c11oco6HBI CTHMYIMPOBATh CMHTE3 IeYeHbI0 TNIIONPOTEN OB, COTEPKAIINX
anoB, uTo Taxxke npuBogut k I'’XC. Mytanun rera PCSK9 o6ycnasnuBaioT MeHee
5% ciyqaes CI'XC. Yposau XC JIHII y Hocuterneit muccerc-myrannit PCSK9 ouenn
BapbUPYIOT OT OTHOCUTEIBHO YMEPEHHBIX [IO O4eHb BBICOKMX.

ITo mauusM Bpuranckoro Perncrpa CI'XC, cpepu 232 60IBHBIX C TeHETUYIECKN
IIOATBEP>KAEeHHBIM JUaTHO30M, OKOJIO 93% MyTauuii, cBs3aHHbIX ¢ CI'XC, 6b11u BbI-
aBnenbl B reHe LDLR, 5% B rene APOB n oxomno 2% B rene PCSKO.

Myranun B renax LDLRAPI, ABCG5, ABCGS, CYP7A1 uMeIOT pelrecCUBHBIN
THUII HAC/TIEIOBAHMA U K/IIMHUYECKU IIPOSBIIAIOTCA TONBKO Kak romosuroTHas CIXC
(roCI'XC). Myranuu rena LDLRAPI cBA3aHbl ¢ KORMpOBaHMeM Oe/ka-afarrepa
JIHII-peuentopos. IIpu CI'’XC, cBasanHoi ¢ myraunusamu resa LDLRAPI, nabniona-
eTcsl oueHb BbICOKMIT ypoBeHb XC JIHII 1 MaccuBHBIE KCAHTOMBI, HAIIOMMHAIOMINE
roCI'XC. Ba>xHBIM OTNMYMEM ABNIAETCA OTCYTCTBYUE TUIIEPIUIINIEMIY Y POJUTENIEIL.

B nocnepnee BpeMs B KayeCcTBe T€HOB-KaHAMAATOB, MyTally B KOTOPBIX BbI3bI-
BaroT pasputie CI'XC, paccmarpusatorcsa Takxe STAPI, LIPA w PNPLAS.

CornacHO COBpeMEHHOII KOHL[ENINY PasBUTUA aTEPOCKIEPO3a, B COOTBETCTBUM
C MUNMTHO-MHPUIBTPALIMOHHOI Teopuell, GOpMUpOBaHIe aTepOCKICPOTUIECKO
671s1IKY 06YCIOB/IEHO MOCTYIUIEHNEM B CYO9HJOTeNNaIbHOE IPOCTPAHCTBO KaK Ha-
TUBHBIX, TaK M OKMCTIeHHBIX (MopuduunpoBanubix) JIHIL. YeM Bbllie ypoBeHbD I10-

CIE€AHMX B IIJTa3M€ KpOBU, TEM MHTEHCUBHEE ITPOTEKAET 3TOT IIpOLECC. bonee TOTO,
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u3 kpoBu. Vismenenus B rene JIHII-penienitopa NpuBoAsAT K TOMY, YTO OH TepsET CIO-
COOHOCTB K yIa/IeHII0 X0/IeCTePIH-COfePKAIINX JACTHL] U3 KPOBIL

bonpmmHcTBO NMIOKEN C CEMENHON TMIIepXO/IeCTePUHEMMEN HAC/IeAYIOT OfVH
medextusiit red JIHII-perjenitopa OT OFHOTO M3 POJUTENelt, M OFUH HOPMAJIbHbII
red JIHII-penenTtopa ot gpyroro poputens. CaefoBaTebHO, OHY MMEIOT TONBKO
50% HOpMabHO paborafomux JIHII-perenTopoB Ha IOBEPXHOCTHU KIETOK. ITO Be-
IeT K ToMY, 4To y HuX yposeHb XC JIHII B KpoBU 3HaUMTE/IbHO MOBbIIIEH C CAMOTO
PO>K/IeHNA 110 CPaBHEHUIO C JIIOZbMMU 6e3 ceMelTHOl rumepxoectepuHeMun. Takum
06pasom, y /ofell ¢ CeMelHOI IUIepXoIeCTepUHeMIell BbIIIe PUCK PasBUTHUS aTe-
POCK/IEpOTHYECKNX OMAIIEK ¥ CePAeYHO-COCYANCTHIX OCITOKHEHMIT, KOTOphIe MOTY
PasBMBATbCA B MOJIOZOM BO3pacTe.

BAJKHO

IIpununoii cemeiinoil eunepxonecmepuremull A67AI0MCL USMEHEHUS 6 2eHe, KO-
mopuotii kooupyem JIHII-peuenmop. Hepexmnuiti JIHII-peyenmop He moxem yoa-
name XC JIHIT u3 kposeu. V36vimox xonecmepuna HaAKanaueaemcs 6 CmenxKax Kpo-

BEHOCHBIX COCY008, NPUBOOS K PA3BUMUIO CepIetHO-COCYOUCbLX 3A001e8AHUT.

Kak MoxHO 3anmoxo3puTh ceMeimylo I‘I/IlIerO)IeCTePI/IHeMI/IIO?

CeMeitHYI0 I'MIIepXOIeCTePUHEMIIO MOXHO 3aIIOJ03PUTh, KOIZla B CEMbe eCTb
CIy4au paHHEro Hayaja CepHevyHO-COCYIMCTHIX 3abonmeBaHmil. Tak, ecium KTO-TO
U3 4JIEHOB CeMbM NepeHec MHGAPKT MUOKapya (CepfiedHblil MPUCTYII) MU MOSTO-
BOJI MHCY/IBT B Bo3pacTe paHee 50—60 /1eT, 9TO MOXKET OBITDH CIe[ICTBIEM BBICOKOTO
YPOBHs XONeCTepUHA. B TaKMX CIydasX peKOMEH[YeTCs OIpele/TUuTb MoKasaTesn
JIUINHOTO TIPOQUIIst KPOBY Y YIEHOB CEMbH MAIIMeHTa:

- JIMIMUEHBIA TPOGUIb ONpefe/isieT pasAINdHble TUIIBI TUIONPOTENOB B KPOB,
Takue kak obmuit xonecrepus, XCJITHII, xonecTepyH IUIONPOTENIOB BHICOKOI
wrotHocty (XC JIBII) u Tpurmnmepnpmbl.

- [OMArHOCTMPOBATb M JIEYNTh CEMENHYIO TUIIEPXO/IECTEPUHEMUI0 BAaXKHO yXKe
B IeTCKOM Bo3pacre. Jledenne 6omee 9pPpeKkTNBHO, KOT/Ia OHO HAYMHAETCS PAHO
U [0 TOTO, KaK HAKOIIIEHIE XO/IeCTEPIHA B CTEHKAX COCYLOB IIPUBOJUT K 06pa-
30BAHIIO AT€POCKIEPOTUIECKUX OJISAIIEK, CHIBHO CYXXIMBAIOIINX IIPOCBET KPO-
BEHOCHBIX COCYZIOB, U IMPUBOASIINX K PA3BUTUIO CEPAEIHO-COCYAUCTHIX KaTa-
cTpod — MH(APKTOB ¥ MHCY/IBTOB.
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u3 KpoBu. Vismenenus B rene JIHII-penentopa NpuBogsAT K TOMY, YTO OH TepseT CIIO-
COOHOCTb K yIa/IleHII0 X0/IeCTePIH-COflepKAIINX JACTHIL] U3 KPOBIL

BonpmmucTBO MIOAEI C ceMeiiHON IuIepXonecTepMHEMMEN HAC/lIefyoT OUH
medektHbIil red JIHII-perieniTopa OT OZHOTO U3 POUTENeEl, ¥ OfUH HOPMAaJIbHBbII
red JIHII-penenTtopa ot gpyroro poputens. CnefoBaTebHO, OHY MIMEIOT TONBKO
50% HopMasnbHO paboratouux JIHII-perenTopoB Ha HOBEPXHOCTHU KIETOK. DTO Be-
IeT K ToMY, 4To Y HuX yposeHb XC JIHII B KpoBM 3HaUMTE/IbHO MOBBIIIEH C CAMOTO
POXK[EH [0 CPABHEHUIO C MI0AbMU 6e3 ceMeilHOl runepxonectepuHeMmn. Takum
06pasoM, y IIofieit C CeMeTHOI TUITepXOnIecTepuHeMIelt BbIlle PUCK Pa3BUTHS aTe-
POCK/IEpOTUYECKNX ONISIIEK ¥ CePAEYHO-COCYAUCTHIX OCIOXHEHMIT, KOTOpbIe MOTY

Ppa3BMBATHCA B MOJIOJOM BO3pacTe.

BAJKHO

IIpununoii cemeiinoil eunepxonecmepureMull A6AI0MCL USMEHEHUS 6 2eHe, KO-
mopuuti kooupyem JIHII-peyenmop. Hepexmnuiii IHII-peuenmop He moxcem yoa-
nsme XC JIHIT u3 xposu. V30vimox xonecmepuna HAKANAUBACTNCS 8 CHEHKAX KPO-
BEHOCHDLX COCY008, NPUBOOS K PA3BUIMUIO CePOeUHO-COCYOUCTbIX 3A00/1e6AHUI.

Kak MmoxHO 3anomo3puUTh ceMeimy}o I‘I/IHCPXO)ICCTCPI/IHCMI/IIO?

CeMeliHYI0 I'MIIEPXOIECTEPUHEMMIO MOXKHO 3aIIOfJ03PUTh, KOTJIA B CEMbe eCTb
CTy4ay paHHEro Hayaja CeplevHO-COCYIMCTHIX 3abomeBaHmil. Tak, ecnmum KTo-To
U3 YICHOB CeMby IepeHeCc MH(MAPKT MMOKapa (CepAedHbIll IPUCTYII) UIN MOSTO-
BOJI MHCY/IBT B Bo3pacTe paHee 50—60 JieT, 9TO MOXeT ObITb C/IEACTBIEM BBICOKOTO
YPOBHA XO/eCTepMHA. B Takux ciydasgx peKOMEHIYeTCs ONpefie/IUTh IOKasaTeln
JUIUHOTO IPOQUIISA KPOBY Y YIEHOB CEMbH MallMeHTa:

- JIMIMEHBIA TPOGUIb ONpefieisieT pasAINuHble TUIIBI TUIONPOTEN OB B KPOBH,
Takye Kak o6uuii xonecteput, XCJIHII, XomecTepuH TMIONPOTEN0B BHICOKOI
mrotHocty (XC JIBII) u Tpurnnuepust.

- [MarHOCTMPOBATb M JI€YUThb CEMENHYI0 TUIIEPXONECTEPMHEMUIO Ba)KHO YXKe
B JleTCKOM BospacTe. JleueHue 6oree a¢(eKTUBHO, KOTIa OHO HAYMHAETCS PAHO
U IO TOTO, KaK HAaKOIIJICHe XO/IeCTePIHA B CTEHKAX COCY/IOB IIPUBOAUT K 06pa-
30BAHIIO AT€POCKIEPOTUYECKUX OJIALIEK, CHIBHO CYXXMBAIOLINX IIPOCBET KPO-
BEHOCHBIX COCY/IOB, ¥ NIPUBOJAIINX K Pa3BUTUIO CEPIEYHO-COCYAUCTBIX KaTa-

ctpo¢ - nH(APKTOB ¥ UHCYIHTOB.

73



WHehopmauus ans naumeHTa

Yro Takoe XONIECTEPUH TNNONIPOTENTOB HU3KOI IIOTHOCTI?

XomecTepuH — 3TO XXUPOBas CYOCTaHLMsI, KOTOpask HeOOXOAMMa HALllEMY Opra-
HU3MY IJIS1 IOCTPOEHNU S KJIeTOK, CUHTe3a TOPMOHOB I TPOM3BOMCTBA JKeMUHBIX KIIC-
noT B nedyeHn. OTHAKO BbICOKUIT yPOBEHb X0/IeCTePMHA B KPOBU MOXKET IPUBOJUTD
K TOMY, YTO TMIIHMI XONIeCTEPMH HAKAII/IMBAETCA B CTEHKAX KPOBEHOCHBIX COCY/IOB,
9TO BefleT K 0OpasOBaHMIO aTePOCKIEPOTUIECKUX OJIALIEK, CYXKAIOLIUX IIPOCBET
cocyna. JacTo aTepockiepoTndecKue OJAIMIKY CY)XMBAIOT IPOCBET apTEPUIl, Kpo-
BOCHA0>Ka0IIMX )XKM3HEHHO Ba>KHbIe OPraHbl HAIlIero OpraHyu3Ma: cepyilie, FOJIOBHO
MO3T, IOYKU U JP., YTO MOXKET IIPUBOAUTD K Pa3BUTUIO CEPbE3HBIX CEPHEYHO-CO-
cypuctbix 3aboneBannmit. XC JIHII - 910 wacTUIbl, KOTOpPBIE COLEPIKATCA B KPOBU
U ABJIAIOTCS TPAHCIOPTHOMN CUCTEMOIL, KOTOpasl IePEeHOCUT XO0/IeCTEPUH OT OJHUX
K/IeTOK Hamero opranmsma K apyrum. Yactuusr XC JIHIT umeroT cnenmaabHbIi
MIPUCOEeIMHEHHBII 6€I0K, Ha3bIBAIOLINIICS allONUIIONpOTenH B. Anonumnonporent
B nanopro6ue mocra cBsisbiBaet gactuibl XC JIHII ¢ kieTkamu Baiero opraHmnsma,
kotopele nMmetoT JIHII-penentop. PenjennTop momoraer kieTkaM «y3HaBaTb» YacTU-
upt XC JIHII. Ecnu penentop win 6em10ok anonumnonporenH B «paboraoT» mioxo,
TO yPOBEHb XO/IeCTEpMHA B Ballleil KpOBU MOBBIMIAETCA. DTO ABIAETCA NMPUYNHON

CeMEeNHOI IUIIepX0/IeCTEPUHEMUML.

BAJKHO

Jlunonpomeudvl HUZKOL NAOMHOCMU MPAHCHOPMUPYIOM XOneCmepuH 8 sauiell
Kkposu K knemxam. Xonecmepun HyxeH Onisl CMPOUMENbCMBA KAEMOK, NPOU3600-
C8a 20pMOH08 U NPoU3soocmaea sxenunvix kuciom. Oonaxo, ecnu XC JTHII cnvuixom
MHO020, OH HAKANAUBAEMCS 8 CIMEHKAX KPOBEHOCHBLX COCYO08 6 8U0e AMepPOCKIePOm-
Yeckux O7uiex.

IIpu4mMHbI ceMelHON IunepxonecTepuHeMIn

OcobeHHOCTH, KOTOpbIE MBI HACTIEAYeM OT POJITEIEN, OIpeae/aoTcs NHOpMa-
e, xpauseiics B JHK. THK copep>KuT reHsl, B KOTOPBIX HAXOFUTCS MHPOpPMa-
LVS1 O BCEX XapPAKTEPUCTIKAX OPraHM3Ma. VI3MeHeH st B TeHaX MOT'YT OBITh IPUYMHOI
HACJIEICTBEHHBIX 3a00/IeBaHNIT. B 6O/IBIIMHCTBE CITyYaes, IpK CEMEITHOI TUIIepXOIe-
CTEPMHEMMIM 3TY M3MEHEHN A HAXONATCA B reHe, KOTopblii Kopupyet JIHII-penenTop.
STOT pelenTop pacronokeH Ha IOBEPXHOCTH KIeTOK 1 yHansaeT dactunbl XC JIHII
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Yro Takoe XONIECTePUH TNNONPOTENTOB HU3KOI INIOTHOCTI?

XoecTepuH — 9TO XUPOBast CyOCTaHINA, KOTOpask HeOOXOMMa HallleMy Opra-
HU3MY JJ151 IOCTPOEHM A KIETOK, CUHTE3a TOPMOHOB M IIPOM3BOJICTBA YKEMYHbIX KIIC-
noT B neyeH. OTHAKO BBICOKUII yPOBEHD XO/IECTEPMHA B KPOBU MOXKET IPUBOJUTD
K TOMY, YTO IMIIHUII XOTIeCTEPUH HaKaIlIMBAETCA B CTEHKaX KPOBEHOCHBIX COCY/IOB,
4TO BefleT K 0OpasoBaHMIO aTePOCKICPOTUUECKUX OJIALIEK, CY)XAIOLINUX IIPOCBET
cocyna. acTo aTepockyiepoTndecKue OJAMIKN CY)XKMBAIOT IPOCBET apTepuil, Kpo-
BOCHA6)Ka 0L MX KM3HEHHO Ba)KHbIE OPTaHbl HAIIET0 OpPraHU3Ma: Cepflie, TOIOBHOII
MOST, TIOYKH M AP., YTO MOXKET HPUBOIUTD K Pa3BUTHUIO CEPbE3HBIX CEPHEeYHO-CO-
cypuctbix 3abonesannit. XC JIHIT — 3T0o 4acTuUIlbl, KOTOpPbIE COIEPIKATCS B KPOBK
U ABJIAIOTCA TPAHCIOPTHOI CUCTEMOI, KOTOPAsl IEPEHOCUT XONIECTEPUH OT OFHUX
KJIeTOK Hamero opranmusma K apyrum. Yactuusl XC JIHIT umeroT cnenmaabHbIi
[IPUCOEANHEHHBIN 6€/I0K, HasbIBAIOIUIICS ALIOUIIONPOTeNH B. Amonunonporenn
B namomo6ue mocta cBsisbiBaet gactuisl XC JIHII ¢ kreTkamu Bairero oprannsma,
koropble umeroT JIHII-penenitop. Peltentop momoraer KjneTkaM «y3HaBaTb» 4acTH-
upr XC JIHIT. Ecnmu penentop win 6e1ok anonunonporenH B «paboraoT» mioxo,
TO YPOBEHb XOJTeCTepMHA B Ballell KPOBMU ITOBBINIAETCA. DTO ABAETCS MPUINMHON

CeMENHOM I'UIIePX0/IeCTEPUHEMUM.

BAJKHO

Jlunonpomeudvl HU3KOL NAOMHOCU MPAHCHOPMUPYIOM X0NeCepuH 6 sauiel
Kkposu K Knemxam. XonecmepuH HyxceH OsI CHPOUMENbCMea Knemok, npouseoo-
C1Mea 20pMoHO8 U NPou3soocmaa sxcenunvix kucnom. Oonaxo, ecnu XC JIHII cnumixom
MH020, OH HAKANTUBAEMCS 8 CMEHKAX KPOBEHOCHBIX COCY006 6 8110 AMmMepoCKiepomu-
YecKUx OngUleK.

IIpn4mHbI ceMeifHOM rUnepXonecTepMHeMUN

OcobeHHOCTH, KOTOpbIe MBI HACTIE[yeM OT POJITeIIel, OIpeaensaoTcs nHhopma-
nueit, xpansmericsa B JHK. THK comep>kut reHsl, B KOTOPbIX HaXORUTCS MHPpOpMa-
L[J51 O BCEX XapaKTePUCTUKAX OPraHu3Ma. VI3aMeHeH st B TeHaX MOT'YT OBbITb IPUYMHOI
HaC/IeACTBEHHbIX 3a00/1eBaHMil. B 60nbIINHCTBe CTy4yaes, Ipy ceMetHOI TUIIepXoie-
CTEPUHEMMIM ST U3MEHEHNA HAXONATCA B reHe, KOTopblii Kopupyet JIHII-penenTop.

STOT PeleNTOop PacIooKeH Ha IOBEPXHOCTH K/IEeTOK 1 yaansaeT dactuibl XC JIHII
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npu gautenbHoM HaxoxjeHnn JIHIT B KkpoBM BepoATHOCTD OKMC/IEHN A YaCTHUL] BO3-
pactaert. [Tanuentsl ¢ CI'’XC xapaKTepu3yOTCA JAUTENTbHON 9KCIIO3UITMel BBICOKO-
ro yposts XC JIHII B KpoBOTOKe, 4TO U 0OYC/IOBIMBAET paHHEE I IIPOrPecCUPYIo-
Ilee pa3BUTHE ATEPOCKIIEpO3a.

Ha pasButnue arepockneposa, B yactHoctu VIBC, y manuentos ¢ CI'’XC okasbl-
BAIOT BIMsIHME Te Ke (PaKTOpPbI pucKa, 4To u y nuiy 6e3 CI'XC: moguduimpyemsore
(aprepuanpnas runeprensus (ATl), caxapusriit fnaber (CII), kypeHue, Huskas u-
3MYecKasi aKTMBHOCTb, OKMpeHHe) U HeMoaupuimpyembie GakTopbl (My>KCKOI
IOJI, BO3PACT, OTATOLIEHHDIN CEMENHbI aHaMHe3 II0 CEpPIeYHO-COCYAMUCTBIM 3a-
6onesannsm (CC3)). lonmonunrenpHble GaKTOPHI PUCKA aTEPOCKIEPO3a, TOMIIMO
I'XC, ysenuuuBaior cMepTHOCTh npu CI'XC. B mera-ananmse 27 mcciefoBaHMNIA,
IIOCBAILICHHOM U3y4YeHUIO BINAHNA pas3INIHbIX PaKTOpOB pucKka Ha passutye CC3
y 60onbHBIX ¢ CI'XC, 6bU1a BbIABIeHA CBA3b Hamnuyua CC3 ¢ BO3pacToM, My>KCKUM
II0JIOM, TUIIEPTOHMEN, CaXapHBIM ;uabeTOM, MHJEKCOM MacChl Tejla, KypeHyeM, KOH-
LeHTpauuen munonporenga(a), yposHem XC JIBII n oTsromuieHHOI HaclIe[CTBEHHO-

CTBIO IO PaHHEMY Pa3BUTHIO aTepocKnepoTudecknx CC3.
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npu gnuTenbHoM Haxox/eHnun JIHIT B KpoBy BepoATHOCTD OKMC/IEHN A YaCTHUI] BO3-
pactaer. [Tannentsl ¢ CI'’XC xapaKTepu3yIOTCsA IUTENIbHON 9KCIIO3MIIMeN BBICOKO-
ro yposHs XC JIHII B KpoBOTOKe, YTO 11 0OYC/IOBIMBAET paHHEe U IPOTrPECCUPYIO-
Ijee pa3BUTHE ATEPOCKIIEPO3a.

Ha pasButne atepockieposa, B yacTHocTu VIBC, y manuentoB ¢ CI'’XC oka3bl-
BAIOT BINUsAHUE Te Xe PaKTOpPbl pucKa, uto u y nur 6es CI'XC: mopndunmpyemble
(aprepuanpuas runeprensus (ATl), caxapuspiit guabet (CII), kypenne, Huskas ¢u-
3MvecKasi aKTMBHOCTb, OKMpeHHUe) U HeMoauuiympyemble GaKkTOpbl (MY>KCKOI
II0JI, BO3PACT, OTATOLIEHHBIN CEMENHBII aHaMHe3 II0 CEePHAeYHO-COCYAUCTBIM 3a-
6onesannsam (CC3)). lomonuntenbHble GaKTOPbI PUCKA aTePOCKIEPO3a, IOMIMO
I'XC, ysenuuusaior cMepTHOCTb npu CI'XC. B meTa-ananuse 27 1cciefoBaHMil,
[OCBSII[EHHOM M3YYeHNUIO BIVSIHIS PasINIHbIX (PaKTOPOB pucka Ha passutue CC3
y 6ombpubix ¢ CI'XC, 6b11a BblsiBieHa ¢BsA3b Hamuuns CC3 ¢ BO3pacTOM, MY>XCKUM
I10/I0M, TUIIEPTOHNEIL, CAXaPHBIM [1abeTOM, MHAEKCOM MACCHI Te/la, KypeHueM, KOH-
LeHTpanyen munonporenga(a), yposHem XC JIBII n oTsromieHHOI Hac/le[CTBEHHO-
CTDBIO II0 paHHEMY Pa3BUTHIO aTepocknepoTudecknx CC3.
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3. Snupemunonorus

3. OnumeMmnonorns

CoracHO MOCTIEIHNM OlLIeHKaM, OfiMH 13 313 4YelloBeK MMeeT TeTOPO3UTOTHYIO
CIr'XC (reCTXC). B rpynmax HaceJeHUs, IPOABARINX «3((EKT OCHOBATENsI»:
cpenu xurteneit FOxuont Adprku, Kanagckoi nposuHiuyu Ksebex, OuunsHaun
U MMBaHLEeB — pacnpocTtpaHeHHOCTb reCI'XC mocTturaer 1 Ha 100 yenosex. ITog Tep-
MIUHOM «3(pPEKT OCHOBATE/A» IO PA3yMeBaIOT CUTYAINI0, KOTIA Y MPOSKMBAIOIINX
B OIIpefie/IeHHOM reorpaguaecKoM pernoHe pefCcTaBUTeeil 060CO6IeHHOrO 9THO-
ca, 4Jalle, 94eM B o6mienn MOy AU BCTpedaeTcs onpepenenHas Mytanua. [oCI'XC
SIBIISIETCST peAKUM, OppaHHBIM 3a060/IeBaHIEM, U €€ BCTPEYaeMOCTh B IIONMYJ/ISAIUN
cocrapnAeT okono 1:160000-300000 dyenosek. VIcTMHHAA pacIpOCTpaHEHHOCTH
roCI'XC B Mupe He M3BeCTHa U Obl/Ia pacCYMTaHa HAa OCHOBAaHUY JNAHHBIX HEMHO-
TOYMC/IEHHBIX 3MUAEMIONOTNYEeCKNX MccnefoBannii. C 1enblo M3yYeHNA PacIpo-
cTpaHeHHOCTU akTopoB prucka CC3 B 12 pernonax PO nmpoBoauTcsa nccnefoBanme
ICCE-PO (Snupemmonorus ceppedHo-COCYAUCTHIX 3ab0neBanmii u GpaKTopoB pu-
CKa B HEKOTOPBIX permoHax Poccun). Ilpy JONONTHUTEIBHOM aHaNM3e SaHHBIX 00-
cnepoBaHMsA KuTenelt TromeHckolt 1 KemepoBckoit o6macTelt, pacipoCTpaHeHHOCTD
onpepnenennoit CI'’XC cocrapuna 1:407, a BeposatHoit CI'XC - 1:148.

CI'XC sBnsercs mpuumHOi passutusa nHpapkra Mmokapga (VIM) po 45 met
B 20% cnydaes. [Tanuentsl ¢ CI'’XC uMeOT TakyKe MOBBIIIEHHDBIN PUCK PasBUTUA
IpeXXeBpeMeHHOI cMepTu. Y My>K4nH, 60nbHbIX reCI'XC, B clyyae OTCyTCTBUA Nle-
yenna VIBC pasBuBaercs k 30 rogam y 5,4%, k 50 rogam - 51,4%, k 60 rogam — 85,4%,
a y >KeHIMH K 60 rogaM — y 53,3%. Cornacuo goxmany BO3 (1997), 50% My>x4mH
¢ reCI'XC ymupatot B Bodpacte fo 60 net ns-3a VIBC. B Poccun cpepnas npoporn-
JKUTENbHOCTD XM3HM Y MyX4uH ¢ reCI'XC - 53 rofa, y >xeHI[MH 62 rofa. Y Hese-
4yeHHbIX ManyeHToB ¢ ToCI'XC arepocknepos pasBuBaeTca B BospacTe fio 20 feT,

U IPORO/KUTENBHOCTD XXU3HU COCTaBIseT He 6omee 30 reT.
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WHehopmauus ans naumeHTa

Vndopmanus gnsa nanueHTa

CEMEVIHA S TUITEPXO/IECTEPMHEMUA

Yro Takoe runepxonecTepumHeMmA?

CemeitHas TUIIEPXO/NECTEPMHEMNUSA — 3TO HACTEACTBEHHOe 3aboreBaHMe, IIPH
KOTOPOM T'€HETMYECKOE MOBPEXIeHNE ABAETCA IPUYMHON BBICOKOTO YPOBHSA XO-
JieCTepyHa KPOBM U Iepe/laeTCs U3 IOKONIEHU A B TIOKOJIEHNE, MHOTJa BO3MOYKHA I1e-
pemaya 3a6071eBaHNUA Yepe3 MOKOoMeHNne. [unepxonecTepyHeMus O3HaYaeT BBICOKIII
XOJIeCTepMH KpoBU. TUII X0o/lecTepiHa, KOTOPBIN CIIeNI(PIYHO OBBILIAETCA IIPY Ce-
MeJHOJ I'MIIePX0/IeCTEPUHEMUN — XONIECTEPUH TUTIONPOTENOB HU3KOI IIIOTHOCTHU
(XC JIHII).

CeMeliHasi TUIIepXOleCTepUHEMNUs — OFHO U3 Hauboree pacIpOCTPaHEHHBIX
Hac/lefCTBeHHBIX 3a0omeBanmit. [TpubnusurensHo 1 u3 200 4en1oBeK B MUpe uMeeT
TeHeTUYECKIE MMOBPEXIEHUA, ABNAIOINECA IPUINHON CEMETHON TUIIEPXOyIecTe-
puneMyn. Eciu ofMH U3 popuTeneil MMeeT CeMeHYI0 TMIIepX0eCTEPUHEMMNIO, TO
B 50% cny4aeB oHa GyeT y ero ChbIHa VU JOUYEPH.

CeMmeitHas TUIEpXONeCTEPMHEMMs CBA3aHAa C IIOBBIIIEHHBIM PUCKOM cepfed-
HO-COCYAMCTBIX 3ab07meBaHMil. PucKk pasmuyaeTcss OT ceMbM K CeMbe M 3aBUCUT
OT YPOBHS XOJIeCTePUHA, IPYTUX HACIEACTBEHHBIX (aKTOpPOB, PakTOpoB obpasa
JKU3HM, TAKMX KaK [MUTaHUe, KypeHue, YPOBeHDb (PU3MYecKoil aKTUBHOCTI, U JaXKe
OT TOTO, MY>K4MHa BbI MJIM KeHIHA. JKeHIMHDI C ceMelTHOI TuIepxoiecTepuHe-
Mueit 320071eBAI0T CEPIEeTHO-COCYAUCTHIMM 3a00eBaHUsAMM B Bo3pacTte 55-60 rner,
a My>K4mHbI 45-50 j1eT. Ba>kHO KaK MOXKHO paHblile (MfIea/IbHO B I€TCKOM BO3pac-
Te) BBIAB/IATD U IPABIUJIBHO JICYUTD CEMEIHYI0 TUIIepXOIeCTepUHEMIIO, TaK KaK 9TO

3HAYMTEIBHO CHIDKAET PIUCK PasBUTUSA CEPHAEIHO-COCYAUCTHIX 3a00/IeBaHMIL.

BAJKHO

Cenmeiinas eunepxonecmepunemMus Hacedyemcs u nepedaemcs 6 cemve. Hanuuue
8bICOK020 X07ecepuHa Kposu, ocobenno evicoxoeo XC JIHII, nosviuaem puck pam-
Hez0 HA4Aana cepOe*HO-CoCYOUCMbIX 3a601e6aHUIL.
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WHeopmaumsa Ans naumeHTa

Vndopmanus nisa nanmenTa

CEMEMHA S TUIIEPXO/TECTEPYMHEMU S

Yro Takoe runepxonecTepMHEMMA?
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B 50% ciy4aeB oHa OyJeT y ero CbIHa MV JJOYePH.

CeMeliHaA TUIepXONeCTePUMHEMNA CBsA3aHa C IOBBIIIEHHBIM PUCKOM ceppied-
HO-COCYRMCTBIX 3abomeBaHMil. PUCK pasnmyaeTcs OT ceMbM K CeMbe VI 3aBUCUT
OT ypOBHS XOJIeCTEPMHA, OPYTUX HACTe[CTBEHHBIX (PaKTOPOB, PakTOpoB 0obOpasa
JKU3HM, TAKMX KaK MUTaHUe, KypeHUe, YPOBEeHb (PU3NYecKoil aKTUBHOCTI, U JaXKe
OT TOTO, MY>K4MHA BbI MJIM )KEHIIVHA. JKeHIMHbI C ceMelTHO TUIIepXo/lecTepUHe-
Muelt 3a6071eBaIOT CePAEeYHO-COCYAMCTHIMM 3a00/IeBaHUAMU B Bo3pacTe 55-60 ner,
a My>K4MHBI 45-50 jeT. Ba>kHO KaK MO>KHO paHbllle (MfIeaTbHO B IETCKOM BO3pac-
Te) BBIABIIATD U IIPaBUJIBHO JICYUTD CEMEITHYI0 TUIIEPXOTeCTePUHEMIIO, TAaK KaK 9TO
3HAYMTEIbHO CHIDKAET PYUCK PasBUTUA CEPAEIHO-COCYAUCTHIX 3a00IeBaHMIL.

BAJKHO

Cemetinas sunepxonecmepuremus Hacnedyemcs u nepeddemcs é cemve. Hanuuue
8bICOK020 X07eCtepuHa Kposu, ocoberHo evicoxoeo XC JIHII, nosviuiaem puck pam-

Hezo HA4Aana cepOe4HO-CoCYOUCbIX 3a0071e6aHUIL.
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[MTockonbky CI'XC sBIsieTCA pE3yNbTaTOM I€éHETUYECKOTO HAPYLIEHUA UM Ha-
pyutennit, XC pasBuBaercs yxxe ¢ poxxaenusi. Hapymenue nunmugHoro obmeHa mpu
CI'XC, KaK IpaBuIo, COOTBETCTBYET IUIIePINIIIAEMIM 2a TUIIA IT0 KIacCupUKaLUN
D. Fredrickson u xapakTepusyeTcst SHaUNTEIbHBIM IOBbIIIeHNeM ypoBHs XC JTHIL.
Y manmenTos ¢ reCI'XC xonnentpanusa XC JIHII Bappupyer ot 5 go 13 Mmonb/n,
TOMO3UTOTHOI GOPMOIL — ITpeBbIIIaeT 13 MMOIB/L.

B pesynbraTe BbIpaskeHHOI [ XC BO3HMKaeT aTepOCK/IEPOTUIECKOE TOpaKeHe
COCYZOB, B IIEpBYI0 OYepe/ib KOpOHAPHBIX, IPUBOJAlee K panHeMY passutuio VIBC.
Yacrora pasButus 1jepe6poBacKyIsspHbIX 3abomeBanuit y 6onpHbix ¢ CI’XC cocras-
nsiet 5-10%. B cBssu ¢ tem, uto ['XC cama o cebe He BbI3bIBaeT HUKAKIX 5Kaso0,
3aboyeBaHMe IIUTETbHbIe TONBI IPOTEKaeT 0@CCUMIITOMHO M 3a4acTyio MaHue-
ctupyet B Buge VIBC, B wvactHOCTH, VIM MMM BHE3aITHOM CMEPTH.

Y 30-55% nannentos ¢ CI'’XC BBIABIAIOTCA CYXOXKUIbHbIE KCAHTOMBI, KOTOPbIE
MOXXHO OOHapY>XUTb B JI000M Bo3pacTe. BoienaoT koxxuble (Tybepos3Hble), CyXO-
JKUJIbHBIE U 3PYNTUBHBIE KCAaHTOMBI. Kak IpaBuio, oHM JIOKanU3yTCA B 067a-
CTV CYXOXKVJIMII pasrubaTenell NaablieB PyK U aXWUIOBBIX cyXokuanit. Hammdane
KCaHTOM aXMJIIOBBIX CYXOXKV/INII AB/NAETCA MATOTHOMOHMYHBIM TpusHakoM CI'XC.
MesxnasnblieBble KCAHTOMBI, 0COOEHHO MeXY OOJIBLINM 1 YKa3aTe/IbHbIM I1ajIblia-
MU, SABIAITCS TaTOrHOMOHMYHBIMU 7151 TOCI'XC. MeHee crierjnuIHBIMY SBISIOT-
Cs KCaHTeNa3Mbl, KOTOpbIe MOT'YT BCTPeJaTbCA Y 1M1, C HOPMa/TbHBIM YPOBHEM XOJIe-
ctepuHa. [lo kpariHell Mepe B IIOJIOBMHE C/Ty4aeB MOsAB/IeHNE KCAaHTe/Ia3M He CBA3aHO
¢ CI'’XC. HakomeHne xomecTepuHa B pagyXXKe riasa GopMupyeT IUIOUAHYIO AYTY
porosuiibl. Hammyne nMmongHOM AYru pOTOBUIBI — 3TO MaTOTHOMOHUYHBIN NpK-
sHak CI'XC TonbKo B c/1y4ae ee BbIsABIEHUA B Bo3pacTe /10 45 neT. YacroTa BbisABIe-
HILS TunongHoit fyru y 6onpabix ¢ reCIXC cocrasier okomo 10% o 30-meTHero
BO3pacTa 1 0koso 50% nocse 30 y1eT. BorABneHMEe TUITONIHONM BYTY POTOBUIIBI Y JINI]
cTapiue 45 7eT He IPMMEHNMO B KauecTse guarnoctnyeckoro kputepua CI'XC. Ina
nanueHToB ¢ ToCI'XC XapakTepHbl TaK)Ke KOXKHbIe KCAHTOMBI. B 1je/loM Hanmdme
KCAHTOM CBU/IETe/IbCTBYET B [I0/Ib3y HAC/E[CTBEHHBIX HAPYIIEHNUIT ININLHOTO 006-
MeHa. Y Takux 6onbHbIX VIBC MokeT pasButbhces B Bo3pacte 30-40 net, a MHOr#a
u B 6071ee MOIOJIOM BO3pacTe.
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4. KnuHnyeckas kapTuHa

T[oCTXC xapakTepusyeTcs IOPa’keHIEM KOPH:A aOPTbl ¥ aOPTaZbHOIO Kialla-
Ha (Jalje BCTpedYaeTCs HAJK/IAIAHHBIN AOPTAIbHBIN CTEHO3), ObICTpOIpOrpec-
CUPYIOUIVM aTePOCK/IEPO30M KOPOHAPHBIX apTepuil C PasBUTHEM CTEHOKApAUM
HanpspkeHnA u VIM o 20 neT. BOSHUKHOBEHNIO a0PTa/IbHOTO CTEHO3a MOXKET CIIO-
coOCTBOBATh MOBBIIIEHNE YPOBHs nunonporensa(a). [Ipu ayckynpranuu obaacTn
Cepzilja HePeIKO BBICTYLINBAETCS TPYObIiT CUCTONMNYECK NI M C HarbOIbIIIel NH-
TEHCUBHOCTBIO B 00/IACTI IIPOEKI[MU A0PTA/TBHOTO K/IAMaHa. DTOT LIYyM 00yCIOB-
JTeH (OPMUPYIOLIMMCS CTEHO30M YCThsI A0PTHI U YITIOTHEHNEM CTEHOK aopThL. [1pn
BBICTTYIIMBAHNN [PYTUX COCYAUCTBIX OOIacTell MHOTAA MOXKHO YC/IBILIATH IIyMBI
B 06/macT 11eu (aTepOCKIepO3 COHHBIX aPTEPMIL), B IIPOEKIUY OPIOLIHOI A0PTHL.

JmitenbHOCTD Bo3peiicTByA U TsxecTb [ XC ompenenAoT 06beM 1 BBIPaXKeH-
HOCTb aTe€POCKIEPOTIYECKOTO MOPAXeHMA COCY[I0B M KCaHTOMaTo3a. A Bapm-
aHTOB reHa LDLR TsxecTb (eHOTMIIA OIpefie/iAeTCA OCTATOYHOI aKTMBHOCTDIO
JIHII-penentopoB. B 3aBucumoctu ot creneHu akTtuHocTu JIHII-penentopos
Ha ¢pubpobrIacTax KoK pasinyaoT HyneBble (akTuBHOCTH JIHII-perrentopos < 2%)
u fedextHble (akTuBHOCTH JIHII-peneniTopos 2-25%) myTaunmu resa LDLR. ITpu ot-
CYTCTBUU PELIEITOPOB CPeH:AS NPOLO/DKUTE/IbHOCTD XM3HM He IpeBbliaeT 30 seT.
Hau6onee Boicoxnit yposenb XC JIHII cpenu 60npubix ¢ CI'’XC MMeI0T rOMO3UTOT-
Hble HOCUTenu HyneBolt Mmytauuu LDLR.

[Mannentsl ¢ CTXC, gaxke mpu orcytcTBuM CC3 aTepocKnepoTUIecKoro reHesa,
OTHOCATCA K TPYIIIIE BBICOKOTO PMCKA, a IPU UX HAIMYUU — K I'PyIIE OYEHDb BBICO-
KOTO PUCKA Pa3BUTHSA CEPHEIHO-COCYAVCTDIX OCTIOKHEHMIA.
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CYTCTBUU PELENITOPOB CPeHAS HPOJO/DKUTE/TbHOCTD XKMU3HM He IpeBblmmaeT 30 feT.
Hawn6onee Boicoxuit yposers XC JIHIT cpegu 60nbabix ¢ CIXC nMe0T roMO3UroT-
Hble HocuTenu HyneBol mytauuu LDLR.

[Manuentsr ¢ CI'XC, gake mpu orcyTcTBuM CC3 aTepoCKIepOTNIEeCKOTO TeHesa,
OTHOCATCA K IPyIIIIe BBICOKOTO PUCKa, a IIPY X HAMMYMK — K TPYIIIIE OY€Hb BBICO-

KOTO pHCKa pa3BUTUA CEPAEIHO-COCYINCTHIX OC/TO>KHEHUIA.
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5. BbisiBneHue nauneHToB ¢ CMXC

5. BoraBnenue nanuenTon ¢ CI'’XC

Hawuboree menecoo6pasHbIM MOAXOAOM MJIs1 BBIsABAEHNS HOBBIX cnydaeB CIXC
SIBJIAAETCS MPOBEfleHNe 11e7IeBOT0 CKPMHIHTA, HAIIPAB/IEHHOTO Ha JUAarHOCTUKY JaH-
HOTO 3a060/IeBaHMSI CPeA CIeAYIOMINX KaTeTOPIIT JIVII:

- CMHAMBMAYa/JIbHBIM 1/my ceMeliHbIM aHaMHe30M [ XC (OXC> 7,5 MMob/1 nin
XC JIHII > 4,9 mmons/n y B3pocnbix man OXC > 6,7 mmons/n van XC JIHIT >
3,5 MMOJIB/T y feTel);

- C MHAVMBMIYaJIbHBIM aHAMHE30M PaHHero (y MY>X4YUH < 55 JIeT; Y >KeHIIUH <
60 net) pasButus CC3 aTepoCKIepOTHYeCKOro reHesa;

- C KOXXHBIMU/CYXOXXVIBHBIMU KCAaHTOMaM¥ MINM IepUOpOUTATbHBIMM KCaHTe-
JTa3MaMI.

Ons pumarnoctrkun CIXC HeoOxomumo mpoBefeHre 00OCIeNOBaHMS, HANpPaB-
JICHHOTO Ha MCK/ITIOYEHVE IIPWYNH BTOPWYHBIX TUIEPINIINAEMNIL, TaKMX KaK Ha-
PYLIeHMe AMeTbl, YIOTpeOIeHe HAChIIEHHBIX XXIPOB, TPAaHC-KUPOB, aHOPEKCH,
UCIIONTb30BaHNe IeKaPCTBEHHBIX IIpeapaToB: LUKIOCIOPIHA, AUYPETUKOB, ITTIOKO-
KOPTUKOUZOB, aMIOfJapOHA, IMMYHOEIIPeCCAHTOB, KOMOMHIPOBAaHHBIX OPa/IbHBIX
KOHTpaleNTUBOB, BHICOKOAKTUBHOI aHTUBUpPYCcHOI Tepanuy mpu BUY. ITpuunnoi
BTOPMYHBIX TMIEPININAEMNIT MOTYT SIBUTHCS CAeAyIOLINe 3a00/IeBaHMI: XOJIec-
Ta3, HeQPOTUYECKUII CHHAPOM, XpOHNYecKas 00/e3Hb IO0YeK, CaXapHBIl frabdeT
U HapyLIeHus MeTabonmsMa: TUIIOTHPe0s, OKMpeHne, cuHapoM KymnHra, a Takke
6epeMeHHOCTb. [Ipy 9TOM Hanu4ue y manuenTa aTux GakTopoB He UCKII0YaeT fu-
arto3 CI'XC. BosmoxHo couetanne CI'’XC 1 BTOPMYHBIX HapYUIEHUI TUNNHOTO
o6meHa (Tabi. 1).
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5. BbisiBneHne nauneHToB ¢ CMXC

Ta6muua 1. OcHOBHBIE IPMYMHBI BTOPUYHOI IMIIepX0/IeCTepUHEMUN

® HacoinieHHbIE KU PbI
® TpaHC-XKUPbI
® AHOpeKcus

Hapyme}me AUETbI

o [[uknocnopuu**

o JluypeTuxkn

© [7II0KOKOP TUKOW /| b

® AMmopapon™*

® J/IMMYHOZIEIPECCAHThI

® KoMOMHMpPOBaHHbIE OpaIbHbIe KOHTPALIETI TUBLI

® BrICOKOAKTUBHASA aHTUBUPYCHAA Tepanus npu B/Y

JlexapcTBeHHBIE IIpenaparbl

® Xonecras

3aboneBanus ® Hedporudeckuit CMHEPOM

® XpoHnyeckas 60e3Hb OYeK
® CaxapHblit fuaber

¢ [unoTupeos
® Oxxupenue
® Cunppom Kymmunra

Hapymenusa merabonusma

®@usnonornyeckme COCTOSHUA | © BepeMeHHOCTh

VY 20-30% manuentoB ¢ knuuudeckum guarnosom CI'XC s3aboneBaHue mmeer
MONIUTEeHHbII XapakTep. [l mogreepxaenns rereposurotrHoit CI'XC BbImonHAeTCA
MOJIEKY I PHO-TeHe T YeCKoe UCC/IeJOBa e, HAIIPAaBlIeHHOe Ha OOHApY KeHe TaTo-
T€HHBIX MJIM BEPOATHO IATOTEHHDBIX BAPMAHTOB HYK/IEOTH/IHOI 1OCIeOBATENbHO-
ctu B reHax LDLR, APOB, PCSKO.
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5. BbisiBneHne nauneHToB ¢ CMXC

5.1. YcranoBnenne guarnosa reCI'’XC

Ha ceropnamnmit feHb A1 ycraHosnaeHusA amnarsosa reCI'XC mcnonbsyorcs
AMATHOCTUYECKIe KpUTepuu, paspaboTaHHble B BennkoOpuraHum B paMKax cos-
maHus pernucrpa Simon Broome, 8 Hupepmangax — xpurepun Dutch Lipid Clinic
Network (DLCN) u B CIIA - xputepuu Make Early Diagnosis to Prevent Early
Deaths (MEDPED).

Hnsycranosnenns guarnosa reCI' XCy meTeli M HOpOCTKOB B BO3pacTe 1o 16 et
IIPUHATO UCIONb30BaTh Kpurepun CaiimMona bpyma (Simon Broome Registry) u/
I MOFUQpUIMPOBAaHHbBIE KPUTEPUM 9KCIIepToB EBpomerickoro obiecTsa 1o are-
POCKJIepPO3y, KOTOpbIe MOI'YT OBITD MCIIO/Ib30BaHBL y JeTell ¥ IOfPOCTKOB 1o 19 jeT.

Hamnbonbiee pacupocrpanenne nonydmnu DLCN xpurepun, B COOTBETCTBUM
C KOTOPBIMU YUUTBIBAETCA AMarHoctuposanHasa VIBC mim 3sHaunMoe aTepocKiepo-
THYeCKOe MOopa)keHVe Heprdepudeckyx apTepuil 1o 55 JieT y My>X4MH U 1o 60 et
Y >KEHIIVH, BbIAB/IE€HNE TP OCMOTpPE JTUIIOMIHONM AYTYM POTOBUIIBI 1O 45 JIeT, cyXo-
JKMJIBHBIX KCaHTOM, BbICOKMI yposeHb XC JIHII, pannee passutue CC3 1 Hanm4me
I'XC y poncTBeHHUKOB. B cooTBeTCTBMY € KpuTepyAMY, obLas cyMMa 6ajioB Ipef-
ycMaTpUBaeT MOCTAaHOBKY ONpPeJie/IeHHOTO, BEPOATHOTO M/IM BO3MOXXHOTO JIMarHO3a
CI'XC. Kpurepun DLCN ponycTuMo UCTIONb30BaTh Y MaljueHTOB crapiie 18 set. He-
obxopuMas MHPOPMAIVA /I IPYMeHEeHN JaHHBIX KPUTepeB JO/DKHA ObITD MOMY-
JyeHa B Xofie cbopa »ajo0, JaHHBIX aHaMHe3a, (PU3MKaTbHOTO 00CIeJOBaHNUA.

Jluarsos ycTaHaBIMBaeTCSA Ha OCHOBAHMM CYMMBI 6ajI/IOB, IIOTY4YEHHBIX B Ka-
XKJIOV TPYIIIIe MPVM3HAKOB. BHYTpY rpyNIIbI 6a/iIbl He CYMMMUPYIOTCS, YUUTbIBACTCSA
TO/IBKO Of{MH NPM3HAK, HAIOMINIT MaKCHMalbHOe KOMUYECTBO O6ajIoB BHYTPU Ka-
xpoit us rpymn. K npumepy, eciu y o6cieyeMoro ecTb 1 IMIOMIHAS [yra POrOBHU-
bl (4 6aTa) M KCAHTOMBI CyXOXKU/Iuit (6 6anoB), To ans rpynnsl «PusnukampHOe
o6cmefoBaHMe» HY)XHO YYUTBHIBATb TONBKO 6 6a/10B. B cooTBeTCTBMY ¢ HabpaHHOI!
cymmoit 6anmoB CI'XC MoxeT OBITH OIpefe/IeHHOI, BEPOSTHON MM BO3MOXKHOIL.
ITpu aTom guarnos CI'XC BbICTaB/IAETCA TONBKO IPY HATMYUM OTIpeie/IeHHO 1IN

BEPOSATHOI GOPMBL
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5. BbisiBneHne nauneHToB ¢ CMXC

5.1. YcranoBnenue quarunosa reCI'’XC

Ha ceropnAurHmit feHp mis ycraHosneHus puartosa reCI'’XC mcmonbsyroorca
IMaTHOCTUYECKNE KpUTepuy, paspaboTaHHble B BenmmkoOpuraHum B paMKax cos-
maHus peructpa Simon Broome, B Hunepnangax — xpurepuu Dutch Lipid Clinic
Network (DLCN) n B CHIA - xputepun Make Early Diagnosis to Prevent Early
Deaths (MEDPED).

Hnaycranosnenns guarnosareCI'’XCy erelt 1 OgPOCTKOB B BO3pacTe 1o 16 et
IPUHATO UCHONMb30BaTh Kputepunu Caitmona Bpyma (Simon Broome Registry) u/
wiu MoauQUIMpPOBaHHbIE KPUTEPUU SKCIIEPTOB EBporeiickoro obuiecTsa o are-
POCKIIepO3y, KOTOpPbIe MOTYT OBITH MCIIOIb30BAHBI Y IeTelt 1 IIOAPOCTKOB 10 19 jeT.

Hamnbonbuee pacpocrpanenne nonyumnu DLCN kputepun, B COOTBETCTBUM
C KOTOPBIMU YUUTBIBAETCA AMarHoctuposanHasA VIBC min sHaunMoe aTepocKiepo-
THYeCKOe MOopakeHue mepudepuveckux aprepuit o 55 met y My>xk4nH u fo 60 et
Y >KEHIIVH, BBIABIEHNE TP OCMOTPE JIUIIOMIHONM NYTM POTOBUIBL 1O 45 JIET, CyXO-
JKITBbHBIX KCAHTOM, BbIcOKui1 ypoBeHb XC JIHII, pannee passutne CC3 n Hanm4ne
I'XCy popcTBeHHNKOB. B cooTBeTCTBIY C KpuTeprsiMu, ob1ast cymma 6asiioB mpef-
yCMaTpMBaeT IOCTAHOBKY OIIPee/IeHHOTO, BEPOATHOTO VIV BO3MOYKHOTO [JMaTHO3a
CI'XC. Kpurepnu DLCN gomycTuMo 1CHO/Nb30BaTh Y HallieHTOB cTapiie 18 set. He-
obxonyMas MHGOpMaNVA /1A IPYMEHeHN s JaHHBIX KpUTepyeB HO/KHA ObITh OJTY-
YyeHa B X0fie c60opa xao0, JTaHHBIX aHAMHe3a, (PU3NKaIbHOIO 00C/IeJOBaHM L.

JIuarHo3 ycTaHaBIMBaeTCA Ha OCHOBAHUY CYMMBI 0a/jIOB, IONy4YeHHbIX B Ka-
XKJIOJI TPYIIIe IIPU3HAKOB. BHYTpY IpyIIIBI O6a//Ibl He CYMMUPYIOTCS, YYUTBIBACTCA
TONBKO OfMH IIPM3HAK, JAIOLMil MaKCUMa/JbHOE KOMMYeCTBO OanIoB BHYTPM Ka-
xpoit u3 rpyni. K npumepy, ecnu y o6cneyeMoro eCTb 1 IMIIOUTHAS fyTa POrOBHU-
bl (4 6aj1a) M KCAHTOMBI CYXOXKM/INii (6 6anyoB), To ans rpynnsl «PusnkanpHOe
ob6cmeoBaHMe» HY)KHO YINTBIBATh TONBKO 6 6asIoB. B cooTBeTcTBUY ¢ HabpaHHOI!
cymmoit 6anoB CI'XC MoxkeT ObITh OIpee/IeHHOI, BEPOATHOI MM BO3MOXHOIL.
ITpu atom auarno3 CI'’XC BbICTaBIA€TCA TOMBKO IIPY HATUYUU OIIpefie/IeHHOM U
BEPOATHOI HOPMBL
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5. BbisiBneHue nauneHToB ¢ CMXC

Kpurepmit

1. CeMeiiHbII aHAMHE3

Ta6muma 2. Kpurepmu rommaHaCKuX TMOUIHBIX KIWHUK A1 JMATHOCTUKHA
reTepo3NroTHON CeMeTHOM InepxonecTepuHeMu.

‘ bannsl

PojicTBEHHMK TI€PBOTE CTENEHM POACTBA C PAHHUM (y MY>X4MH < 55 J1eT;
y KeHIuH < 60 net) CC3 arepockieporuyeckoro rexesa (MIBC,
aTepOTPOMOOTIYECKMIT NIleMudecKuit MHCynbT, TVIA, nepudepudeckui
aTepOCK/IePO3 C aTePOCKIEPOTUIECKIIMI OIALMIKAMI, CTEHO3UPYIOLIMIU
IIPOCBeT cocyaa = 50%)

10071
Poncreennuk 1-it crenenn popcrsa ¢ XC JIHII> 95-ro npouenTnng

PopcTBenHuK 1-if cTeneHy POACTBA C KCAHTOMAMM CYXOXKWINIT 1/Mn
JIUIOUJHOI IyTOJi pOTOBUIbI

110071
Heru monoxxe 18 net ¢ XC JIHII > 95-ro mpouenTuiAa

2. ViapuBupayanbHbIi aHAMHE3

YV nanueHTa paHHAA (Y MyX4UH < 55 71eT; y xkeHIuH < 60 et) IBC

Y manueHTa paHHee (y My>4IH < 55 JIeT; Y KeHIUH < 60 eT)
pasBUTIE aTePOTPOMOOTUIECKOTO MIIEMIYECKOTO MHCYIbTa, TVIA mn
nepydepryecKmit aTepoCcKIepo3 ¢ ATEPOCKIEPOTUYECKUMIY O/IAIIKAMI,
CTEHO3UPYIOIMMI IPOCBET cocyza = 50%

3. dusukanbHOe 00CIeTOBaAHME

nyox(r/mbeIe KCaHTOMBI

JlunupHas fyra poroBuIbl B BO3pacre < 45 jieT

4. Yposens XC JTHII

> 8,5 MMOJIb/

6,5-8,4 MMOnb/1T

5,0-6,4 MMOIB/

4,0—-4,9 MMOJIB/NT

= W | U1 | oo

5. Anamus [JHK

Hannune maTOreHHOTO MM BEPOSTHO MATOT€HHOTO BapyaHTa
HYK/Ie0TUHOI mocnenosarensHoctu LDLR, APOB nnu PCSK9

JJuarHos cTaBUTCI Ha OCHOBAaHUM CyMMBI 6a/I/I0B:
«onpenenenHas» CIXC - > 8 6annoB
«BepositHasi» CI'XC - 6-8 6annos

«Bo3moxkHass» CI'’XC - 3-5 6amnos
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5. BbisiBneHne nauneHToB ¢ CMXC

Kpurepuit

1. CeMeiiHbII aHAMHE3

Tabnuua 2. Kputepnu ronmaHgcKux ITNOUAHBIX KIVHUK IS AMaTHOCTUKI
TeTepO3UTOTHON ceMeliHOM InepxonecTepMHeMu.

‘ bannsl

PopcTBEHHMK HEPBOII CTEIIEHN POACTBA C paHHMM (Y MY>KUYMH < 55 JIeT;
y xkeHuH < 60 net) CC3 arepockneporudeckoro rexesa (MBC,
aTepOTPOMOOTUIECK I HIIeMIIeCKIiT NHCYIbT, TVIA, nepudepudecknit
ATEPOCKIIEPO3 C ATEPOCKIEPOTIYECKUMU OISIIIKAMY, CTEHO3UPY IO UMUI
IIpOCBeT cocypa = 50%)

110 071
PopcrBennuk 1-it creneru poacrsa ¢ XC JIHII> 95-ro mponenTuna

PoncrBenHuK 1-71 cTenleHN pOACTBA C KCAHTOMAaMU CYXOXKMUIUI U/Unn
JIMTIONJHOM JyTOJ pOrOBMILbI

10071
Heru monoxe 18 net ¢ XC JIHII > 95-ro npouenTuna

2. InpuBUAyanbHbI aHAMHE3

Y manyenTa paHHAA (Y My>XX4MH < 55 51eT; y skeHIIMH < 60 et) MIBC

Y nmanyenTa pansee (y My>X4uH < 55 J1eT; Y )KeHIH < 60 j1eT)
pasBUTIE aTePOTPOMOOTUIECKOTO MIIEMIYECKOTO MHCYIbTa, TVIA mn
nepudeprIecKmii aTepOCKIePO3 C aTePOCKIePOTHYECKIMMM OIAIIKaMH,
CTEHO3UPYIOIWMMM IPOCBET cocypa = 50%

3. ®usukanpbHoe 00CIeTOBaHIE

CyXO)KI/UIbeIe KCaHTOMBI

JInnupHas gyra poroBuiibl B Bo3pacre < 45 jier

4. Yposens XC JIHII

> 8,5 MMOIb/

6,5-8,4 MMONb/JT

5,0-6,4 MMOIB/1

W | U1 | o

4,0—-4,9 MMOJIB/NT

5. Ananmus JTHK

Hannune maToreHHOTo MM BEPOSATHO MATOT€HHOTO BapraHTa
HYK7e0TUHOI nocnenosarenbuoctu LDLR, APOB nnu PCSK9

JIuarsHo3 cTaBUTCS Ha OCHOBAHMM CYMMBI 6a/noB:
«onpenenenHas» CIXC - > 8 6annoB
«BepoaTHaAg» CIXC - 6-8 6amnos

«Bo3MokHasg» CI'XC - 3-5 6amnoB
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5. BbisiBneHne nauneHToB ¢ CMXC

Kpurepuu Caitmona Bpyma (Simon Broome Registry)

Kpurepunu Caitmona Bpyma (Simon Broome Registry) npumMeHsIoT fi/ist AMarHo-

ctuky reCI'XC y B3pOC/bIX, a TAK)XKe Y fieTeil ¥ MOAPOCTOB B BO3pacTe 1o 16 feT.

Huarnos reCI'’XC BbICTaBA€TCA B Cy4Yae COOTBETCTBUA MallMieHTa KPUTEPUAM

«OTIpee/IeHHOTO» U «BepoATHOTrO» auaraoda CI'XC

Omnpepenennblit guarao3 reCI'’XC craBurcs, ecimm:
OXC > 6,7 mmonb/n unu XC JIHIT > 4,0 MMonb/n y maneHTa Maajuie 16 ner,
i9e7t
OXC > 7,5 mmons/n unu XC JIHIT > 4,9 mmonb/n y manmenTa ctapuie 16 et
IInroc 0HO M3 HIDKeNePeYNCIeHHOTO:

Hann4me CyXOKM/IBHBIX KCAHTOM y IALMEHTa WIM POACTBEHHUKA IEPBOIL
CTeIlleHM POACTBa (pORuUTeNN, HeTu, OparThs, CECTPDL), MM Y POACTBEHHIKA 2-011
CTeIlleHM POACTBA (femyurky, 6aOy KL, fAAV VU TETH);

u/unm

[MosutusHei Tect JHK-rarnocTvKy, MO TBEPIK AA O HAJTNYVe TAaTOT€HHOTO
JWIM BEPOSTHO IIATOT€HHOIO BapMaHTAa HYKJIEOTUIHON IIOC/IeOBATeIbHOCTYU
B reHax LDLR, APOB wnu PCSK9

Beposarnbiit suarnos reCI'’XC cTaButcs, ecnm:

OXC > 6,7 mmonb/n unu XC JIHIT > 4,0 MMonb/n y manienTa Maajuie 16 ner,

nimn
OXC > 7,5 mmons/n mnu XC JIHIT > 4,9 mMonb/n y manyeHTa cTapiue 16 et
IInr0C OHO U3 HUKeNePeYNCIEHHOTO:

Hannune VIM B aHaMHe3e POACTBEHHMKA 2-1I CTelleHM pPoOAcTBa mo 50 rer,
poAcTBeHHMKa 1-11 cTeneHn poacTBa — o 60 sieT;

u/mnn
OXC > 7,5 MMonb/71 y manjueHTa crapiie 16 et 1-it uam 2-it cTeleHn poncTBa
nimn

nosbimenre OXC > 6,7 MMO/IB/N y MallMeHTa UM POJCTBEHHMKA 1-11 cTelneHn
PpOAcTBa B BO3pacTe MeHee 16 meT.
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5. BbisiBneHne nauneHToB ¢ CMXC

Kpurepun Caiimona Bpyma (Simon Broome Registry)

Kpurepun Caiimona bpyma (Simon Broome Registry) npuMeHsioT s guarto-

cruky reCI'XC y B3pOCIIbIX, a TaK)XKe y [ieTeil 1 II0fpOCTOB B Bo3pacTe Jjo 16 fer.

Juarno3 reCI'XC BbICTaBIsA€TCA B CTydae COOTBETCTBUA MaljieHTa KpUTepUAM

«OTIpeflelIeHHOTO» U/ «BeposATHOro» auarnosza CI'XC

Omnpepenennblii guario3 reCI'’XC craBurcs, ecimmn:
OXC > 6,7 mmonn/n wnn XC JIHIT > 4,0 MMonb/n y manyenTa Mazure 16 ner,
/9)878
OXC > 7,5 mmonn/n mwmm XC JIHIT > 4,9 mmonb/n y manyenTa ctapiue 16 et
IInroc OMHO U3 HIDKeNePeYNCIeHHOTO:

Hanudme CyXOXXMIBHBIX KCAHTOM Y IIALjMEHTa VM DPOACTBEHHMKA IEPBOI
creneHy poncTBa (popuTeny, feTu, OpaThsi, CECTPbL), UM Y POLCTBEHHMKA 2-01
CTeIleHV POACTBA (HeRyIIKM, 6A0YLIKY, HALY VI TEeTH);

n/unmn

IMosutusHbI TecT JHK-11arHocTVK Y, MO TBEPIK AATOIINIT HAJTNYIe TATOT€HHOTO
JWIM BEPOSTHO IIATOTEHHOTO BapMaHTAa HYKIEOTHHHON IIOC/Ief0BATETbHOCTYI
B rerax LDLR, APOB unu PCSK9

Beposarasiit guarnos reCI'’XC craBurcs, ecnn:

OXC > 6,7 mmonnp/n vnn XC JIHII > 4,0 MmMonb/n y manyeHTa Mazuie 16 ner,

nn
OXC > 7,5 mmons/n unu XC JIHIT > 4,9 mmonb/n y manuenTa ctapiie 16 net
ITn1oc opHO M3 HIKeNeped ICTIeHHOTO:

Hanuume VIM B aHaMHe3e pOACTBEHHMKa 2-i1 CTeleHM poicTBa fo 50 rner,
poacTBeHHMKa 1-11 cTenenu popcTsa — 1o 60 et

n/unm
OXC > 7,5 MmMonb/n y manjueHTa crapiie 16 et 1-it uam 2-ii cTeleHn poicTBa
UIn

nosbimenre OXC > 6,7 MMOJIB/N y MIallMeHTa UM POACTBEHHMKA 1-11 cTelneHu
PpoAcTBa B BO3pacTe MeHee 16 ner.
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11. Knuumyeckwii cnyqain 5. BoisiBneHune naumneHTos ¢ CFXC

Kpurepun puarnocruxkmu reCI'CX y mereit 1 nogpocTKkoB

MopudunupoBaHHble KPUTEPUY SKCIIEPTOB €BPOIIEIICKOro 0611jecTBa 0 aTePO-
ckneposy ana guarHoctuky reCI'XC y meredt 1 mogpocTkoBs <19 f1eT.

CornacHo maHHBIM KpuTepuaM, anaruo3 reCI’XC BbicTaBiAeTCA AeTAM U HOJ-
poctkaM (< 19 jeT) mpu HaIMYUY XOTsI OBl OTHOTO U3 YETHIPEX YCIOBMUIL:

1. VYposenp XC JIHII = 4,9 MMonb/m B ABYX IOC/IELOBAaTENbHBIX aHa/IM3ax
Ha QoHe COOMoNeH NI TUIIOTUIIMAEeMITYeCKOI IUEThl B TeUeHUe 3 MecsIieB.

2. VYposennp XC JIHII > 4 mmonb/n B codetanuu ¢ panauM CC3 (y MmyxdunH
B BO3pacTe < 55 JIeT, y )KeHIIMH < 60 yreT) 1/uin BeicokuM yposaeMm XC JTHIT
(= 4,9 MMOIIB/1T) y POACTBEHHNKA IIEPBOII CTEIIEHN POLCTBA.

3. VYposenbp XCJIHII>3,5MMO0b/1BCOYETAHNN CTEHETHYECKI IO/ TBEPKICHHBIM
puarHo3om CI'XC 'y opHOTO 13 pofuTeneit.

4. Jlwb6oit ypoenp XC JIHII mpm mnopTBep)KmeHUM Hamuuus y pebeHKa
[IATOTE€HHOTO WM BEPOATHO IIATOTeHHOIO BapMaHTa HYKICOTHUJHON
nocnegoBarenbHocTt B reHax LDLR, APOB unu PCSK9, BBISABIEHHBIX
y OJJHOTO U3 PORUTeNel ¢ ycTaHOBIeHHBIM AnarnosoM reCI'XC.

5.2. YcranoBnenue guarnosa roCI'’XC

Kpurepun guarsoctuku roCIXC

Kpurepuu, mpefmoxeHHble 9KCIIEPTaMIM €BPOIEICKOr0 00IecTBa MO aTepo-
ckeposy, A guarHocTuky roCI'XC y B3pocrbix n gereii. CormacHo faHHBIM Kpu-
TepuAM, guarHo3 roCI'XC BbICTaBIAETCA Y AeTell ¥ B3POCIBIX IIPY HA/IMYNM OffHOTO
U3 IBYX yCIIOBUIA:

Pucynox 11. Jlunudnas 0yza pozosubi.
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11. Knuundeckuii cyyai 5. BoisiBnenue naumneHTos ¢ CFXC

Kpurepuu puarsoctuxu reCI'CX y meteil 1 HogpoCcTKOB

MopudunypoBaHHble KpUTEPUM SKCIIEPTOB eBPOIIEIICKOro 001ecTBa IO aTePo-
ckneposy ana guarHoctuku reCI'’XC y fereit u mogpocTKoB <19 ner.

CornacHo BaHHBIM KpuTepuaM, Anarno3 reCI'’XC BbicTaBisAeTCA AeTAM U HOJ-
poctkaMm (< 19 n1eT) mpyu HaMMIUM XOTs 6bI OLHOTO M3 YeThIPeX YCIOBMIL:

1. Yposenp XC JIHII > 4,9 mMMmonb/n1 B ABYX IIOC/TE[OBAaTENbHBLIX aHAIM3aX
Ha QoHe COOMoNeHN A TUIIOTUINAEMITYeCKOI IUETHI B TeUeHUe 3 MecAIeB.

2. Yposenb XC JIHII > 4 mmonb/n B coderanun ¢ paHEuM CC3 (y My>X4mH
B BO3pacTe < 55 JIeT, Y )KeHIuH < 60 set) u/umm BeicokuM ypoHem XC JTHIT
(= 4,9 MMOB/1T) y POACTBEHHMKA IIEPBOI CTEIIEHU POSICTBA.

3. YposennpXCJIHII>3,5MMO0Mb/1BCOYETAHNY CTEHETHYECKI IO/ TBEPXKICHHBIM
puarHo3om CI'XC 'y opHOTO 13 pofuTeneit.

4. Jlwob6oit ypoBenp XC JIHII mnpu mopTBep)KAeHUM Hamu4ums y pebeHKa
IIATOTEHHOTO VM BEPOATHO IIATOTEHHOTO BapMaHTa HYKICOTHUJIHOI
nocnegoBarenbHoct B reHax LDLR, APOB wmnu PCSK9, BbIsIBI€HHBIX
Y OJJHOTO U3 PORUTEIeli C yCTaHOBIeHHBIM AuarnosoM reCI'XC.

5.2. YcranoBnenne guaruosa roCI'’XC

Kputepun guarnoctuxmu roCIXC

Kpurepnn, mpennoxKeHHbIe 3KCIIEPTaMU eBPOIIEIICKOTO 00lecTBa IO aTepo-
ckneposy, ana guarnoctuku roCIXC y Bapocnbix u jieteri. CornacHo JaHHBIM KpPU-
TepusaM, fuarao3 roCI'XC BpICTaBIsAETCA y I€Tell M B3POC/IBIX IIPU HA/IMIUM OJJHOTO
U3 IBYX YCIIOBUIL:

Pucynox 11. TunudHas dyza pozosuyL.
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5. BbisiBnenue naumneHtoB ¢ CIXC 11. KnuHndeckuii cnyyain

1. Hannune 2 MyTaHTHBIX anneneit B reHax LDLR, APOB, PCSK9 unu LDLRAPI

nim

2. Yposenp XC JIHII 6onee 13 mmons/n (500 mr/pi) 6e3 TUIOMMInaeMuIecKoi
tepanun v XC JIHIT 6omee 8 Mmonb/m Ha ¢doHe TUIOMUNIMAEMIYECKON
tepanun U:

o [TosiBIeHME CYXOKXMIbHBIX MM KOXKHBIX KCAHTOM B Bo3pacTe jjo 10 et

nin

o Yposens XC JIHII 6e3 rumonnmnupeMmnvecKoil Tepamnny, COOTBETCTBY IO
reCI'XC, y obonx popnrereir

5.3. JKamo6b1 u aHamMHe3

Ons muarnoctuku CIXC Bo Bpemsi cbopa xamob um aHaMHe3a HEOOXOTMMO

VICKTIOYNTD Ha/INM4Me y ManyieHTa 1 B CEMbE aTEPOCKIEPOTNICCKUX CC3, rak kak

ocHOBHBIM ocnokHeHneM CI'XC ABnseTcsa pasBUTHE aTepOCKIepo3a U acCOLMU- Pucynox 8. Tybepostuie Kcanmomot Ha pa3eubamensHoOU N0BEPXHOCMYU TOKMA.
Ilocneonepayuortoie pybypL Kax credcmeue HeOOHOKPAMHO20 XUPYPIUHECK020 UCCEHEHUS

OBaHHBIX C HUM 3a00/IeBaHMUI Y MY>KYMH 10 55 71eT 1 y >KeHIuH 7o 60 ner. [pu
p y My A y m A p KCAHMOoM.

paccIpoce HeOOXOMMO OLIEHUTD Hamu4ye xanob, xapakrepusix nsa MIBC, atepo-
CKJIepO3a apTepuil TOMIOBHOTO Mosra 1 Hepudepudeckux aprepuit. OgHako Hayo
HOMHUTB, 4To muua ¢ CI'XC Ha JOKTMHUYECKOIT CTaguy 3a00/IeBaHNsI MOTYT U He
HIpebABIATh HUKAKUX 5Kanob. Bo BpeMs c6opa aHaMHe3a yTOUHsETCS HaaMdue
aTepOCKIePOTUIECKIX M3MEHEHNIT KOPOHAPHDIX, COHHBIX U HepupepniecKux ap-
TepUIi 10 pe3ynbTaTaM IPOBOAMBIINXCA paHee UCCIeNOBaHNI. BaXKHbIM BO BpeMs
cbopa aHaMHe3a SIB/IAETCS BBIAACHEHME ATl 11 PE3y/IbTaTOB IIEPBOrO B TeUEHE K3~
uu onpepgenenns OXC u/munu XC JTHII, a Taxyxe Hanbosee BHICOKME 13 3aPETUCTPH-
poBaHHbBIX 3HaueHNI 3TuX napamerpos. IIpu CI'XC yposenbp OXC n/unu XC JIHII
OyzmeT cTabM/IbHO MOBBIIIEH, HAYMHA C IETCKOTO BO3PACTa, B T€UEHNE BCelT KU3HIL.
Kpome Toro, Hy>XHO yTOYHNUTD (aKT IpHeMa U JO3UPOBKY IUIOMUINAEMUIECKUX
IIpernapaToB Ha MOMEHT KaXKIOT0 OIIpefie/IeHUA INIU/IOB KPOBIL.

Heo6xommmo Bo BpeMs cbopa aHAMHEe3a PacCIPOCUTH O HATMYNI PAHHETO Hava-
nma CC3 aTepocKIepoTHYecKoro reuesa u runepxonecrepuemMnn (OXC y B3pocibix
> 7,5 MMonb/n, y getett > 6,5 mmonb/n n/umy XC JIHIT y B3pocbix > 5 MMOb/T, y fie-

Teil > 3,5 MMOJIb/JI) Y POACTBEHHUKOB NAI[IeHTa KaK MMHUMYM IIepBOJI CTeIIeHU POJi-

crBa (OTel[, MaTh, POHBIE OpaThst 1 cecTpbl). OCOOEHHO Ba>KHbI JAHHBIE CEMEITHOTO

Pucynox 9. Kcanmomvt 060ux axunnosvix CyXoxmunui.
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5. BbisiBnenue naumneHtoB ¢ CMXC 11. Knunndeckuii cnyyain

1. Hannume 2 MmyTaHTHBIX anneneli B reHax LDLR, APOB, PCSK9 wnu LDLRAPI

NN

2. Vposenp XC JIHII 60mee 13 mmonn/n (500 mr/mi) 6e3 rumonmnnmmeMndecKoin
tepanun win XC JIHIT 6omee 8 Mmonb/nm Ha ¢$OHe TMIOMUINMAEMIIECKON
tepanun U:

o [losABI€HNE CYXOXKMIBHBIX MJIM KOXKHBIX KCAHTOM B Bo3pacTe Jjo 10 et

nimm

« Yposens XC JIHII 6e3 runmonnnuieMmnveckoil Tepamnny, COOTBETCTBY IO
reCI'XC, y oboux ponnrereir

5.3. JKano6n1 1 aHaMHe3

st gmarnoctuku CIXC Bo Bpems cbopa skamob u aHaMHe3a HeOOXORUMO
VCK/IIOYUTD HaJN4Me y MaliieHTa 1 B ceMbe arepocknepoTmdeckux CC3, Tak Kak

OoCHOBHBIM ocnokHeHVMeM CI'XC sABnsgeTcsa pasBUTHE aTepOCKIepos3a U acCOUUN- Pucynox 8. Tybeposnsie Kcanmomol Ha paseubamensHoti NOBEPXHOCIY IOKMS.
" Hocneonepauuouubtepytfum Kax cnedcmeue Heobuorcpamuoeo xupypeuuecxozo ucceveHus
POBaHHBIX C HUM 3a00JIeBaHMUII Y MY>XYMH [0 55 jIeT U y >XeHIuH 1o 60 net. Ilpu Kcanmonm

paccrpoce HEOOXOAMMO OLEHUTH Haam4ye anob, xapakrepuoix s VIBC, arepo-
CKJIepo3a apTepuil FOJIOBHOIO Mo3ra u nepudepudeckux aprepuit. OfHaKo Hafio
oMHUTS, 4T0 nuua ¢ CI'XC Ha JOKIMHMYECKON CTafguy 3a00/IeBaHMs MOTYT I He
IpefbABIATh HUKAKUX )kanob. Bo Bpemsa c6opa aHaMHesa yTOYHAETCA Hamndue
aTepOCKIePOTUIECKUX M3MEHEHMIT KOPOHAPHDIX, COHHBIX U HepupepriecKux ap-
TepMUii IO pe3ynbTaTaM NPOBOJMBILINXCA paHee UCCIeloBaHNuI. Ba>kHbBIM BO BpeMs
cbopa aHaMHe3a SABJIACTCS BBIACHEHME TAThl U Pe3y/IbTaTOB IIEPBOTrO B TeYEHE JKI3-
Hu onpepenenus OXC n/mnu XC JTHII, a Taxoxe Hanbomee BHICOKME 13 3aPeTUCTPU-
poBaHHBIX 3HaueHUI 3TuX napameTpos. [Ipu CTXC yposenb OXC n/unu XC JIHIT
OyzeT cTabMIbHO MOBBIIIEH, HaUMHAs C IETCKOTO BO3PACTa, B TeUEHME BCell )KU3HIL.
Kpome Toro, Hy>kHO yTOYHNTD (aKT IpreMa U JO3UPOBKY IMIOMUINAEMIIECKUX
IpernapaToB HAa MOMEHT Ka>K/JOr0 OIIpefie/IeHNsA TUTINJ0B KPOBM.

Heo6xon1Mmo Bo BpeMsi c60pa aHaMHe3a pacCIIPOCUTD O Ha/IMYNY PAHHETo Hava-
ma CC3 aTepockieporndeckoro renesa i runepxonecreputemun (OXC y B3pocbix

> 7,5 MMonb/n, y geteit > 6,5 mmonn/n u/unu XC JIHIT y B3pocibix > 5 MMOb/1, Y fie-

Teil > 3,5 MMOJIb/JI) Y POACTBEHHUKOB MAI[IeHTa KaK MMHUMYM IIepBOJi CTeIIeHM POJi-
crBa (orel;, MaTh, pofHble 6parhs 1 cecTpsl). OCOOEHHO BaXKHBI TaHHBIE CEMEITHOTO

Pucynox 9. Kcanmomb 060Ux axXUNR0BbLX CYXOHCUNUIL

24 61




11. Knunndeckuii cnyyain

Tabnuua 6. [JuHaMuKa mTunuaoB KpoBu 6onbHoit C. Ha poHe
TMIOTUIINMAEeMUYeCKOI Tepanmiu.

Tepamus Posysacratun ATtopBacTaTuH AtopBactaruH 80 Mr +
20 Mr 80 mr 33eTumMu6 10 mr
IlaTa nccmeqoBaHMs 20.11.14 15.12.14 21.01.14
OXC, MmMOIb/1 17,95 13,56 12,64
XC JIHII, mmonb/n 16,58 12,41 11,57
XC JIBII, mMonb/n 0,70 0,79 0,66
TT, MmMmonb/n 1,28 0,99 0,91
JIumonporenz(a), 190 155 158
MI/mT

Ycnosubie o603Hadennss: OXC - o6muit xonectepus, XC JIHIT - xonecTepnH MUIOIPOTENI0B HUSKOI
mrotHocTH, XC JIBII - X0/mecTepuH IMIONPOTENA0B BLICOKOI INIOTHOCTY, TT — Tpurmumepnmsr.

Pucyﬂmc 7. nyoxfuﬂbele Kcanmomol paseu6amene12 Kucmu U niocKue KCanmomoi
MEHNAnvyesvlx NPOMeHcymxKoe.
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11. Knunndeckuii cyya

Ta6muma 6. [TuHaMuka mTunugoB Kposu 6onpHoit C. Ha poHe
TUNOTUNNAEMIYEeCKOI Tepanmu.

Tepanus PosyBacratun ATopBacTaTNH AtopBacratus 80 mr +
20 Mr 80 mr 33eTumMn6 10 mr
IlaTa uccnemoBaHus 20.11.14 15.12.14 21.01.14
OXC, mMonb/n 17,95 13,56 12,64
XC JIHII, mmonb/n 16,58 12,41 11,57
XC JIBII, mMmonb/n 0,70 0,79 0,66
TT, mmonb/n 1,28 0,99 0,91
JInunmonporens(a), 190 155 158
Mr/mn

Ycnosubie o603Hadennsa: OXC - o6muit xonectepun, XC JIHIT - xonecTepnH MMIONpOTEN 0B HUSKOM
mnotHOCTH, XC JIBIT - X0/mecTepnH MMIONPOTENAOB BEICOKOM INOTHOCTY, TT — Tpurmumepnmsr.

Pucynox 7. CyXOchuﬂbete KCaAHmMoMbl pu32u6amene11 Kucmu U niocKue KCaHrmombl
MEHNANbUEBLX NPOMENCYMKOB.
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5. BbisiBneHue nauneHToB ¢ CMXC

aHaMHe3a Ipu 06CIeJOBAaHNN JieTell ¥ MOAPOCTKOB ¢ mopospenneM Ha CI'XC, tak
KaK y HMX KpoMe mosblieHHOro yposHsa XC JIHII sayacTyio, 0co6eHHO B CIydae
reCI'’XC, He ymaeTcs BBIABUTD APYrux ¢eHoTunmdeckux mpossrernit [ XC: kcaH-

TOM, JINTIOMJHOV IYTY POTOBUILBL, aTEPOCKIEPOTUIECKUX M3MEHEHNUN B apTEPUAX.
5.4. dusukaabHOE 00CIETOBAHE

Ins puarnoctuku CI'XC npu pusmkaapHOM 00CIeJOBaHNM JOMDKHBI OBITH IIPO-
BeJIeHbl OCMOT ¥ HAJIBIIALNS CIEAYIOMNX CYXOXIINIL: aXU/UIOBBIX, pasrubarereit
TIa/TbIIeB PYK, TPUIIETICOB ¥ KOJIEHHBIX CYCTaBOB C IIe/TbI0 AMATHOCTUKY Ha/IMYNA Cy-
XO>XVM/IBHBIX KCAHTOM. BBIfIB/IEHNE CYXOXKVMIBHBIX KCAHTOM ABJIAETCSA IaTOTHOMO-
HUYHBIM npusHakoM CI'XC, ofHaKO OTCYTCTBME KCAHTOM He MICK/IIOYaeT JJMarHosa
CI'XC. OcMOTp KOXKHBIX ITIOKPOBOB C LIe/IbI0 IVIATHOCTUKY Ha/IM4usA TYOepO3HBIX
KCaHTOM Ha Koxke. Hammdne KO>KHBIX TyOepO3HBIX KCAHTOM B MOJIOZIOM BO3pacTe
xapakTepHo B 6osbiueit creneny mist roCI'’XC. OgHako UX OTCYTCTBYE He MICK/II0Ya-
et anarnosa CI'XC. Ko>xHble KCaHTela3Mbl He SBJIAITCA IaTOTHOMOHMYHBIM IIpU-
sHakoM CI'’XC. OcMOTp pOroBuIbl 060MX IJI1a3 C Le/Ib0 JUaTHOCTUKY TUIIOULHOM
OyTu porosulibl. Hanudue mumonpgHoi JyTu poroBULIbI ABIAETCA MTaTOTHOMOHMY-
HbIM npusHakoM CI'XC TonbKo B ciydae ee 0OHapy>KeHIs B BO3pacTe [0 45 /eT.

5.5. lTabopaTropHas fMarHOCTUKA

Bcem nmuuam ¢ nopospennem Ha CI'XC noxasaHo onpepenAts yposenb XC JIHIIL
Ecnu yposens TT < 4,5 mmons/n, To pacter XC JIHII Hy>xHO IpOBORUTDH 110 HOp-
myne OpujBanbja:

XC JIHII (mmonv/n) = OXC - XC JIBII - TI/2,2.

Heobxopnmo onpepenars yposenb XC JIBII u TT' Bcem nuuaM ¢ Nofo3peHmeM
Ha CI'’XC c nenblo pacuyera yposra XC JIHII mo ¢popmyne @pupBanbia 1 MCKITIO-
YeHM A Ha/lM4uus COIYTCTBYIOIEN TuepTpurnunepuaemun. Ilokasano mpoBoguThb
npamoe onpenenenue yposaa XC JIHII B ciydae, Korga ero Helmb3s pacCYMTaTh
o ¢popmyne Opupsanppa. IIpu yposre TI' > 4,5 mmonb/n faHHas popmyna gaer
HEKOPPEKTHBIE pe3y/IbTaThbl, II09TOMY B 3TOM Cllydae IpUMeHATb popmyny Opu-
IBaJIb/ia HeIb3s, ¥ HeOOXOMMMO IIPOBOAUTD IIPsIMOe OMOXMMIYECKOe OIpefie/ieH e
yposua XC JIHII.
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5. BbisiBneHne nauneHToB ¢ CMXC

aHaMHe3a IIpu 06CIelOBaHNN JIeTell ¥ MOAPOCTKOB ¢ mopo3penneM Ha CI'XC, Tak
KakK y Hux KpoMme nosbiiieHHoro yposHs XC JIHIIT sagacTyio, ocob6eHHO B ciydae
reCI'’XC, He ymaeTcs BBIABUTD APYrux ¢peHoTunmdeckux mpossrernit [ XC: kcaH-

TOM, TII/IHOI/[,[[HOIZ AYyTN pOTOBUILBI, aTEPOCKIEPOTUIECKUX M3MeEHEHUI B apTepuAx.
5.4. dusukaabHOE 00CIETOBAHIE

Ins guarnoctuky CI'XC npu ¢pusukanbHOM 06¢mefoBaHNN FOTKHDI OBIT IPO-
BeJleHbl OCMOTp ¥ HMAJIbIIALNS CIEAYIOMUX CYXOXXIMINIL: aXM/UIOBBIX, pasrubarerneit
HaJIbLeB PYK, TPULENICOB U KOJIEHHBIX CYCTaBOB C L[e/IbI0 IMATHOCTUKM Ha/INYNA CY-
XO>KI/IbHBIX KCAHTOM. BBIABNIeHNE CYyXOXKMIPHBIX KCAHTOM SBJIAETCSH MaTOTHOMO-
Hu4HBIM npusHakoM CI'XC, ofHaKO OTCYTCTBUE KCAHTOM He MCK/TIOYaeT JUarHo3a
CI'XC. OcMOTp KOXKHBIX ITIOKPOBOB C LIe/IbI0 OVATHOCTMKY Ha/IM4YyA TYOepPO3HBIX
KCaHTOM Ha Koyke. Hanmmdme KO>XHBIX TyOepO3HBIX KCAHTOM B MOJIOZJOM BO3pacTe
xapakTepHO B 6osbiueit creneny pisg roCI'’XC. OgHaKo NX OTCYTCTBUE He MCK/II0Ya-
et guarHo3a CI'’XC. KoxxHble KcaHTe/Ta3MBbl He SIBJIAI0OTCA ITATOTHOMOHMYHBIM IIPU-
3HakoM CI'’XC. OcMoTp poroBuiibl 060uX I71a3 C LIe/IbI0 JUATHOCTUKN TUIIOV/THO
myru poroBuubl. Hammdane TUIIONIHONM KYTU POTOBUIIBI AB/IAETCA MATOTHOMOHMY-

HbIM IpusHakoM CI'XC To/bKO B c/1ydae ee 0OHapy>KeHI B BO3pacTe Jio 45 JeT.
5.5. lTabopaTopHas fMarHOCTUKA

Bcem nmuijam c nopospennem Ha CI'’XC nokaszaHo onpefienaTs yposenb XC JIHIL.
Ecnmu yposens TT < 4,5 mmonb/n, To pacder XC JIHIT Hy>KHO IpOBOAUTD HO op-
myne @puppanbpa:

XC JIHII (mmonv/n) = OXC - XC JIBII - TT/2,2.

Heo6xonnmo onpepensats ypoens XC JIBII u TT Bcem nuiiam ¢ mOfo3peHmeM
Ha CI'XC c nenbio pacyera yposus XC JIHII mo ¢popmyne Ppuasanbia u UCKIIIO-
YeHU s Ha/lM4YUsA CONYTCTBYIOIEeN TunepTpurnunepuaemun. Ilokasano mpoBoguTh
npsmoe onpepienenne yposHsa XC JIHII B cnydvae, Korga ero Heab3s pacCcumMTaTh
o popmyne Opunsanpia. [Ipu yposue TT > 4,5 MMonb/n gaHHas GopMysIa gaeT
HEKOPPEKTHbIE pe3y/IbTaThbl, II03TOMY B 3TOM Cllydae IpUMeHATb popmyny DOpu-
IBaJIb/ia HeIb3d, Y HeOOXOMMO IIPOBOANTD IIPsAIMOe OMOXMMIYeCKOe OIpefie/iecH e
yposusa XC JIHIL.
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5. BbisiBneHne nauneHToB ¢ CMXC

9¢deKTUBHOCTD TUIIONUINAEMUYIECKOIT TePaIN J/IsI CHYXKEHNUS PUCKa PasBU-
TUA CEPLIeYHO-COCYIMCTBIX OCTIOKHEHNIT HAIPAMYIO CBA3aHa CO CHMIKEHVEM YPOB-
Hs XC JIHIL Kaxxppui 1 mmonn/n camxennsa XC JIHIT acconuupyercs ¢ yMmeHblie-
HIJIeM OTHOCUTeIbHOTO prcKa passutus VIBC Ha 20%, 109TOMy He06XOIMa OLjeHKa
AMHAMMKIY 9TOTO IOKasaress Ha ¢poHe nedenusi. Yposens XC JIHII > 4,9 mmons/n
y B3POC/IBIX WK > 3,5 MMOJIB/TI Y A€Tell U MOAPOCTKOB SIB/IAETCSI OCHOBHBIM (e-
norunudeckum npusHakom CI’XC. B cnyuae soiasnenns [XC cnenyeT BbIIIOTHUTD
IIOBTOPHOE M3MepeHe MUINI0B KPOBM He ITO3/[Hee YeM depe3 3 MecsIja C LIe/IbIo MC-
K/IIOYeHVsI BIVSHIUS NHAUBU/YA/TIbHOI 11 TabOpaTOPHOIT BapuabebHOCTY Ha JaH-
HBbIN TIOKa3aTeb.

Y pereit ¢ yposuem XC JIHII 6ormee 11 mmonb/m TpebyeTcss MpOBOAUTH Aua-
rHocTuKy roCI'XC. V3MepATh ypoBeHb XONeCTepMHA y AeTell ClefiyeT HauMHasd
C IByXJIETHETO BO3pacTa, ecin y popnresneii nmeercsa CI'XC, kcaHTOMATO3 MM paH-
Hee Havyaso VIBC. B Takyx ceMbsX Bce JIUIa JOIXKHBI OBITH 00CIeOBAHbI JJI VIC-
xnrodeHnsA CI'XC kak MOXXHO paHblIe.

C nenbio noaTBepxAeHNA ArarHo3a reCI'XC mokasaHo NpoBeieHNe MONEKYIAP-
HO-T€HeTMYeCKOTO JMCC/IeJOBAHM A, HAIIPAB/IEHHOTO Ha ITaTOT€HHBbIE MU BEPOATHO
TaTOTeHHble BAPMAHTBI HYK/IE€OTUAHOI TIocnefoBaTenbHocT B reHax LDLR, APOB,
PCSK9, y nux ¢ cymmoit 6anioB 6 u 6ojee COIIacHO KIMHUYECKUM KPUTEPUIM
ro/UTaHACKMX MuIMAHbIX K1nHuK (DLCN) uin npu noctanoske guarHosa reCI'’XC
cornacHo kputepusaMm Calimona bpyma. IToctanoska auarsosa reCI'’XC Bo3MoXcHa
6e3 BBIIIONHEHUS MOJEKYIAPHO-TEHETUYECKOTO JMCCIeOBAHN 10 KIMHUYIECKIM
KPUTEePUAM, OTHAKO BbIABIEHUE KOHKPETHOJ T€HHOM MYTAI[UM CYIIeCTBEHHO 00-
neryaeT mocraHoBKy gamarnosa CIXC u mocnepyroliee mpoBefieHME KacKaJHOTO
CKPUHMHTIA, yTOuHseT pucK passurusa CC3, a Takyke MOXKeT ObITh MOJIE3HBIM IIPK
IIJTAaHMPOBaHMUM ceMbi. Kpome TOro, BbIsAB/IEHME MYTalMM HEPEIKO YBeNMYMBaeT
NIPUBEP>KEHHOCTD ManueHTa K Tepanuu. COIrnmacHO paHJOMU3MPOBAHHOMY MCCTIe-
[OBaHUIO, TeHeTIYecKoe nofTBepKaeHne nuarHosa CIXC ycunmusaeT Bepy B ad-

(beKTUBHOCTD MeUKaMEHTO3HOTO CHIDKEH NS YPOBH: XO/IeCTepuHa.
5.6. ]/IHCTpYMeHTaJIbHa}I ANATrHOCTUKA

Bcem B3pocnbim nanyenTam 30 et u crapiue ¢ nogospenueM Ha CI'XC, He ume-
fomyM anaruosa VIBC, mpoBoaMTD OIIEHKY IIPETeCTOBOI! (A pMOPHOIT) BepOATHOCTI
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5. BbisiBneHne nauneHToB ¢ CMXC

9 deKTUBHOCTD TUTIONUINAEMUIECKOIT TePATINM J/Is CHVYYKEHNA PUCKa PasBU-
TIUA CEPHIEYHO-COCYIVCTBIX OCTIO>KHEHNIT HAIPAMYIO CBA3aHa CO CHVDKEHVEM yPOB-
Ha XC JIHII Kaxppii 1 mmonbs/n camxenusa XC JIHIT accounnpyercs ¢ ymeHble-
HJIeM OTHOCUTeIbHOTO prcKa passutus VIBC Ha 20%, T0sToOMy He06X0iMMa OLjeHKa
IMHAMMKIM 3TOTO IOKasaress Ha ¢poHe nedeHus. Yposenb XC JIHII > 4,9 mmons/n
y B3POCTIbIX MM > 3,5 MMOJIB/T Y A€Tell U MOAPOCTKOB SBIACTCS OCHOBHBIM (e-
HoTunuuecknm npusHakom CI'’XC. B cnyvae BoiasneHus I'’XC cnenyeT BHIIIOTHUTD
IIOBTOPHOE M3MEPEHMe TUNNJ0B KPOBH He II03/jHee YeM depes 3 MecsAIa C Le/IbIo JiC-
KJTIOUeHNs BIVMSAHNS MHAVBUAYAIbHOI U TabOPAaTOPHOI BaprabeIbHOCTY Ha IaH-
HBIIT II0Ka3aTelb.

Y pereit ¢ yposaem XC JIHII 6omee 11 mMMomnb/m TpebyeTcs MpOBOAUTH Aua-
raoctuky roCI'XC. VsmepaTh ypoBEHb XO/IECTEPUHA Yy JieTell CleflyeT HauMHasd
C IByXJIETHETO BO3pacTa, ecin y poputesneit umeercss CI'XC, kcaHTOMATO3 MM paH-
Hee Hauamo VIBC. B Takux ceMbsix Bce IMIfa JO/DKHBI OBITH 00CIE[OBAHBI [I/IsI VIC-
xmoderna CI'XC Kak MOXXHO paHbIIIe.

C nenpio nopTsepxaeHns: auarnosa reCI'XC mokasaHo IpoBefeHne MOTEKYIIAp-
HO-T€HeTMYeCKOTO JMCC/IeOBAHM A, HAIIPAB/IIEHHOTO Ha MAaTOT€HHBbIE UM BEPOATHO
IIaTOreHHbIe BAPMAHTHI HYKIEOTUIHOM Noc/IeffoparenbHOCTY B reHax LDLR, APOB,
PCSKY, y nur ¢ cymMoit 6a/1oB 6 1 60see COIIACHO KIMHMYECKMM KPUTEPUAM
romaasAcKuX munuaHbix KanHuk (DLCN) win npu nocraHoBke guaruosa reCIXC
cornacHo kputepuaM Calimona bpyma. Iloctanoska nuarsosa reCI'’XC Bo3Mo>kHa
6e3 BBIIONIHEHNSI MOJIEKY/ISAPHO-T€HETUYECKOTO UCCIeOBAaHNA 110 KIMHIYECKIM
KpUTEPUAM, OfJHAKO BBIABJICHME KOHKPETHOJ IeHHOM MYTalluy CYIIeCTBEHHO 00-
neryaer mocraHoBKy amarxHoza CI'XC m mociepyromjee mpoBefeHMe KacKajHOTO
CKPUHMHTA, YTOuHsAeT pucK passurua CC3, a Takke MOXKeT OBITh MOJIE3HBIM IPK
IIJTAaHMPOBaHMM ceMbi. Kpome TOro, BhIAB/IEHNME MYTalMyi HEPENKO YBENMYMBAET
IIPUBEP>KEHHOCTD MauueHTa K Tepanuu. COrnmacHO paHJOMU3MPOBAHHOMY MCCTIe-
IOBaHUIO, TeHeTIYecKoe nofTeepkaenne nuarHosa CIXC ycunusaeT Bepy B ad-
(eKTMBHOCTb MEVIKAMEHTO3HOTO CHIUKEHS YPOBHS XO/ECTePIHA.

5.6. IncTpyMeHTaIbHaA UATHOCTUKA

Bcem B3pocneiM manmentam 30 et u ctapie ¢ mopospennem Ha CI'XC, He nmMe-

oM guarsosa JIBC, mpoBOANTD OLIeHKY IPETeCTOBOM (aIpMOPHOIT) BEPOATHOCTU
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11. KnuHndeckuii cnyyain

ObpamaroT Ha cebs1 BHMMaHUE CYXOXXVMIbHBIe KCAHTOMBI pasrumbaTeneil KUCTU
U IJTOCKYIe KCAHTOMBI MEXXITa/IbL[eBbIX IPOMEXYTKOB (pUcC. 7), TYOepOo3HbIe KCAHTO-
MBI B 06/1aCTH JIOKTEBBIX (pUC. 8) 1 KOJIEHHBIX CYCTABOB, KCAHTOMbI 000MX aXMII/IO-
BBIX CYXOXMnuit (puc. 9), KcaHTenasMa nepuopbutanpHoi obmactu ciesa (puc. 10),
nunupHas gyra porosuisl (puc. 11). Hap o6mactbio cepaiia u KPYIHBIMK COCYAMMN
mymbl He BeicnymuBaoTcsa, YCC 56 B munyty, Al 110/70 MM pT. CT., HapyIIeHNU
pUTMa cepila U MPU3HAKOB HELOCTATOYHOCTY KPOBOOOpALIEHN s HET, IIy/IbCALs
Ha TIOBEPXHOCTHBIX apTEpPUsIX CTOI COXpaHeHa. B 6MoXmMudIeckoM aHanmse Kpo-
By, Ha ¢oHe posysacraruua 20 mr KoHuentpauns OXC - 17,95 MMO/b/11, ypOBeHb
TT - 1,28 mmons/n, XC JIBIT - 0,70 mmons/n, XC JIHII - 16,58 MMomb/i1, mTUmonpo-
tenp(a) — 190 mr/m (tabmuua 6). Ilpu perucrpanun KT B mokoe u B Te4eHMe CYTOK
MIIeMMYEeCKMX M3MEHEHNIT, HapyLIeHUIl pUTMa Cepilla He 3aperucrpuponano. Ilo
TaHHBIM 9XOKappuorpaduy aopTa yIJIOTHeHa, KaMephl CepAlia He paclIMpeHbl, Ha-
PYLICHMIT TOKa/JIBHON U I100a/IbHOM COKPaTUMOCTM HeT, KaJIbIIHO3 CTBOPOK aop-
TaJIbHOTO KJIAIlaHa C SB/IEHNAMM HeJOCTaTOYHOCTM 2-3 cTenenn. [Ipu gynnekcHoM
CKaHVPOBAHUY BBIABJIEHBI aTepPOCK/IepOTHYeCKMe OIAIMIKY CO CTEHO3MPOBAHMEM
IIpaBol MOSK/TIOYNYHON apTepun 10 60%, 0OImMX 1 BHYTPEHHNX COHHBIX apTepuit,
[paBoit MO3BOHOYHOI apTepuu 10 50%. Ilo 3aBepuieHnn obcnenoBanms OblI Ha-
3HaueH aropBacTaTuH 80 MT B CYTKM, 3aTeM IIpucoefuHeH 93etumubd 10 mr (tabn.5).
Ha MakcuMManbHOM IMIONUNNIEMUYEeCcKOil Tepanuyu oTMedeHo cHipkeHne XC JITHIT
no 11 MMONB/N, YpOBHM TeYEeHOYHBIX TPaHCAMMHA3 U KpeaTMHKMHAa3bl COXPAHA-
JICh B Ipefieniax HOPMaTbHBIX 3HAUeHMIT. YUUTBIBAs CTAOMIM3ALMIO CTEHOKAPIAUN
Ha YpoBHe 2 (QYHKI[MOHA/IBHOTO K/IacCa, OT MPOBeeHMsI OIlepannyi KOPOHAPHOTOo
IIYHTUPOBaHMsI OBIIO pelleHO BO3mepXKaTbcs. s obcmenoBaHms ObIIM MpuUIia-
1eHbl MaTh 58 et 1 Koub 10 net. IIpn ocMoTpe Kakux-1160 0CO6eHHOCTEN He BBISB-
neHo. Y matepu koHeHTpanusa OXC xkposu - 10,4 mmons/n, XC JIHII - 8,3 mmornb/n,
numonpoTtens(a) — 21 mr/m, y gouepu OXC - 8,6 mmons/n, XC JIHIT - 7,0 MMonb/11,
ymunonporens(a) — 76 Mr/m.

Takum 06pasoM, Ha OCHOBAHMM HAMM4YMs KpailHe BBICOKOI KOHIEHTpAI[UU
XC JIHII, kcaHTOM, TMOUIAHON TYTY POTOBUIIBI Y KeHITMHBI 30 /€T, TUIepanImue-
MUM Y MaTepy U JOYepHU, IIO3BOIM/IN HaM CJie/IaTh 3aK/II04eHNe, YTO B JAHHOM CIIy-
yae nMeeT MecTo ToCI'XC ¢ pa3BuUTIEM CTEHO3UPYIOIET0 aTePOCKIepo3a KOpOHap-

HbIX apTepuii u VIM B MOIOZOM BO3pacTe.
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11. Knunndeckuii cnyyain

ObpamaioT Ha cebsA BHUMaHME CYXOXKMIbHbIe KCAaHTOMBI pasrmbaTesneil KUCTH
¥ TJIOCKYe KCAHTOMBI MEXXITaTbLIEBbIX IIPOMEXYTKOB (pIcC. 7), Ty6epo3HbIe KCAaHTO-
MBI B 06/1aCTH JIOKTEBBIX (pUC. 8) 1 KOJIEHHBIX CYCTaBOB, KCAHTOMbI 000MX aXMUIIJIO-
BBIX CYXOXumuit (puc. 9), kcaHTenasMa repuopbuTaapHoi obmactu ciaesa (puc. 10),
MuIupHas gyra porosuisl (puc. 11). Haj o6macTbio cepaiia u KPyIHBIMM COCYAMM
myMbl He BeicnymuBaioTcs, YCC 56 B munyty, Al 110/70 MM PT. CT., HapyLIeHNUI
pUTMa cepplla U MPU3HAKOB HETOCTATOYHOCTM KPOBOOOpAIIeHNs HET, IyIbCalus
Ha TIOBEPXHOCTHBIX apTepUsIX CTOI COXpaHeHa. B OMOXMMMYeCKOM aHanm3e Kpo-
BI, Ha (hoHe posysactaTuHa 20 mr KoHueHTpauns OXC - 17,95 MMO/b/1I, ypOBeHb
TT - 1,28 mmons/n, XC JIBIT - 0,70 mmonb/n, XC JIHII - 16,58 MMo/Ib/1, TUIONPO-
tenp(a) — 190 mr/m (tabmuua 6). Ilpu perucrparun KT B mokoe u B Te4eHMe CYTOK
MIIEMWYECKMX M3MEHEHNN, HapYUIEHNII pUTMa cepplia He 3aperncrpuposano. Ilo
TaHHBIM 9XOKappuorpadum aopTa yIVIOTHeHa, KaMepbl CepAlia He paclIMpeHbl, Ha-
PYLIEHNIT TOKaIBHOI U T7I00ATBHON COKPATUMOCTHU HeT, KaIbLINHO3 CTBOPOK a0p-
Ta/IbHOTO KJIAIlaHa C SB/IEHNAMM HeJOCTaTOYHOCTM 2-3 cTenenn. IIpu gynnekcHoM
CKaHVPOBAHNM BBIABJICHBI aTePOCK/IEPOTHYEeCKMe OIAMIKY CO CTEHO3MPOBAHMEM
[IPABOIT IIOAK/TIOYNYHON apTepnu 10 60%, 0OIMX 11 BHYTPEHHIX COHHBIX apTePMUIt,
MpaBoil TI03BOHOYHOI apTepun o 50%. [To 3aBepinenun obcnemoBanms ObIT Ha-
3Ha4YeH aTopBacTaTH 80 MT B CYTKI, 3aTeM IIPUCOeAVHeH a3eTuMub 10 mr (tabm.5).
Ha MakcMManbHOM IMIONUNNIEMUYECKOi Tepanuyu oTMedeHo cHypkeHne XC JIHIT
7o 11 MMOIbB//I, YPOBHNU IIeY€HOYHBIX TPaHCAMMHA3 M KPeaTMHKMHA3bl COXpaHA-
JIMCh B IpeJieiax HOPMa/IbHBIX 3HAUCHMII. YUUTBIBAsI CTAOMIM3ALMIO CTEHOKAPAUY
Ha YpOoBHe 2 (yHKIMOHA/JIBHOTO KJIacca, OT NPOBefieHNs OIlepalyyi KOPOHApHOro
IIYHTUPOBAaHU ObUIO pelleHO BOo3fepxKaTbcs. JIna obcmefoBaHus ObIIM IpUIIa-
IIeHbI MaThb 58 et 1 foub 10 net. IIpy ocMoTpe Kakux-1160 0cCO6eHHOCTEl He BBIAB-
neno. ¥ matepu KonueHTpauus OXC kposu — 10,4 mmons/m, XC JIHII - 8,3 mmonb/n,
nunonpoteus(a) — 21 mr/nn, y gouepu OXC - 8,6 mmons/n, XC JIHII - 7,0 Mmmonb/1,
nunonpoTteuns(a) — 76 Mr/m.

Takum o06pasoM, Ha OCHOBaHMM HaMM4Ms KpaiiHe BBICOKOI KOHIIEHTPaLUU
XC JIHII, xcaHTOM, TMIUIHO AYTY POTOBUIIBI Y >KeHITMHBI 30 /IeT, TUnepanmupe-
MUM Y MaTepU U JOYEpU, IO3BOIMU/IM HAM CJie/IaTh 3aK/II04YeHNE, YTO B JAHHOM CIIy-
yae nmeeT MecTo ToCI'XC ¢ pasBuUTIEM CTEHO3MPYIOIETO aT€POCK/IepO3a KOPOHap-

HbIX apTepuit u VIM B MoofoM Bo3pacre.
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11. Knunndeckuii cnyyain

11. KnuHn4yeckni cmyqamn

bonbuasa C., 30 net, HanpasieHa B OPI'BY «HanuoHanbHbI MeAULINHCKAI UC-
C/IefloBaTeIbCKMII LeHTp Kappuonornu» MuHsgpasa Poccuy u3 NOMMKIMHUKU
10 MeCTY >KUTeNbCTBa. Poguiace B JloHeLKOI 06/1acTy eINMHCTBEHHBIM PeOeHKOM
B cembe. Orery Tparnvecku noru6 B 40 sieT, MaTh MPAKTUIECKN 3[OPOBa, HO He 06-
CIefoBaIach paHee, 6abymiKa 10 MaTePIHCKON IMHUM B 65 JIET IIepeHec a NHPAPKT
muokappga. C mepBoro roga >ku3Hu y 60IbHOI ObIIN 0OHAPY KEHbI KCAHTOMBI B SITO-
AVMYHON 0671acTH, € 3 JIeT HOABMIMCH KCAHTOMBI aXMJUIOBBIX CYXOXVIINIL, B 06IacTH
KOJIEHHBIX M JIOKTEBBIX CYCTaBOB, KMCTeN PYK. B 4 rofja B NONMKIMHMKE 110 MECTY
JKITENTbCTBA BBIABIICHO 3HAYNMTeIbHOE NOBBIIIeHMe KoHIeHTpanuu OXC KpoBu
1o 19 Mmmonb/n. JledeHre TUIOMUNINEMUYECKIMH IIperapaTaMiy He IPOBOMIIOCH,
O[JHAKO MaTb OTpPaHMYMBajIa KOIMYECTBO )XMBOTHBIX )XMPOB B IINILEBOM pallMOHe.
3a cyeTr pocTa KCAHTOM BO3HMKIIM OTPaHNMYEHME TO/BY>KHOCTY U 0OTIe3HEHHOCTD
TIpY ABVOKEHUU MAsblieB KMCTEN M CTON, KOMEHHBIX U TOKTEBBIX CyCTaBOB, HEOJI-
HOKPAaTHO IIPOBOJVIIOCH XMPYPIMYecKOe McCedeHue KCAaHTOM B O0/IacTU JIOKTe-
BBIX CYCTaBOB U aXM/JIOBBIX CYXOXXU/NUIL. B TedeHMe MoceHNUX 5 /IeT Heperynsap-
HO NIpMHNUMaja CMMBAaCTaTUH M aTOPBACTaTUH B OOBIYHBIX fo3upoBkax. C 20 meT
HOSBMU/IVCH 6O/MM 3a TPYAMHON NPY OOBIYHBIX GU3NIECKUX HArpy3KaX. B TeueHnme
2014r. oTMeTH 1A yUyallleHVe U YBeIMYeHe IPOFOIKUTeTbHOCTY IPUCTYTIOB CTEHO-
KapANM CO CHYDKEHVeM IIePeHOCUMOCTY (pU3MYeCKIX HarPy30K, BOSHUKIIA HOTPe6-
HOCTb B IpMMeHeHUM HUTpornuiepuna. ITocme 3aTA>XHOT0 aHTMHO3HOTO MPUCTYy A
7.10.2014r. 6pI7a TOCIUTANM3UPOBAHA B OGHY M3 MOCKOBCKMX OONBHMI, T OB
mpuarsoctupoBaH VIM mepenHe-60K0BOII Mokanusanuu 6e3 mogbema cermeHTa ST.
I[Tpu xopoHaporpadum 6s1710 BbisABIeHO HnDy3HOE MOpaXKeHNe BCeX MAaTUCTPalb-
HBIX apTepuil ¥ BeTBENl BTOPOrO IOpAJLKA CO CTEHO3aMU IO JUAMETPY apTepuii
1o 60-90% 1 OKK/II03M: IIPAaBOIl KOPOHAPHOII apTepuH, MHAEKC Syntax 56. B craun-
OHape HayaTa TepanusA Tukarpeaopom 180 Mr, amermacannuuaIoBoi Kucnoroi 100
MI, po3yBacTaTMHOM 20 MT, OMCOIIPOIONOM 2,5 MT, IIOC/IE BBIIMCKN COXPAHSITUCH
IIPUCTYIIBI CTEHOKAPAUY IPY YMEPEHHBIX PU3NYeCKIX HaTPY3KaX.

IMocrynuna B HMMWI xappguonorum 19.11.2014 1. B yOBIETBOPUTENTBHOM CO-
CTOSAHUU, IIPA OCMOTPE HOPMAJIbHOTO TEIOCIOXKEHUS, pocT 153 cMm, BeCc 54 KI.
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11. Knunndeckuii cyya

11. Knmanvyeckuii crydan

bonbuas C., 30 net, HanpasnieHa B PI'BY «HanuonanbHbll MeAULIVHCKNIN UC-
crefloBaTeIbCKUI IIeHTp Kappuonorum» MmuHsgpaBa Poccuy 13 HMOMMKIMHUKNI
II0 MeCTy XUTeNbCTBa. Pognmach B JloHeLKOIT 00/1acTy eUHCTBEHHBIM PeOeHKOM
B ceMmbe. Otely Tparndecky noru6 B 40 neT, MaTb IPAKTUYECKM 3[OPOBA, HO He 00-
CrIefjoBanach paHee, 6adyIiKa 0 MaTepMHCKON INHNUK B 65 JIeT IepeHec a NHPapKT
muokappga. C mepBoro roga >ku3Hu y 60IbHOI ObIIM 0OHAPY>KEHbI KCAHTOMBI B STO-
AUYIHOI 0671aCTH, C 3 JIET TIOSBU/IMCH KCAHTOMbI aXMJIIOBBIX CYXOXXWINIL, B 06/1acTH
KOJIEHHBIX 1 JIOKTEBBIX CYCTABOB, KMCTell PyK. B 4 rofia B MOTMKINMHUKE 1I0 MECTY
JKUTENbCTBA BbIAB/IEHO 3HA4YNMTeNbHOE NoBbIIeHMe KoHIeHTpanunu OXC kpoBu
7o 19 mmorb/n. JledeHne TUIIOMUINAEMUYECKMMY IIperapaTaMiu He IIPOBOJUIOCD,
OIHAKO MaTh OTPaHMYMBA/IA KOMYECTBO KMBOTHBIX )KMPOB B NMIIEBOM PAIJIOHE.
3a cyeTr pocTa KCAaHTOM BO3HMKIIM OT'PaHMYEHME TOJBY>KHOCTY U 00Ie3HEHHOCTD
NP JABVKEHWM TIAJIbIieB KNUCTEH M CTOII, KOJIEHHBIX U JIOKTEBBIX CYCTAaBOB, HEOJI-
HOKPAaTHO NPOBOAM/IOCH XUPYPIUUECKOe VCCedeHNe KCAaHTOM B OO/IACTV JIOKTe-
BBIX CYCTaBOB U aXMJ/IJIOBBIX CYXOXKU/NIL. B TedeHMe MOCIeHNUX 5 /IeT HEperynap-
HO IIpMHUMaJa CYMBACTaTUH JM aTOPBACTaTHH B OOBIYHBIX jJo3upoBkax. C 20 et
HOABWINCH OOMM 3a TPYAMHOI NPy OOBIYHBIX (PU3NYECKUX HArpy3KaX. B TeueHnme
2014r. oTMeTH/IA yYallleH)e U yBeTNYeHe NPOJO/KUTENbHOCTU IPUCTYIIOB CTEHO-
KapAMM CO CHVYDKEHMEeM IIePeHOCUMOCT (pU3NYeCKIX HarPy30K, BOSHUKIIA HOTPe6-
HOCTb B IPMMeHEeHUM HUTpornuiepuHa. ITocne 3aTA>XHOr0 aHTMHO3HOTO TPUCTYyTIa
7.10.2014r. 6pI7Ta TOCIUTANM3NPOBAHA B OSHY M3 MOCKOBCKMX OONBHMII, TZe OBIT
mmMarHocTupoBaH VIM mepenHe-60koBoIT mokanusanuu 6es nogbema cerMenta ST.
I[Tpu xopoHaporpadum 6b110 BbIABIEHO NP DY3HOE OPaXKEHe BCeX MAaTUCTPab-
HBIX apTepuil U BETBEil BTOPOTO IOPAJKA CO CTEHO3aMI IIO OMAMETPY apTepuit
1o 60-90% 1 OKK/II03Ms IIPABOIl KOPOHAPHOII apTepuM, MHAEKC Syntax 56. B craun-
OHape HayaTa TepanusA Tukarpeaopom 180 mr, amermicannuuaoBon kucuoron 100
M, po3yBacTaTMHOM 20 MT, 6MCOIPOIONIOM 2,5 MT, OC/Ie BBIIIMCKM COXPaHSIUCD
IPUCTYIIBI CTEHOKAPAVM TPV YMEPEHHBIX PU3MUECKUX HATPY3KaX.

Iocrynuna 8 HMMUI xapguonorum 19.11.2014 1. B yOBIE€TBOPUTENTBHOM CO-

CTOSIHMM, IIPM OCMOTPE HOPMAJIbHOT'O TEIOCIOXKEHU:, pocT 153 cM, Bec 54 KI.
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5. BbisiBneHue nauneHToB ¢ CMXC

VIBC c perrenrem Bompoca 0 He0OOXOAMMOCTH 1 BBIOOpe MeTOfa LaibHellIel fua-
raoctuky VIBC, ¢ mocmenyrouieit crparndukalmeil piucka CepaeIHo-COCyIUCTBIX
OCJTOXXHEHMIT U BBIOOPOM TaKTUKM JIEI€HS COITACHO [eICTBY IO MM KIMHIYECKIM
pexomenpganusam «CrabunpHast nineMndeckas 6ome3up cepauar» (KP155). V mann-
eHTOoB 710 30 set ¢ mopospenuem Ha CI'XC pelreHne Bompoca o HeO6XOAMMOCTI
puarHoctuky VIBC mpoBoauTh ¢ y4eToM KAMHMYECKOV KapTuHbl, OKI, MHeHMA
Bpaya-Kapfi1o/Iora, IPMMEHMMOCTY U JOCTYITHOCTY MMEIOLINXCsl METOJ0B IMarHo-
ctuku. Pannee passutne VIBC ABngeTcsa OfHUM U3 KPUTEPMeB IIOCTAaHOBKY [[1arosa
reCI'’XC mo xnmHMYeCKMM KputepuAM. IIokasaHO MPOBOAUTDH AMATHOCTMKY Ha-
VYN ATePOCKIEPOTIYECKOTO MTOPAKeHM A COHHBIX apTepuii 1 apTepuil HIDKHUX
KOHEYHOCTEIl y B3pOC/IbIX NI ¢ tofospeHneM Ha CI'XC npy momomy yibTpassy-
KOBOIJI IMarHOCTUKM BO BCEX C/Iy4YasAx, KOIfja TaKoe 00C/IeloBaHMe He IIPOBOANTIOCH
paHee, I cTpaTuUKALUU PUCKA CEPHEYHO-COCYUCTDIX OCTIOKHEHUIT 11 OlIpefie-

JICHUA TaKTUKN JICHCHU A.
5.7. KackagHbIil CKpUHUHT

C menbio MCKTIOUeHUsA/TOATBepxjeHus 3aboneBanusa CI'XC Heobxopmumo 06-
CIe[lOBAaTh POICTBEHHUKOB IIEPBOIL, BTOPOIL, I, €CIM BO3MOXKHO, TPeThell CTelleHN
pOJCTBa MaIyeHTa ¢ ycTaHoBNIeHHbIM guarHosoM CIXC (KacKamHBIl CKPUHIHT).
Kackagubiit cKpuHUHT — moatanHas upeHtndukanus mnanguentos ¢ CIXC cpe-
IM 4IeHOB ceMbl IpobaHAa (IepBOTO NUIjA B CeMbe C YCTAHOBIEHHBIM [UATHO-
3oM reCI'’XC), T.e. mepBoro JuIa B ceMbe, Y KOTOpOro BbicTaBleH auarnos CI’XC.
ITo mepe BoistBIeHNs HOBBIX ManueHToB ¢ CI'XC, X pOACTBEHHMKM TaKxKe 06cite-
nytorcs. Kackagublil CKpMHUHT — Hanbosiee 1ie1ecoo0pasHbIil CII0CO0 AMarHOCTUKIN
paHee He nuarHoctuposanHoi CI'XC, Tak Kak OH IO3BOJIAET BBIABUTD MAI[MIEHTOB
¢ CI'XC, B TOM 4ncrie Ha JOKIMHNYIECKON CTafuy. DTO IIOMOTaeT IIPOBOAUTD MpPO-
¢bumakTIYecKue MEPOIPITI, BKIIOYAIOI[e N3MeHeHe 00pa3a )XI3HM, KOPPeK-
nuio ¢pakropos pucka CC3 1 aleKBaTHYIO JIEKAPCTBEHHYIO TePaINIo, CHVDKAIOLIYIO
YPOBEHb XO/leCTeprHa B KPOBM M IPEeJOTBPALIAIONIYI0O PA3BUTHE CEPIEYHO-COCY-
HMCTBIX OCTIOKHEHWII. POICTBEHHMKY IepBOIL CTENIEHN POACTBA: POfuTeNnu (Marh,
orel) u fieTu (CBIH, JOYb), OpaT M cecTpa; BTOpOI: O6adylika, HefyLIKa ¥ BHYKI,
BHYYKI, JA0A, TeTS M IVIEMAHHUKM, IUIEMAHHULBL; TPeTbeil: pajiel, npadadyurka

M IPaBHYKN, ITPABHYYIKY; JBOIOPOSHbIE 6paT " cecTpa.
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5. BbisiBneHne nauneHToB ¢ CMXC

VBC ¢ pemmennem Bompoca 0 HeoO6XOAMMOCTY U BbIOOpe MeTofa JaibHelIIelt fua-
rHoctuky VIBC, ¢ mocnenyromeit crpaTudukaieiil piucka cepfieqHo-COCYAUCTBIX
OCJIOKHEHMII ¥ BLIOOPOM TaKTUKM JIeUeHN A COTTIACHO JIeNICTBYIOMMM KIMHUYECKIM
pexomenpanuaM «CrabunpHas uineMudeckas 6ome3ub ceppuar» (KP155). V mann-
eHTOoB 710 30 net ¢ mopospenueM Ha CI'XC pemreHne Bompoca o HeO6XOZMMOCTI
puarHoctuky VIBC nmpoBopuTh ¢ ydeToM KAMHMYecKoi KapTuHbl, OKI, MHeHMs
Bpaya-Kap/i1o/Iora, IPUMEHMMOCTY U JOCTYITHOCTY MMEIOLIMXCsl METOJ0B IMarHo-
cTuku. Pannee passurtue VIBC ABnseTcs ofHUM 13 KpUTEPHEB IIOCTAHOBKM 1arosa
reCI'’XC nmo KnmHMYecKMM KputepusM. IlokasaHo NMpoBOAUTb AMATHOCTUKY Ha-
VYK aATePOCKIEPOTUYECKOTO MTOPaXKEeHNA COHHBIX apTepuil 1 apTepuil HM>KHUX
KOHEYHOCTeIl y B3pOC/IbIX MU ¢ tofospeHneM Ha CI'XC npu nomomy yibTpassy-
KOBOJI AMATHOCTMKI BO BCEX CTy4asix, KOTZIa TaKoe 00C/IefoBaHNe He IIPOBOANIOCH
paHee, I cTpaTUUKALUI PUCKA CEPHEYHO-COCYLUCTBIX OCTIOKHEHNII 11 Ollpefe-

JICHNA TAKTUKU JICYCHU A.
5.7. KackagHbIii CKpYHUHT

C uenpio MCKMOYeHMs /IO TBepKIeHms 3aboneBannss CIXC Heobxopnmo 06-
C/Ie[lOBaTh POACTBEHHUKOB IIE€PBOI, BTOPOIL, U, €C/IN BO3MOXXHO, TPETbell CTeleHNn
POACTBaA MaleHTa ¢ ycTaHOBIeHHbIM AuarHosoM CI'XC (kackafHbII CKPMHMHT).
Kackaguplil cKpuHUHT — moaTanHas upeHTuukanus nanmentos ¢ CIXC cpe-
IV 4YIEHOB ceMby IpobaHpa (IepBOro Muia B CeMbe C YCTAaHOBIEHHBIM AVarHo-
3om reCI'’XC), T.e. mepBoOro juila B ceMbe, Y KOTOporo BbicTaBieH auarsos CI'XC.
ITo mepe BoisiBieHys1 HOBBIX marueHToB ¢ CI'XC, nX pOACTBEHHUKN TaKXe 06cre-
mytorcs. KackagHbllt CKpMHIHT — HanboJiee 11e1ecoobpasHblil CI0CO0 AMAarHOCTUKY
paHee He nuarHoctupoanHoi CI'XC, Tak Kak OH ITO3BOJIAET BBISIBUTD IALMIEHTOB
¢ CI'XC, B TOM unciie Ha JOKJIMHNYECKON CTafuu. DTO IIOMOTaeT IIPOBOAUTD MpPo-
bumakTIYecKe MepOIpUATHsI, BKIIOYAIe N3MeHeHe 00pasa )XI3HY, KOPPEK-
1uio pakropos prucka CC3 1 afleKBaTHYIO IeKapCTBEHHYIO TEPAINIO, CHIDKAIOIYIO
YPOBEHDb XO/eCTepyHa B KPOBU ) IPENOTBPAIIAIONIYI0 pa3BUTHE CEPLeIHO-COCY-
IVICTBIX OCJIOXKHEHMIL. POICTBEHHMKM TIepPBOIT CTENIEH) POACTBA: POANUTENN (MaTb,
orer;) u metu (CbIH, JOUB), OpaT M cecTpa; BTOpoit: 6abyIuka, AefylIKa U BHYKH,
BHYYKU, A5, TETS U IVIEMSTHHUKY, IVIEMSTHHUIIBL; TPeTbell: Ipafies, mpababymka

U IpaBHYK, IPaBHYYKY; JBOIOPOSHBIE OpaT U cecTpa.
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5. BbisiBneHne nauneHToB ¢ CMXC

[TanMeHTy Ba)XHO pasbsACHATb HEOOXONMMOCTD IIPOBEfIeHN s KAaCKaJHOTO CKPM-
HIHTA ¥ IPUIIALIEHNs eT0 POJCTBEHHIKOB Ha 00C/IefjoBaHIe, TaK KaK paHHee Bbl-
sB/IeHNe cpefyu HuX HOBbIX cnydaeB CI'XC mosBomut HavyaTb MpoduIakTudecKme
MepONpUATUA U JIEKAPCTBEHHYIO Tepaluio, HallpaB/ieHHble Ha IpeJoTBpallleHye
PasBUTHA CeplieuHO-COCY/IUCTBIX OC/IOKHeHMIl. Peanmsanys mporpamMm Kackaf-
HOTO CKpyHMHTa B Hupepranax npusena K BoisaBaeH1Io 6omee 28 000 HOBBIX CITy-
qaeB CI'XC. KackagHblll CKPUHUHT MOXeT ObITb (PeHOTUINYECKUM U 6a3UPOBATh-
cst Ha kanHndeckux nposisnennsx CI'XC, mubo reHeTHIeCKUM — C BBIIIOTHEHNEM
MOJIEKY/ISIPHO-T€HETUYECKOTO MCCIEeNOBAHMA M MOMCKOM MYTALVM, BBIABIEHHOI
y npobanga. B ciydae BbIABIeHUA y IpobaHfja MaTOT€HHOTO VM BEPOATHO-IIA-
TOTEHHOTO BapMaHTa HYK/IEOTU/HOI IIOCTeNoBaTenbHOCTN TeHoB LDLR, APODB,
PCSK9 1npu MOIeKyIspHO-T€eHETUYECKOM O0C/IeJlOBAaHNY, IOKA3aHO MPOBENEHNe
TeHEeTUYeCKOro KaCKaJHOrO CKPMHIUHTA Y POACTBEHHUKOB IIPOOaH/ia C LIe/IbIo OIIpe-
TeeHNA y HMX HaJAN4NA WIN OTCYTCTBUA SAaHHOTO TeHeTUYeCcKoro BapuaHTa. [Ipn
MIOATBEPXKAEHNN Ha/MM4us MATOT€HHBIX MM BEpPOSTHO-IIATOT€HHBIX BapMAaHTOB
Y pOACTBeHHMKa TOcTaBUTh eMy auarno3 CI'XC, nake ecnu yposenb XC JIHIT y mero
HIDKe IMaTHOCTYYeCKVX 3HAYEHWIT, XapaKTepHBIX Ji/IA JaHHOTo 3aboneBanus. [lpu
OTCYTCTBMM JJaHHBIX MOJIEKY/IAPHO-TeHETHYECKOro obceioBaHNA npobana de-
HOTUIIMYECKWIT KACKaTHbIJ CKPUHIHT IPOBOAUTCSA C MCIIONb30BaHMeM OpUTaHCKUX
onoxnmuyecknx kputepueB CI'’XC pna poncrBennnukoB NICE (National Institute
for Clinical Excellence) (puc. 3). YaursiBas 60ee BbICOKYI0 BEPOATHOCTD HATNYUA
CI'XC y popcTBeHHUKOB IpobaHfa (BeposATHOCTb 50% M/ pOACTBEHHUKOB 1 cTe-
HIeHNM POACTBa U 25% — [JIs1 2-0J1 CTeNeHM) 10 CPaBHEHNIO C OOIIeTONY/IALIOHHO
(opueHTUpOBOYHO 1/200), IPUMEHEHNUE OT/IETIBHBIX KPUTEPUEB /IS POACTBEHHIKOB
HOBBILIAET YyBCTBUTEIBHOCTD IIPU JOCTATOYHOI CHEIU(PUIHOCTHU IO CPABHEHUIO
C KpUTepUAMH, IIPUMeHsAeMbIMI ¥ pobaHfa. Bicokast 4yBcTBUTENBHOCTD (93%)
u crennduaHOCTD (82%) aT1x Kpurtepnes B auarHoctuke CIXC 6bl1a mpogeMoH-
CTpUpOBaHa 1 1A poccuiickoi nonynAanuu. CornacHo 3TUM KpUTEPUAM, HAIIpUMep,
Y SKeHIL[MHBI, lodepy IManneHTa ¢ guargosoM reCI'’XC, B Bospacre 25 7ieT Ipy ypoBHe
XCJIHII = 4,3 mmonb/n guarnos CI'XC 6yneT nogTBep>xeH, a npu yposxe XC JTHIT <
3,6 mmons/n guarao3 CI'XC moxxet 6biTb nckimodet. Ecnn XC JIHIT Haxogutcst B rpa-
Hunax 3,6-4,29 MMo7b//, B HACTOALINI MOMEHT HEBO3MOKHO TOYHO YCTAHOBUTD MJIN
nckmounth auarao3 CIXC, n Heo6X0IMMO B Ta/IbHEIIIeM IIPOBECTH TOBTOPHOE 13-
Mmepenne. Heo6xogmmo perncrpuposaTs 06C/Ie0BaHHBIX POACTBEHHIKOB IpobaH/a
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5. BbisiBneHne nauneHToB ¢ CMXC

[TanyeHTy Ba>KHO PasbACHATD HEOOXOAUMOCTD IIPOBEfieHM I KaCKaTHOTO CKPY-
HYHTA U IPUITALIEHN er0 POACTBEHHMKOB Ha 00C/IeJloBaHe, TaK KaK PaHHee BbI-
sAB/IeHMe cpefy HuX HOBBIX cnydaeB CI'XC mosBonmut HavyaTbh Hpo¢umIakTudecKue
MepONpUATUA U TeKapCTBEHHYI0 Tepalnio, HallpaB/leHHble Ha IpefloTBpallleHle
Pa3BUTUA CepHEYHO-COCYAUCTBIX OCTOXHeHuit. Peanmusanmsa mporpamMm Kackaj-
Horo cKpuHuHra B Hupepnangax npusena K BeisiBrieHno 6omee 28 000 HOBBIX CITy-
vyaeB CI'XC. KackagHblil CKpUHUHT MOXKeT ObITh peHOTHIMIecKUM 1 6a31poBaTh-
cs1 Ha KanHndeckux npossiaeHnsax CIXC, mubo reHeTHIeCKUM — C BBIIIOTHEHNEM
MOJIEKY/ISIPHO-T€HETUYECKOTO MCCIENOBAHMA M MOMCKOM MYTALMM, BbIABIEHHOI
y mpobaHpfa. B ciydae BblsABIeHMs y mpobOaH/a MAaTOT€HHOTO MM BEPOATHO-IIA-
TOT€HHOTO BapMaHTa HYK/IEOTUJHOII IocnefoBaTenbHOCTN TeHoB LDLR, APOB,
PCSK9 1npu MOIEKyIApHO-TeHETUYECKOM O0C/IeJOBaHNY, IIOKA3aHO IMPOBeHeHNe
FeHeTMYEeCKOro KaCKa/HOTO CKPMHIHTA Y POACTBEHHNKOB IIPOGAH/IA C Lie/IBIO OIIpe-
Te/leHNnA y HUX HaIN4MA WIN OTCYTCTBUA NaHHOTO TeHeTudecKoro apuaHTa. [Ipn
MIOAITBEPXKACHNY Ha/NIN4MA MATOTEHHBIX MM BEPOSATHO-IATOTEHHBIX BAapUMAHTOB
y POACTBeHHNMKA HocTaBuThb eMy guarnos CI'XC, naxke eciim yposerb XC JIHIT y nero
HVDKe [MATHOCTUYECKUX 3HAYEHWIL, XapaKTePHBIX JI/LS JAHHOTO 3abonmeBanust. [pu
OTCYTCTBUU JAHHBIX MOJIEKY/IAPHO-TEHeTMYeCKOro obcenoBanms mpobanna ¢e-
HOTUIIMYECKMIT KaCKa/{HBIII CKPUHIHT IIPOBOJUTCS C MCIIO/Ib30BAHVIEM OPUTAHCKIX
onoxnmnyecknx kpureprues CI'’XC pna pogcrBennnukoB NICE (National Institute
for Clinical Excellence) (puc. 3). YunrbiBas 60/ee BBICOKYIO BepOATHOCTD HaIMYUA
CI'XC y poncTBeHHUKOB IIpobaHfa (BepoATHOCTD 50% M/ pOACTBEHHUKOB 1 cTe-
IIeHM POAICTBA U 25% — J/Is1 2-0J CTeIleH)) 110 CPaBHEHUIO C OOIIeION y/IALVIOHHOM
(opuentupoBouHo 1/200), nprMeHeHME OTIENbHBIX KPUTEPUEB MIJIsI POJICTBEHHIKOB
IIOBBILIAET YYBCTBUTENBHOCTD IPI JOCTATOYHON CHEUMPIYHOCTY IO CPaBHEHUIO
C KpUTepUAMN, IPYMeHsIeMbIMI Y TpobaHya. Beicokas 4yBcTBUTENBHOCTD (93%)
u cuenuduaHocTh (82%) atux kpurepues B guarHoctuke CI'’XC 6bl1a mpopeMoH-
CTpUpOBaHa U 7 poccuiickoi nomnynAnuu. CormacHo 3TUM KpUTEPUAM, HAIIPUMED,
y )KeHIIVHBI, fodepy ManueHTa ¢ auarnosoM reCI'XC, B BospacTe 25 jieT Ipu ypoBHe
XC JIHII > 4,3 mmons/n guarHos CI'’XC 6yzneT noaTeepxfeH, a mpu yposse XC JTHIT <
3,6 mmons/n guaraos CI'XC moxxet 6b1Tb nckimodet. Ecnn XC JIHIT Haxogutest B rpa-
Huuax 3,6—4,29 MMOJb//, B HACTOALMIT MOMEHT HEBO3MO>KHO TOYHO YCTAHOBUTD M/
nckaounth grarto3 CI'XC, n HeoO6XORMMO B fanbHEIIIIEM IIPOBECTI IIOBTOPHOE 13-

mepeHnne. Heo6x0m1mMo perucTpupoBarh 06CIeOBAHHBIX POLCTBEHHIKOB TPOOaH/a
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10. IncnaHcepHoe HabnroaeHne

OLIEHNUTD HajIM4ne IIOKA3aHMIT IJIsI XUPYPIrUIECKOTo JIedeHNsI, PV HeOOXOUMOCTI
PeKOMEH0BaTh KOHCYIbTAI[NIO CepAedHOo-cocyaucToro xupypra. Jetam c reCI'’XC
IYIUIEKCHOE CKaHMpOBaHMe OpaxmoledaabHBIX apTepuil J/is OLEHKM CYOKIMHU-
YeCKOTro aTepoCKjIepo3a MPOBOAUTCA C Bo3pacTa 10 jIleT UCXONHO MpU BHIABICHUNU
CI'XC n panee xaxxjple 4 ropa (Ipy IpoBefieHNY TUIIOIMINAEMUYIECKO TepaII)
WwIn Kaxjsle 2 roga (Ipy OTCYTCTBUM IO KaKMM-T1O0 HpUYMHAM TMIIONUINUJIE-
MMYECKOJ Tepaluy WM BBISABACHNUN aTepOCKIepo3a MpHU MepBOM MUCCIeLOBAHUU
apreputi). Jersam ¢ roCI'XC mokasaHO eXerogHoe IpoBefieHue NYIJIEKCHOTO CKa-
HUpOBaHUs OpaxmoriedanbHBIX aPTEPUIT C LE/MbI0 BBISBIEHNUS U OLEHKN IPOrpec-
CHPOBAHMS ATEPOCKIEPO3a, PV HATMIUYU HECTAOMIBHBIX aTePOCKIEPOTUIECKMX
Onsirek — 1 pas B 6 mecsn. Beem kypsimuym manyentam ¢ CIXC u manmeHtam
¢ CT'XC, nmeromyM >kao0bl Ha IlepeMeXarollyICcs XPOMOTY, eKeTOIHOe OIlpeferie-
HMe€ JIOJbDKEeYHO-TIIeyeBoro nHjekca. ITpu nugexce < 0,9 pekoMeHyeTCA IpoBesie-
HIIe JYTIJIEKCHOTO CKaHMPOBaHNU S apTepuil HIDKHIX KOHeYHOCTell. Bcem marmentam
¢ CI'XC pynnekcHoe CKaHMPOBaHNE apTepuii HYXKHUX KOHEYHOCTEN NMPOBOANUTCA
1 pa3 B 2 ropia mpu cteHo3e menee 50%, 1 pa3 B rop — ipu creHose 50% u 6oree, 1 pa3
B 6 MecCs1[eB — [P HAMMYNK HECTAOMIBHBIX aTepPOCKIepoTHIecKux Osiiex. [Toka-
3aHO KOHCY/IbTMPOBaHNUe XMPYProM IIpM Ha/IMYMM 3HAYMMBIX CTEHO30B apTepuii,
aopTaIbHOTO CTeHOo3a. He peske 0ZHOro pasa B rof Hafo 00CYXATh C XKEeHIMHAMMY
IEeTOPOJHOTO BO3PACTa PUCKM AJIA IJIOfA IpU OepeMeHHOCTY Ha (POHEe TUIIONNUIIN-
IeMM4ecKoli TIeKapCcTBeHHOI Tepanuy. [TokasaHo 1CIIONb30BaHME HaZle)KHBIX METO-
IOB KOHTpaLleNI Ny XeHI[MHAMU IeTOPOIHOTO BO3paCTa, MONyYalol MY TUTIONN-
MUJeMIYecKYIo IeKapCTBEeHHYIO Tepanuio.
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10. [ucnaHcepHoe HabaroaeHne

OLIEHUTDb Ha/IM4Me MOKa3aHWII /I XUPYPTUIECKOro IedeH N, TPV He0OXOAMMOCTI
PeKOMEeH0BaTh KOHCYNIbTAIINIO CepedHO-cocyaucToro xupypra. Jetam c reCI'’XC
IYTJIEKCHOe CKaHMpOBaHMe OpaxmoledaTbHBIX apTepuil [ OLeHKM CYOKIMHU-
YeCKOTO aTePOCK/Iep03a MPOBOANUTCA ¢ BospacTa 10 /IeT MCXOLHO IPY BBIABICHUU
CI'XC u panee xaxkzble 4 roga (py IpoBefeHNN TUIIOTUIINAEMUIECKOIT Tepannn)
WM Kaxjble 2 rofa (Ipy OTCYTCTBUM IO KaKMM-TMO0 HPUYMHAM TMIIONUIIUJIE-
MMYECKOJ Tepaluy MUIM BBIABIEHUM aTE€POCK/Iepo3a IIPU IEePBOM UCCIENOBAHUU
aprepuii). Jersam ¢ roCI'XC mokasaHO eXerogHoe IpoBefieHNe NYIJIEKCHOTO CKa-
HIPOBaHNUsA OpaxyonedaaTbHbIX apTEPUil C 1Ie/IbI0 BBIABIECHIS 1 OLIEHKY IIPOrpec-
CHPOBAHUS aTepPOCK/IePO3a, NPY HAMTUINU HECTAOMIBHBIX aT€POCKIEPOTUIECKUX
Onsurek — 1 pas B 6 mecsn. Beem kypsamum manyertam ¢ CIXC u manmeHTam
¢ CI'XC, nmeromum >kano6bl Ha TIePeMeKAIOIIYI0CsI XPOMOTY, €XXeTOIHOe OIIpefierie-
HII€ JIOJBIKEYHO-II/IeueBoro nupekca. Ilpn nnpexce < 0,9 pekomenpyercsa nposefe-
HII€ yIITIEKCHOTO CKAHMPOBAHMA apTePUII HVDKHMUX KOHEYHOCTe. BceM manyenTam
¢ CI'XC mymmekcHOe CKaHMPOBAHME APTePuUil HYDKHUX KOHEYHOCTEN ITPOBOJUTCH
1 pas B 2 roga mpu creHo3e MeHee 50%, 1 pas B rog — npu crenose 50% u 6ornee, 1 pas
B 6 MeCsIIeB — PV HAIMINM HeCTAOM/IBHBIX aTePOCK/IepOTNIeCcKNX Orrsimrek. IToka-
3aHO KOHCYJIbTMPOBaHMEe XMPYProM NPY HaAM4YUM 3HAYMMBIX CTEHO30B apTepuii,
a0pTaJIBHOTO CTeHOo3a. He peske oHOro pasa B rof Hafio 00CYX/aTh C XKeHIMHAMMY
IeTOPOJHOTO BO3pACTa PUCKM AJIA IUIOfA IpU GepeMeHHOCTY Ha (POHEe TUIIONINIIN-
TeMIYeCKOI IeKapCTBeHHOI Tepanuy. [IokasaHo 1CIIONb30BaHMe HaZle)KHBIX METO-
TOB KOHTpaLleNIy >XeHI[MHAMU IETOPOIHOTO BO3PaCTa, MONyYalol MMM TUTIONN-

INAEMUNYIECKYIO IEKAPCTBEHHYIO TEPAIINIO.
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10. AucnaHcepHoe HabntoaeHne

3 BEpXHMX I'PaHNUL, HOPMBI, TO CTIEAYeT IIPOJO/KUTD IPOBOAMMYIO TUIIONUIIAEMU-
YeCKYI0 Tepaluio 1 4epes 4-6 Hefle/lb IPOBECTH IIOBTOPHOE JICC/IEJOBAHIE YPOB-
HA AJIT. Ecnn yposenb AJIT mpeBblinaeT BepXHIOI TpaHMIy HOPMBI B 3 pasa, TO
HeOoOXOAVMO IPeKPAaTUTh MpMeM CTaTuHa (MIM [PYTOro TUIOMUINMAEMIYeCKOTO
Iperapara, Ha YCMOTpPeHMe Bpayda) WIM CHUSUTD [j03y IPUHMMAEMBIX TUIIOTNIIN-
IeMUYeCcKMX IperaparoB, NPOKOHTponupoBas yposeHb AJIT uepes 4-6Hemenb.
[Mocne Bosppamenusa yposHsa AJIT x HOpMe crieffyeT ¢ OCTOPOXXHOCTDBIO BEPHYTh-
Csl K NIpexHeMy pexumy nedeHus. Ecnu yposenb AJIT ocraercs NMOBBINIEHHBIM,
NIPOBEPUTH Jipyrue Bo3MoXHble npuunHbl. [lanmentam ¢ CI'XC, npuHNMaOIUM
TUIIONMNIINIEMIYECKYI0 TepaInio, NPy BO3HMKHOBEHMM MBILNIEYHBIX CUMIITOMOB
HeobxoauMa oneHka yposHs KOK. Heobxonymo npu HabmogeHNM 3a MalleHTaMI
¢ CI'XC exerofHoO Ipy MePBMYHOM OCMOTPE PAcCIpPAIINBATD O JMATHOCTMPOBAH-
HBIX C MOMEHTA ITOC/IE[THEr0 BU3NUTA COITYTCTBYIOIMX 3a00/TeBAHMAX 1 COCTOSIHIISIX,
MIOTEHI[MaTbHO BBI3BIBAIOIINX BTOPUYHYIO TUIEPININIEMIIO, @ TAK)Ke UCKTI0YaTh
JaHHBIe COCTOAHMA IIpU cOope >Kanobd, aHaMHe3a U PU3UKaIbHOM ocMoTpe. s
OIIEHKM APYTUX OMOXMMUYECKNX PaKTOPOB CEPAEYHO-COCYAVCTOTO PUCKA MaIeH-
taM ¢ CI'XC Heo6XOAMO eKEerOfHO OIIpefleNIATh YPOBEHD IMIOKO3BI ¥ KpeaTVHIHA
¢ pac4eToM cKkopocTy Kiyboukoit punsrpanyu. ITanuentam ¢ CI'’XC pomkHa npo-
BOIMTLCSA 9XOKapayuorpadus 1 pas B 5 JIeT IpU OTCYTCTBUM aOPTaTbHOTO CTEHO-
3a M/IM Haya/JIbHOM aOpTa/JbHOM CTE€HO3€, 1 pas B Tofi — Ipy yMEPEHHOM CTEHO3E,
1 pas B 6 MecsAlleB — IPU TAXKETIOM a0PTaIbHOM CTEHO3E, C 11e/IbI0 KOHTPOI CTEIIeHN
CTeHO3a B JUHAMUKe I, IIPU HeOOXOAMMOCT, O peJielleH N TIOKasaHMil K XUPYPIu-
yeckoMy nedeHno. Bapocnpim manyentam ¢ CI'XC 6e3 ycranosnenHoit VIBC 1 pas
B TOf] C/lefiyeT IIPOBOJUTD OLIEHKY IIPeTeCTOBON BEPOATHOCTHM C PEIeHNEM BOIIPO-
ca 0 HeoOXOAVMOCTY NIPOBEECHNS ¥ METOJie HarPY304HOrO TeCTUpoBaHus. Meton
uccnenoBanus (OKI-Harpyso4HBIN TecT, BUSYaIMSUPYIOLUINIT HATPY30UHBIN TeCT,
CuUMHTUrpadus ¢ HATPY3KOIL, KOMIIBIOTePHAsT TOMOrpadsi KOPOHAPHBIX apTepuil
U [Ip.) OIpefie/IsieTCst MCXO/s1 3 TOKa3aHMII (C y4eTOM KIMHUYeCKOI KapTUHBI U pe-
3y/IbTAaTOB IIpeTecToBOl BepoATHOCTU VIBC) 1 BO3MOXKHOCTeI! LieHTpa. B3pocnbim
nanyentam ¢ CI'XC BbIIONHsIETCS TYIUIEKCHOE CKaHUPOBaHMe OpaxyonedaabHbIX
apTepuit 1 pas B 2 rofia mpu creHose meHee 50%, 1 pas B rog — npu crenose 50%
u 6ornee, 1 pa3 B 6 MecsiLeB — IPU HAIMINY HECTAOM/IBHBIX aTEPOCK/IEPOTUIECKIX
Ormsturex. Ilpy HammMumMm aTepOCKIEPOTMUYECKON OJISALIKY, CTEHOSUPYIOLIEH IIPO-
CBET COHHOIT apTepun Ha 50% u 6ornee, MM HECTAOMIBHONM OMAMIKY HEOOXOTMMO
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3 BEpXHMX I'PaHNL HOPMBI, TO CTIEAYET IPOJO/KUTD IPOBOAMMYIO TUIIONUIATEMH-
4YeCKYI0 Tepamuio 1 4epes 4-6 Hefle/lb IPOBECTH IIOBTOPHOE JICC/IEOBAHIE YPOB-
Hs AJIT. Ecnu yposenb AJIT npesblllaeT BepXHIOI I'PaHNUIy HOPMBI B 3 pasa, TO
HeoOXOIMMO IIPeKpaTUTh IMpUeM CTaTMHA (MM JPYTOro TUIOIUINAEMIYECKOTO
IperapaTa, Ha YCMOTpPeHMe Bpaya) MIM CHUSUTD [103y IPUHMMAEMBbIX TUITONINIIN-
JeMMYeCKMX IIpeIapaToB, IPOKOHTpoMupoBaB ypoBeHb AJIT uepes 4-6Hepens.
ITocne Bosppamenns ypoHa AJIT xk HopMe cllefyeT ¢ OCTOPOXKHOCTBIO BEPHYTh-
csl K IIpeXXHeMy pexumy nedeHus. Ecnu yposenb AJIT ocTaeTcs NMOBBILNIEHHBIM,
NIpOBEPUTH Jipyrue Bo3MoxHble npuunHbl. [lanuentam ¢ CI'XC, npuHMMaOIUM
TUIIONUNINIEMUYECKYI0 TepaINio, NMPY BO3HMKHOBEHMM MBILIEYHBIX CUMIITOMOB
HeobxoauMa oieHka yposHsa KOK. Heobxonymo npu HabmofeHNM 3a HallieHTaMI
¢ CI'XC exxerofiHo Ipy IEPBMYHOM OCMOTPE PAcCIpPALINBATD O MATHOCTMPOBAH-
HBIX C MOMEHTA ITOC/IETHEr0 BU3NUTA COIIYTCTBYIOI[UX 3a00/IeBaHMAX 1 COCTOSIHILSX,
MIOTEHI[MATbHO BBI3BIBAIOIINX BTOPUYHYIO TMIEPININIEMUIO, @ TAK)XKe UCKTI0YaTh
JaHHbBIe COCTOSIHUS IIpu cbope >kanob, aHaMHe3a 1 PU3NKATBHOM ocMoTpe. s
OLIEHKI APYTUX OMOXMMHUYECKNX (PAKTOPOB CEPAEIHO-COCYANCTOrO PICKA MALEH-
taM ¢ CI'XC Heo6X0nMMO €XXeTOTHO OIpefie/IATh YPOBEHb IIIOKO3bI ¥ KpeaTMHIHA
¢ pacueroM ckopoctu Kiayboukoit ¢punsrpanyn. [Tannentam ¢ CI'XC fomxHa mpo-
BOAUTBCA 9XOKapayorpagusa 1 pa3 B 5 JieT Ipu OTCYTCTBUYM A0PTaJIbHOTO CTEHO-
3a WIM Hada/JIbHOM aOpTa/lIbHOM CTEHO3e, 1 pa3 B Tof — IIpM yMEPEHHOM CTEHO3e,
1 pa3 B 6 MecsIIeB — IIPY TAXKETIOM a0PTAJIbHOM CTEHO3€, C I1e/TbI0 KOHTPOJIS CTeIIeHN
CTeHO3a B JUHAMUKe I, IIPU He0OXOVIMOCTH, ONpeJielleH A TIOKa3aHMil K XUPYPIH-
yecKoMy sedeHnIo. BapocnpiM nanyentam ¢ CI'XC 6e3 ycranosnenHoit VIBC 1 pas
B TOf] C/lefiyeT IPOBOJUTD OLIEHKY IIPETECTOBON BEPOATHOCTU C PELIEHMEM BOIIPO-
ca 0 HeOOXOAVIMOCTY NPOBEIEHNS ¥ MeTOJle HarPY304HOTO TeCTMpoBaHuA. Merop,
uccnenoBanusa (OKI-Harpyso4HbIl TecT, BU3YaaM3UPYIOUINIT HATPY30UHBIN TeCT,
CUMHTUTPaMs C HATPY3KOIL, KOMIIbIOTEPHAs TOMOrpadys KOPOHAPHBIX apTepuil
U [Ip.) OIIpefie/sAeTCA UCXOM A U3 MOKa3aHNI (C yIeTOM K/IMHIYeCKOI KapTHHbI U pe-
3y/IBTaTOB IpeTecToBol BepositHocTH VIBC) 1 Bo3MO>KHOCTel! LieHTpa. Bapocibim
nanuenTaM ¢ CI'XC BbIONHsACTCA [yTIEKCHOE CKaHMPOBaHue OpaxmoredanbHbIX
apTepuit 1 pas B 2 rofia mpu creHose menee 50%, 1 pas B rog — npu crenose 50%
u 6ornee, 1 pa3 B 6 MecsleB — IPU HAIMYUY HECTAOMIBbHBIX aTEPOCKIEPOTUIECKIX
Onsurex. IIpy HamMumMu aTepOCKIEPOTMYECKON ONIALIKY, CTEHOSUPYIOLIeH IIpo-
CBeT COHHOII apTepun Ha 50% 1 6oree, MM HECTAOMIBHON ONIALIKY HEOOXOZMMO
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5. BbisiBnenune naumneHtoBs ¢ CIXC

B paMKax KacKaJHOTro TecTupoBaHus. Eciu ocTaioTcs HeobCmeoBaHHbIE POLCTBEH-
HMKM, He0OXOAMMO 0OCYAUTh BOSMOXKHOCTY MX 00C/IeIOBaHNS C IIPOOAHIOM MU €T0
3aKOHHBIM IIpefiCTaBUTeNeM (e mpobany Maaziie 18 er).

JKenuinapt My>KunHbBI
0-14 | 15-24 | 25-34|35-34 [45-54| >55 0-14 |15-24(25-34 |35-34 [ 45-54| >55
53 (53|53 |53]53]53 53 |53 |53|53]53]53
52 |52 |52]|52]|52]52 52 | 52|52 |52(52]52
510 5151515151 51 | 51|51 (515151
50 | 50 | 50 | 50 | 50 | 50 50 [ 50 | 50 | 50 | 50|50
49 | 49 | 49 | 49 | 49 | 49 49 | 49 | 49 | 49 | 49 | 49
48 | 48 | 4,8 | 48 | 48 | 48 48 | 48 | 48 | 48 | 48 | 48
47 | 47 | 47 | 47 | 47 | 47 47 | 47 | 47 | 47 | 47 | 47
= | 46 | 46 | 46 | 46 | 46 | 46 46 | 46 | 4,6 | 4,6 | 46 | 4,6
E 45 | 45 | 45 | 45 | 45 | 45 45 | 45 | 45 | 45 | 45 | 45
S a4 | 44| 24| 44| 44| 44 44 | 44 | 44 | 44 | 24 | 44
2
=
am
=
=

CI'XC BeposiTHa

CI'XC comHuTENBHA

- CI'XC manoBepoATHa

Pucynox 3. Kpumepuu duazrocmuixu CIXC y podcmeentuxos npobanoa.
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5. BbisiBneHne nauneHToB ¢ CMXC

B paMKaxX KacKaJHOTro TecTupoBaHus. Ecnmu ocTaioTcs Heo6cmeoBaHHbIE POLICTBEH-
HUIKM, HeOOXOMIMO 0OCYAUTH BOSMOXKHOCTY MX 00CTIeOBaH C IPOOAH/IOM IV €T0
3aKOHHBIM ITpeficTaBuTeNeM (e mpobany Maamie 18 er).

JKenumust My>XK4YnHbI
0-14 [15-24|25-34 |35-34 [45-54| >55 0-14 |15-24|25-34 |35-34 [45-54| >55
53 (53|53 |53]53]53 53 (53 |53]|53]|53]53
52 52| 52]|52]|52]52 52 | 52 |52 |52]|52]|52
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48 | 48 | 4,8 | 48 | 48 | 48 48 | 48 | 48 | 48 | 48 | 48
47 | 47 | 47 | 47 | 47 | 47 47 | 47 | 47 | 47 | 47 | 47
= | 46 | 46 | 46 | 46 | 46 | 46 4,6 | 4,6 | 4,6 | 4,6 | 46 | 4,6
E 45 | 45 | 45 | 45 | 45 | 45 45 | 45 | 45 | 45 | 45 | 45
% 44 | 44 | 44 | 44 | 44 | 44 44 | 44 | 44 | 44 | 24 | 44
=
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CI'XC BeposTHa

CI'XC comHuTeNnbHA

- CI'XC manoBeposATHa

Pucynox 3. Kpumepuu duazrocmuxu CIXC y podcmeentuxos npobaroa.
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5. BbisiBneHne nauneHToB ¢ CMXC

5.8. YHuBepcanbHbI CKPMHIHT

[TpoBeneHMe yHUBEPCATPHOTO CKPUHMHTA HAIIPAB/IEHO HA MAacCOBOe 06Cmeno-
BaHlE HaceleHNUs C 1Ie/bl0 BbiABNeHUA HOBBIX cnydaeB CIXC. YHuBepcanbHbIi
CKPUHMHT C OIIpefie/ieHNeM TUINI0B KPOBHU y feTell B BO3pacTe 5 JIeT Obl BlepBbie
ocymectsieH B Crosennu. [To pesynbraTaM CKpMHIHTA 6bITa 0TOOpaHa IPYyIIIa fie-
Tett ¢ yposHeM OXC > 6 MMOJIB// M/IM MMEIOIINX OTATOIEHHYIO HAaCTIeICTBEHHOCTD
nyposaem OXC > 5 MMO/IB/JI, y KOTOPBIX MeTOiOM cekBennposauusi JHK 6s11 mpo-
BefleH IONMCK ITaTOTeHHbIX MyTauuii, accounnposanHbix ¢ CI'’XC. U3 272 yyacTHU-
koB mccnenoBanus 105 (38,6%) umenn myranuy B rene LDLR B reTepO3UrOTHOM
coctosgunm, 50 (18,4%) — B rene APOB u uu ognoro B reHe PCSK9. B o6meit cmox-
HOCTI Y 57% /1111, 0TOOPAHHBIX B IIPOLECCe YHNBEPCAIBHOIO CKPUHIHTA, OBIIN BBI-
ABJIeHbl MyTauuy, accounyposannble ¢ CIXC. Y 50 (18,7%) y4acTHUKOB MCCIEHO-
BaHusA ObUIM 00HapyxKeHbI n3opopmbl E4 rena APOE n 'y 66 (24,3%) nui He 6b110
UAEeHTU(UIMPOBAHO IATOTEHHBIX BapuaHTOB. [Ipy mpoBeeHNN YHUBEPCaIbHOTO
ckpuHuHra cpegu 1320581 nuu B CIIA ¢ ncnionbzosaHueM Kputepues Hanmonann-
Hoit JIunnpuoit Acconvannn (NLA Screening Thresholds) 306 genosek B Bospacre
moroxe 20 nert (2,13%), 276 B Bo3pacte 20-29 nert (0,74%) n 3247 nui crapie 30 et
(0,26%) coorBercTBoBanu kpurepuam CI'’XC.

5.9. OnnopTyHNCTMYECKNI CKPUHNUHT

OnnopTyHUCTIYeCKNUTT (BOSMOXXHOCTHBDIIT) CKPUHUHT IIPeACTaBseT coboit fo-
[IO/IHUTE/IbHOE 00CTIefOBaHIe MALNeHTOB ¢ Henbio BblsaBreHnss CI'XC, npumenmmx
K Bpady IO MOBOAY Apyroro 3abomeBanus. Haandane KInHMYeCKuX 1 1aboparop-
HBIX IaHHBIX B 9JIEKTPOHHOM (popmate sBIsIeTCsS 9(P(PEKTMBHBIM MHCTPYMEHTOM
NIOJCKA paHee He AMAaTHOCTMpPpoBaHHBIX nanneHToB ¢ CI'XC. B cooTBeTCTBMN C pe-
xomeHpanyAMy NICE nposefieHne CKpMHMHTA OIIPaBHAHO CPefiM 9IeKTPOHHBIX Me-
OULVHCKUX KapT IEePBUYHOM MEAMLMHCKON IOMOLM y Iul Mooxke 30 jieT, uMero-
mux OXC = 7,5 mmons/n unu crapire 30 net, mmeomux OXC > 9 MMOIb/II.
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5. BbisiBneHne nauneHToB ¢ CMXC

5.8. YHuBepcanbHbIl CKPUHMHT

[TpoBepenme yHUBEPCaTbHOTO CKPUHMHIA HAIIPaB/IeHO Ha MacCoBoe 00CieNno-
BaHIe HaceJleHNA C 1Lle/blo BblABIeHMA HOBbIX cnydaeB CI'XC. YHuBepcanbHBIN
CKPVHIHT C OIIpefie/IeHNeM JIUIIN0B KPOBU Y [ieTeli B BO3pacTe 5 €T ObII BIIepBbIe
ocyutectseH B CrnoBennn. Ilo pesynbratam cKprHMHTa Obly1a 0TOOpaHa rpymmna fe-
telt ¢ yposHeM OXC > 6 MMOJIB/T MY UMEIOUINX OTATOIIEHHYIO HAC/IeICTBEHHOCTD
n ypoBHeM OXC > 5 MMO/IB/TI, y KOTOPBIX MeTofoM cekBeHnpoBanust [JHK 611 mpo-
BeJleH MONUCK MaTOTeHHBIX MyTauuii, accounnponaHubix ¢ CI'XC. M3 272 yyacTHU-
KoB mccmegoBanus 105 (38,6%) mmenn myrtauuu B reHe LDLR B TeT€pO3UTOTHOM
cocrosguum, 50 (18,4%) — B rene APOB u uu ognoro B rede PCSK9. B o61eit cnox-
HOCTH ¥ 57% 711, OTOOpaHHBIX B IIPOliecce YHUBEPCAIbHOTO CKPMHUHTA, ObIIN BbI-
ABJIeHbl MyTauum, accounyposannble ¢ CIXC. Y 50 (18,7%) y4acTHUKOB MCCIeHO-
BaHNs ObUIN 06HApYKeHbI n30dopmbl E4 rena APOE n'y 66 (24,3%) nury He 65110
UAeHTH(GUIMPOBAHO IATOTEHHBIX BapuaHTOB. [Ipy nmpoBefeHNN YHUBEPCaIbHOTO
ckpuHuHra cpeny 1320581 muu 8 CIIIA ¢ ncnionb3oBanneM Kpurtepues Hanmonanb-
Hoit JInmmpuoit Acconyannm (NLA Screening Thresholds) 306 yenosek B Bo3pacre
mojoxe 20 nert (2,13%), 276 B Bozpacte 20-29 nert (0,74%) un 3247 nui crapire 30 et
(0,26%) coorBercrBoBanu kpurepuam CI'’XC.

5.9. OnnopTyHNCTMYECKNI CKPUHNHT

OnnopTyHUCTIYEeCKUIT (BOSMOKHOCTHBI) CKPMHUHT IIPeACTaBsAeT coboit o-
HOJTHUTEIbHOE 00CIefloBaHMe AIMEeHTOB ¢ 1enbio BbisBneHus CI'XC, npumnrepmmx
K Bpady IO HOBOAY Apyroro sabonesanus. Hanndne KIMHNYECKUX U mabopaTop-
HBIX JJAHHBIX B 9/MeKTPOHHOM (popmaTe sBNsAeTCA 9 (HEKTUBHBIM MHCTPYMEHTOM
MOJCKa paHee He [MarHocTupoBaHHbIX ManneHToB ¢ CI'XC. B cooTBeTcTBNN C pe-
xoMenpanuamu NICE npoBeneHne CKpMHIHTA OIIpaBIaHO Cpefiy 97IeKTPOHHBIX Me-
IULVHCKUX KapT NEePBUYHOI MEJUIIMHCKON MOMOLIN y IuL Mojoxe 30 JIeT, MMero-

mux OXC = 7,5 mmons/n unn crapure 30 net, umeomux OXC = 9 MMOnb/I.
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10. IncnaHcepHoe HabnroaeHne

10. IucnancepHoe HaOMIOEHIE

Jnst pannero BoisiBieHus: CI'XC He06X0AMMO TIPOBOANUTD AKTUBHBIN CKPUHUHT
cpenu B3pocnibIx u ferelt. Heobxomnmo BbIABIATH nuiy ¢ BoipakenHoit [ XC, B T4.
IIpY IPOBEIEHNY AMCIAaHCEPU3ALMM U/VIIN UL, C PAHHUM MHAVBUAYaIbHBIM VN
ceMmeitHbIM aHaMHe3oM CC3 (mo 55 neT y My»4mH 1 60 JIeT y KeHIUH), KCAHTO-
MaTO30M C JaJbHENIINM MX HaIIPAB/IeHNEM K CIIeI[MaNIICTaM, UMM OIBIT pa-
6otsl ¢ manmentamu ¢ CI'XC. Heobxopnmo mpoBefjeHre KaCKaJHOTO CKPUHIHTA
porncrBennnkoB manyenta ¢ CIXC. YuuroiBas TOT BakT, 4To B OCHOBE 3ab60seBa-
Hysa CI'XC mexXnT reHeTr9ecKoe HapylleHne, Ha CETOf{HAIIHNI JeHb He CYIIeCTBYeT
npoMIaKTIYeCcKMX Mep, CIOCOOHBIX IpeporBparuth passurue CIXC. OpHaxo,
IpUHMMAas BO BHMMaHUe IIuTenbHOe OGeccumnroMHoe TedeHre CIXC, Ba>KHBIM
IIpeACcTaBIIsAeTCs paHHee BIABIICHME 3a00/IeBaHNA C LeIblo Koppekuyy ypoBHsA XC
JIHIT n npodmnaxtuku passurusa CC3.

[Marmentst ¢ CI'XC fomKHBI HAOMIOATHCS BPAYOM-TePaeBTOM/IeUaTPOM 1IN
BpavyoM Kapanonorom. Heo6xonnmMo npoBOfNTh, KaK MIMHMMYM JiBe€ KOHCY/IbTallVIN
Bpaua-Kapyuosora (1 mepsudHas u 1 HOBTOpHasA KOHCY/IbTAINA Bpada-KapuoIora)
B T0f C Lenbio oueHku coctoanuAa CC cuctemsl u KoHTponA passutua CC3. IIpu
nopbope My KOPPeKIUY TUIIOTUIINAEMIYeCKOI Tepaliuy KONMMYeCTBO KOHCY/IbTa-
VT MOXeT OBbITh yBenudyeHo. KoHcymbTalusa Bpadya-KapAnoIora BKI04aeT B cebs
OIpoc, c60p ceMellHOTO aHaMHe3a, PUSUKANbHBI 0CMOTp, usMepeHme AJl, ompe-
Ie/leHNe MHIeKCa MacChl Tefa, M3MepeHye OKPY>KHOCTY Tally, KOHCY/IbTUPOBaHMe
II0 BOIIPOCAM KYpeHMNs, XapaKTepa MUTaHUA U Gpusndeckort aktusHoctu. [Ipu mo-
BTOPHOJ KOHCY/IbTallM/ TPOBOAUTCS MHTEPIIPETALNS Pe3y/IbTAaTOB 00CIeJOBAHILA,
OLleHKa IPOBOAMMOII Tepanny, HagHaueHue/KoppeKus (Ipu HeoOXOUMOCTH) TH-
nonunugemMudecko repanun. C 1ebio oneHK 9 (eKTMBHOCTI TUIONMNIIEMI-
yeckoit Tepanuy nanuentaM ¢ CI'’XC onpenenenne yposna OXC, XC JIHII, XC JIBII
u TT mpoBoanTb Yepes 8 £ 4 Hefle/N ITOC/Ie HA3HAYEHMA/KOPPEKIIMY Tepalny, Janee,
mocse nmopbopa repanuy, 1 pas B rofi. YpoBeHb TUIUHBIX TOKa3aTeIell HeoOXoxu-
MO OLIEHUBATb C L[e/IbI0 3 PEKTUBHOCTU IIPOBOAMMOI KaK MeAMKAMEHTO3HOIL, TaK
7 HEMEJMKAaMeHTO3HON IMIIONMNINAeMIYeCcKol Tepanyy. Tak ke ¢ Ieblo OLeHKM!
NIePEHOCUMOCTH TUIOoNnIugeMndeckoi tepanun nanuerTaMm ¢ CI'XC omeHnBarb
yposenb AJIT 1 pas B rox. Ecnu yposens AJIT mpeBblinaeT HOpMY, HO MeHbIIe
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10. [ucnaHcepHoe HabaroaeHne

10. IuciancepHoe HabMOeHIIE

Ins panHero BoisaBiaeHus CIXC He06X0AMMO IIPOBOANUTD AKTUBHBIN CKPUHUHT
cpeny B3pocnbix u fereit. Heobxomyumo BbIABIATE nuly ¢ BoipakenHoit [ XC, B T4.
IIpY IIPOBeJieHNY JUCTIAHCEePU3ALNY M/UIN IAL, C PAHHUM MHAMBU/YaIbHBIM MJIN
cemertHbIM aHaMHe30M CC3 (7o 55 jeT y My»uuH u 60 JIeT y KeHIUH), KCAaHTO-
MaTO30M C IaJIbHENIINM MX HallPaB/IeHMEM K CIIe[MaNlCTaM, UMEIOIM OIBIT pa-
6ots1 ¢ manuentamu ¢ CI'XC. Heobxopnmo mpoBefeHre KaCKaZHOTO CKPUHIHTA
poncrBenHukoB manuenta ¢ CI'’XC. YunrsiBas TOT $akT, YTO B OCHOBe 3a60/eBa-
Husa CI'XC 1eXXUT reHeTu4ecKoe HapyIllleH e, Ha CETO/{HAIIHNI IeHb He CYLIeCTBYeT
IpodUIaAKTIIeCKUX Mep, CocoOHbIX nmpenorBpatuth passutue CIXC. Opnaxo,
IpUHUMas BO BHUMaHUE [inuTenbHoe 6eccumnrTomuoe TedeHne CIXC, BaXHBIM
[IpefICTaB/IIETCsl paHHee BbIsB/IEHNME 3a00/IeBAHN C L{eIbl0 Koppekiun yposHs XC
JIHIT n npodmnaxtuku passurua CC3.

[Marmentsl ¢ CI'XC fomKHBI HAOMIOATHCS BPAYOM-TepareBTOM/IeuaTpOM 1IN
BpayoM KapanonoroM. Heobxonnmo mpoBognTh, KaK MMHMMYM JiBe KOHCY/IbTallVIN
Bpava-Kappuosora (1 mepBuyHas 1 1 MOBTOpHasA KOHCY/IbTAallVA Bpada-KapfuoIora)
B TOJ C enbio oneHKn coctostHuA CC cucteMsl u KoHTposns passutus CC3. [Ipn
nof6ope WM KOPPeKIUy I'UITONIUIINIEeMUYeCKOIl Tepalny KONMUIeCTBO KOHCYIIbTa-
LM MOXeT OBITb yBenudeHo. KoHcynbpranusa Bpada-KapAMosora BKI04aeT B cebs
OIIpoc, cOOp ceMelTHOTro aHaMHe3a, (pu3MKaIbHBII 0CMOTp, u3Mepenne AJl, onpe-
TeTleHle MHEeKCa MacChl Te/la, M3MepeHMe OKPYKHOCTY Talny, KOHCY/IbTUPOBaHMe
II0 BOIIPOCAM KYpPeHM, XapaKTepa MUTaHUA U PpusndecKkort aktusHocTu. [Ipu mo-
BTOPHOI KOHCY/IbTaLlUM MIPOBOMUTCA VMHTEPIIPETAIVA Pe3yIbTaTOB 00CIeJOBaHILA,
OlleHKa POBOIMMOII Tepanny, HasHaueHue/KoppeKIus (Ipy HeoOXOfMMOCTH) THU-
nonunuaeMudeckor repanyin. C Lenbio oneHKY 9 deKTVBHOCTY TUIONMUIUIEMU-
yeckoit Tepanuy nanuenTam ¢ CI'’XC onpenenenne yposusa OXC, XC JIHII, XC JIBIT
u TT npoBopuTh Yepes 8 +4 Hefe/n OC/Ie HA3HAYEHNUA/KOPPEKI[UIU Tepalni, ajee,
nocrte moxdopa Tepanui, 1 pas B rofl. YpOBeHb INIMIHbBIX IOKa3aTesell HeoOXoau-
MO OLIEHMBATb C L[e/IbI0 3 PEeKTUBHOCTU IIPOBOAVMOI KaK MeIMKaMEeHTO3HOI, TaK
U HeMeIVKaMeHTO3HOI TUIIONUINEMUYeCKOl Tepanuu. Tak e C 11e/bl0 OLleHKN
MepeHOCHMOCTY TUNIONUIUAeMnyYecKoir Tepanuy nanueHTaM ¢ CI'XC oueHnBaTh

yposenb AJIT 1 pas B rox. Ecnu yposens AJIT mpepblliaeT HOPMY, HO MeHbllle
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9. Peabunutaumsa

OTHOCKTEIBHO [IajIbHENIIero pasBUTUs 3a00JIeBaHMsI IPOBOLMPYIOT SMOLMOHAIIb-
HYIO U3OJISILNIO M YCYTYOISAIOT ICUXOMOTMYecKyie TPO6IeMbl AlieHTOB C TSKETIbIM
teuenuem CI'XC.

[Manuentst c reCI'’XC, He cTpafaromiye KAKUMN-T160 [PYTUMIM 3a00IeBaHISIMIA,
06BIYHO CYNTAIOT Ce6s1 3OPOBBIMIL TIOAbMY, OFHAKO B Psifie CIy4aeB MOTYT MCIIbI-
TBIBATb IPOOJIEMbI, CBS3aHHBIE C PETY/SIPHBIM IIPMEMOM IIPENaparoB, M 4yBCTBO
BIHBI, KOT/Ia OHY He COOMIONAI0T PEKOMEH/ALINY 110 JIEIEHNIO, TPV 9TOM, COIIACHO
PaHIOMM3MPOBAHHOMY JICCIEOBAHNIO, YPOBEHD TPEBOXXHOCTH 1 IETIPECCUM Y HUX
He oTidaercs ot nui 6e3 CIXC. [Togasnsromee uncmo nanueHtoB ¢ CIXC mpex-
MOYNTAIT 3HATh O CBOEM JIarHose.
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9. Peabunutaums

OTHOCKUTEIBHO [JajIbHENIIero pasBUTUA 3a00jIeBaHMs IPOBOLMPYIOT SMOLMOHA/Ib-
HYIO U3OJISALVIO M YCYT'YOIAIOT ICUXOMOTMYecKyie IPO6IeMbl AllMieHTOB C TSXKEeTTbIM
teuenuem CI'XC.

[Taunentst c reCI'XC, He cTpafaromiyie KAKMMM-INO0 SPYTUMY 3a007IeBaHUAMI,
OOBIYHO CUMTAIOT Ce0s1 3[[OPOBBIMM MTIO/IbMY, OFHAKO B Psifie CTy4aeB MOTYT MUCIIBI-
TBIBAaTh NMPOOIEMBI, CBSI3aHHbIE C PEIY/ISPHBIM IPUEMOM IIPernapaTros, M YYBCTBO
BIHBI, KOTZIa OHY He COOIONAI0T PeKOMEHALINY 110 JIEIEHNIO, TPV 9TOM, COI/IACHO
PaHIOMM3MPOBAHHOMY JCC/IEJOBAHNIO, YPOBEHb TPEBOXXHOCTH U ETIPECCUN Y HUX
He orTnnyaercs ot auy 6e3 CI'XC. ITogasnsmomee dncio maunertos ¢ CIXC npep-

IIOYMTAKT 3HATHb O CBOEM JMAaTrHO3E.
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5. BbisiBneHue nauneHToB ¢ CMXC

5.10. TapreTHblii CKpMHIHT

TapreTHbit (IpUIeNbHBI) CKPUHUHT IpefroaaraeT mouck 6ompupix ¢ CIXC
B TPYNNax MaljMeHTOB C PpaHHMM pasBuTueM arepocknaeporuyeckux CC3.
[Tpumepom moxeT cmyxuthb uccnegosanye EUROASPIRE IV (A European Society
of Cardiology survey on the lifestyle, risk factor and therapeutic management of
coronary patients from 24 European countries), mo ganasiM kotoporo CI'’XC 6pi1a
AMAarHOCTUPOBAHA Y KaXX/IOTO IIATOrO GO/IBHOTO, IEPEHECIIETO OCTPbI KOPOHAp-
Heit cuagpom (OKC) B Bospacre o 50 net. ITo manubiM PepepanbHOro perucrpa
OKC, cpenu 924 maineHToB, TOCHIUTaNN3MpoBaHHbIX ¢ AnarHo3oM OKC, gactora
norenryanbHoil CIXC (yposers OXC (obuiero xonectepyuna) = 7,5 MMOJIB/IL 1/vin
XC JIHII = 5,0 mmosnb/n) coctaBuia 10% (n = 95).
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5. BbisiBneHne nauneHToB ¢ CMXC

5.10. TapreTHbIi CKPMHUHT

TapreTHbIiT (IpUIENbHBIN) CKPUHMHT IpefmonaraeT mouck 6ompHpix ¢ CIXC
B IpyNnmax IIAlMeHTOB C PpaHHUM pa3BUTHeM aTepockiaepormyeckux CC3.
[Tpumepom moxet cnyxuth uccnegosanrie EUROASPIRE IV (A European Society
of Cardiology survey on the lifestyle, risk factor and therapeutic management of
coronary patients from 24 European countries), mo ganusiM koToporo CI'XC 6pia
IMaTHOCTMPOBAaHA y KaXX/IOTO IIATOrO GOJIBHOTO, IEPEHECIIeT0 OCTPbIi KOPpOHAp-
ub1it curppom (OKC) B Bospacte fio 50 net. ITo ganubiM ®efepanpHOro perucrpa
OKC, cpenu 924 maineHToB, TOCOIUTANNU3MPOBaHHbIX ¢ AnarHo3oM OKC, gactoTa
notenunanpHoi CIXC (yposens OXC (ob1iero xonectepiuna) = 7,5 MMOJIB/I 1/1n
XC JTHII = 5,0 mmonb/m) coctaBuma 10% (n = 95).
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6. OueHka cepe4Ho-cocy.ANCToro pucka

6. OIICHKa CEPACTHO-COCYNTUCTOrO pUCKa

JI7151 OLleHKM CcepfieuHO-COCYANCTOro pucka y manyeHTos ¢ CI'’XC He TpUMeHAIOT-
cst Tpapnimonublie mkansl (Opemunremckast, SCORE). Bee nmuma ¢ CI'XC 6e3 CC3
aTepOCK/IEPOTUIECKOTO TeHe3a HEOOXONMMO OTHOCUTD K KaTeTOPUIL JIUL] BHICOKOTO
pucka, npy Hamunu CC3 — K KaTeropuu o4eHb BBICOKOTO pycka. C 1e/blo yTouHe-
HUA MHAVBYJYaJIbHOIO PUCKA Y €TO fa/IbHelell Mogu(UKaLuy OLleHNBATD Y KaX-
poro manueHTa ¢ CI'XC Ha/mmume Takux (aKTOpOB pUCKa aTepOCKIepo3a, KaK I'i-
[IepPTOHISI, KypeHIe, CaXapHBIil Auabert, MoBbIeHHbIT ypoBerb TT (> 1,7 mmornb/n),
mumonpotenpa(a) (> 30 mr/mn), Hnskuit yposenb XC JIBII (< 1,0 MMOIB/I y MY>KYMH
u < 1,2 MMOJIB/TT Y >KeHIIMH). 71 OLleHK! CTEeleHN aTepOCKIEPOTIYECKOTO HopaXxe-
HIs KOPOHAPHBIX apTepuil BCeM IaljMeHTaM, BKiodas feteit, ¢ roCIXC mocre mocra-
HOBKM IMaTHO3a, I0Ka3aHO IIPOBeJieHle KOPOHAPHOII aHIMOrpadyM MIN MY/ILTUCIIN-

PaIbHOII KOMIIBIOTEPHOJ TOMOTIpaduy KOPOHAPHBIX apTePUii C KOHTPACTUPOBAHMEM.
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6. OueHka cepaeqyHo-cocyancToro pucka

6. O1eHKa cepieYHO-COCYIMCTOTO PUCKa

JI71s OLleHKM CepAeyHO-COCYIUCTOro prcka y nanueHToB ¢ CI'’XC He npuMeHAIOT-
cs1 Tpapuumonuble mkansl (Opemunremckasi, SCORE). Bee nmuma ¢ CI'XC 6e3 CC3
aTepOCKIePOTUYECKOTO IeHe3a HeOOXOMMO OTHOCUTD K KaTeTOPMI JIUI[ BBICOKOTO
pucka, mpu Hammuyuy CC3 - K KaTeropuy 04eHb BHICOKOTO pucKa. C Lie/bio yTouHe-
HISI MHIMBMAYATbHOTO PICKA U €r0 JajIbHellIIelt MOgMUKAL U OLeHUBATb Y KaXK-
poro manuenta ¢ CI'’XC namnune takux (GakTopoB pUCKa aTepOCK/Ieposa, KaK I'i-
[epPTOHMS, KypeHMe, CaXapHBIil AabeT, MOBbIeHHbIT ypoBeHb TT (> 1,7 Mmornb/m),
mmmnonpotenpa(a) (> 30 mr/mn), anskuit yposenb XC JIBII (< 1,0 MMOIB/I y MY>KUMH
n < 1,2 MMOJIB/TT ¥ >KeHIIMH). 1714 OLeHK! CTEeleHN aTepPOCKIePOTIYECKOTO Mopae-
HIIsI KOPOHAPHBIX apTepuil BCeM NalMeHTaM, BKIovas fietelt, ¢ roCI'XC nmocre mocra-
HOBKM IMaTHO3a, IOKa3aHO IIPOBeJieHle KOPOHAPHOI aHTMOTPady MM MY/ILTUCIIN-
PaIbHOI KOMIIBIOTEPHOII TOMOTrpaduy KOPOHAPHBIX apTePUiL C KOHTPACTUPOBAHMEM.
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9. Peabunutaumus

9. PeaOunuranusa

[ToxasaHo, YTO I HOCTMXKEHU yCIleXa B peann3aliuyi MepOIpUATHUIL IO pe-
abwmuranuyn nanuenta ¢ CIXC (pusmdueckas aKTUBHOCTDb, 3MOPOBOE IUTAHUE
U IIPMBEP>KEHHOCTD K JIEYEHNIO) KTI0UEBYIO POJIb UTPAIOT COLMA/IbHbIE YCTAHOBKY
JINYHOCTH, A He OCO3HAHUe cepbe3HOCTN 3abomeBanmst. Heobxonnma kapguopeabu-
muranust nannentam ¢ CIXC ¢ mepeHeCeHHBIM CepPHeTHO-COCYAUCTBIM COOBITIIEM
(MM, ocTpoe HapylIeHIe MO3TOBOTO KPOBOOOpAIeHIIs, OllepaLisi peBacKy/Isipu-
sauyy u 1p.). Kapouopeabuinranyusa — 3T0 CKOOPAUMHUPOBAaHHOE MHOTOIpaHHOE
BMeIIaTeTbCTBO, HAIIPAaBIeHHOE Ha ONITUMU3ALUIO0 (PU3MYeCKOT0, ICUXOTOTMYeCcKO-
TO M COLMAIbHOTO QYHKIVOHMpOoBaHMA HanyeHToB ¢ CC3, TOIOMHUTENIBHO K CTa-
OmnMsanyy, 3aMefi/IeHII0 IIPOrPecCUPOBaHMS U Jake 0OpaTHOMY pasBUTUIO aTe-
POCK/IEPOTUYECKOTO IIpoLiecca, U BCIIEACTBIE 9TOT0, CHIKaollee 3a00/1eBaeMOCTb
U cMepTHOCTD. HeoTbeM/ieMoll 4acTblo peabMInTalyuy sABIsAeTCs BTOPUYHAS IPO-
¢unakruka. BMmecTe OHM BKIIOYAIOT B ceOs arpecCUBHOE ylpaBieHMe paKTopaMu
pucka (runepnunupemus, AL, n36piTounbll Bec u oxxupenne, Cll, KypeHue u ap.),
buUsMYecKy0 peabVINTALNIO, ICUXOTOIMYECKYI0 alallTAl[I0 K HATNYNIO XPOHU-
4ecKoro 3a00/eBaHNA ¥ KOHTPOD 3a HaJIeXKaIlVIM IPYEeMOM KapAMOIPOTeKTHBHBIX
IpenaparoB, yIy4lIaoIiX IPOrHo3 nanueHTos. Y nanuenTos ¢ CI'XC nepes Hava-
JIOM BBITIIOTTHEHU A TI000I IPpOrpaMMbl HU3MYECKMX YIIPa>KHEHMIT OLleHKa KapAyaib-
Holt pyHK1mK (9nekTpokappuorpamma (IKI'), sxokapauorpadust, HATPy304HBIIT TECT
C Ie/IbI0 MCK/TI0UeHM A CKPBITON MIIeMMM MMOKAPHa, a0pTaJbHOro cTeHo3a. ITanuen-
taM ¢ CI'’XC Heo6x0/;IMO KOHCY/IbTMPOBaHe IICUXOJIOTa MY Bpaya-IICUXOTepaIeB-
ta. [ToctanoBka auarnosa CI'’XC Mo)XeT MOBIMATDH HA ICMXOCOIMANbHOE COCTOSHME
Y Ka4eCTBO )KV3HM Ye/I0BEKa, B CBA3Y C YeM IICHXO/IOTMYecKas MOofiiepykKa aIIeHTOB
¢ CI'XC pomxHa ObITb 4acTbI0 pyTuHHOI oMoy manneHTam ¢ CIXC. OcobenHo
3T0 oTHOCKUTCA K manymenTam ¢ roCI'’XC, ¢ Tsoxkenbim TedeHneM reCI'XC, mamjueHTam,
Oy YAIOMM JledeHne TepaneBrudeckuM adepesom. ITanuentsr ¢ CIXC, momyda-
[0l Pery/sipHOe edeHre adepesoM, COOOIAI0T, 4TO MX 6O/Ie3Hb MOB/IMSIIA Ha UX
CeMeITHYIO U COLMAIBHYIO KM3Hb, B 4aCTHOCTH, 60/IE3HDb OTPaHNYIIA UX B HOIyYe-
HUM [IOJTHOLIEHHOTO 00pa3oBaHmsi, B Bbibope mpodeccun. OHM 4yBCTBYOT cebst OT-
JIMYHBIMM OT IPYIUX, KHOPMa/IbHBIX», JIIOJIell, @ HEKOTOPBbIe CTBIAATCA CBOEY 00/Ie3HN

M TBITAIOTCS CKPBITH ee. IIpo6ieMbl 9CTeTNYeCKOro XapaKTepa, HeollpeelleHHOCTD
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9. Peabunutaumns

9. PeaOunuranus

[TokasaHo, YTO /A HOCTVDKEHUs yCIeXa B peajqyusaliiyi MepOIpUATUI 11O pe-
abymnranyy manyeHta ¢ CI'XC (dpmsmdeckas aKTUBHOCTH, 3[OPOBOE IUTaHIE
U IPUBEP>KEHHOCTD K JIEYEHNIO) K/TIOUEBYI0 PO/Ib UTPAIOT COLMAIbHble YCTAHOBKY
MYHOCTH, a He OCO3HaHIe cepbe3HOCTH 3abomeBanms. Heobxonuma Kappropeabu-
muranus nanneHtaM ¢ CIXC ¢ mepeHeCeHHBIM CepPIeTHO-COCYAUCTBIM COOBITIIEM
(MM, ocTpoe HapylIeHIe MO3TOBOTO KPOBOOOpalleHs, Olepalysi peBacKy/Isapn-
sauuy u 1p.). Kapouopeabunuranus — 3T0 CKOOPAMHUPOBAHHOE MHOTOIPaHHOE
BMeIIaTebCTBO, HATIPABIEHHOE HA ONTUMU3AL[NI0 (PU3MIECKOTO, TICUXOTOTUIECKO-
rO U colLuanbHOro pyHKuroHnposanns nanyentos ¢ CC3, HOMONTHUTENBHO K CTa-
Oumnsanuim, 3aMejIeHNI0 IPOrPecCUPOBAHNS U HaXke OOPATHOMY PasBUTHUIO are-
POCK/IEPOTUIECKOTO IIPOL[ECCa, U BCIEACTBIE 3TOTO, CHIDKAoIIee 3a60/1eBaeMOCTb
U cMepTHOCTh. HeoTbeMIieMoit 4acThio peabumnTanun siBisieTCss BTOPUYHAs IPO-
¢umakTuka. BMecte OHM BKIIIOYAIOT B cebst arpecCUBHOE yIIpaBjIeHre GpaKTopamm
pucka (runepnunupemus, AL, n30pIToUHbBI Bec 1 oxxupenue, Cll, kypeHne u up.),
¢busnYecKyo peabMInTaLNIO, ICUXOIOTNYECKYI0 afallTallii0 K HAJIMYUIO XPOHU-
4eCKOTro 3a00/IeBaHMsI ¥ KOHTPOJIb 33 HA/IIEXKAIUM [PYEeMOM Kap/MOIPOTEKTUBHbBIX
NpenapaToB, yIy4lIalomuX TporHos nanuenTos. Y nanuenTos ¢ CI'XC nepep Hava-
JIOM BBIIIOJTHEHN S JTI000J1 TPOrpaMMBbl pU3NIECKIX YIIPa>KHEHUI OLjeHKa KapAnalb-
Holt pyHKIuY (9nekTpokappuorpaMma (9KI'), sxokapauorpaduist, HATPY304HBIIT TeCT
C LIEJIBI0 VICK/TIOUEHN A CKPBITON MIIEMMUY MIOKapAa, a0pTaIbHOTro cTeHo3a. [lanuen-
taM ¢ CI'’XC Heo6X0ofuMO KOHCY/IBTMPOBaHIe ICUXOJIOTa MIU Bpada-IICUXOTepaIeB-
ta. [locTanoBka mmarno3a CI'XC MO)XeT MOBIMATH Ha IICMXOCOIMaTbHOE COCTOSTHIE
Y KQueCTBO YKM3HU YeJIOBEKa, B CBA3Y C YeM IICUXO0/IOrYecKasi o /iepyKKa ITallieHTOB
¢ CI'’XC pomxHa 6bITh yacTbio pyTHHONM nomouy manneHtam ¢ CI'XC. Ocobenno
3T0 oTHOCKUTCA K manyeHTam ¢ roCI'’XC, ¢ Tsokenbim TedyeHneM reCI'XC, mamjueHTam,
HONMYYaloLUM JledeHne TepaneBTrdeckuM adepesom. Ilarmentsr ¢ CI'XC, nonyya-
Iollye pery/sipHoe nedeHre adepe3oM, COOOIIAI0T, YTO UX OOTIE3HD IMOB/MSIIA Ha X
CEMENHYIO U COLMANbHYIO XKU3Hb, B YaCTHOCTH, 00/Ie3Hb OTPaHMYM/IA UX B TIOTyIe-
HUJ TTOTTHOLIEHHOTO 06pa3oBaHus, B Bbibope mpodeccun. OHM 4yBCTBYIOT cebst OT-
JINYHBIMY OT APYTUX, KHOPMAJIbHBIX», TIOfIel1, @ HEKOTOPBIe CTBIIATCS CBOEIT G0TIe3HN

U TBITAIOTCS CKPBITH ee. [Ipo6/meMbl 3CTeTUYECKOr0 XapaKTepa, Heopee/IleHHOCTD
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8. npOCbMﬂaKTMKa pa3BuUTHA aTeEPOCKIIEPO3a U ero OCJIOXKHEHMIT

8. IlpodumakTuka pasBUTHSA aTePOCKIEPO3a
¥ €T0 OCITIOKHEHUMN

C penpo TpodMIAKTUKY Pa3BUTKA aTepockieposa maunentam ¢ CI'’XC, BHe
3aBuCHMOCTI OT Hammuyst win orcyTcTBust CC3, HeOOXOAMMO KOPPeKTMPOBATh
BO3lelicTBUE TaKUX (GaKTOPOB PUCKa aTepocKIepo3sa, Kak Al, kypenne, C]I, moBbI-
mreHHbl1 yposeHs TT' (> 1,7 mmonb/n), Huskuit yposenb XC JIBIT (< 1,0 mmonb/n
y MY>X4YUH 1 < 1,2 MMOJIB/ Y XeHINH), oxupenue. Jledenne AT n CJI y mauyeHToB
¢ CI'’XC mpoBoAuTb B COOTBETCTBUN C YTBEPKAEHHBIMIY KIMHNYECKIMI PEKOMEH-
manuamu. Heobxopymo koHCynbTHpoBath nanuenTos ¢ CI'XC u oxxupeHneM u/mimm
VMHCYIVHOPE3UCTEHTHOCTDIO 10 BOIIPOCAM CHIDKEHMA MACCHI Te/la U pacIlVpeHns
aspobHOII (HU3MIEeCKOI aKTUBHOCTHU. PekOMeHyeTCsl Ha3HayeHue alleTUICaINI-
nosoit kucnotsl nanuentaM ¢ CI'’XC ¢ arepockneporudeckumu CC3 ¢ 1Ie1bI0 CHU-

JKEHM S PUICKA CEPAEIHO-COCYIMCThIX OC/IOYKHEHU.
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8. MpoghunakTMKa pa3BUTUA aTEPOCKIEPO3a U €r0 OCTOKHEHUI

8. [IpopmmakTuka pa3BUTHS aTePOCKIIEpO3a
Y €T0 OCIIOKHEHU M

C nenpio MpodUIAKTUKY pasBUTKA aTepockieposa mannentaMm ¢ CI'XC, BHe
3aBUCUMOCTM OT Hammuus iy otcytctBus CC3, HeOOXOAMMO KOPPEKTUPOBATH
BO3felicTBUE TaKuX GaKTOPOB PUCKa aTepOCKIeposa, Kak Al, kypeune, ClI, moBbI-
meHHbIll yposeHb TT' (> 1,7 mmonb/m), Huskuit yposenb XC JIBII (< 1,0 mmonb/n
Yy MY>X4MH 1 < 1,2 MMONB/T y sKeHIuH), oxupennue. Jlesenne AI' u CJI y marnueHTOB
¢ CI'’XC npoBoAuTh B COOTBETCTBUN C YTBEPKAEHHBIMM KIMHNYECKUMI PEKOMEH-
panysamu. Heobxomgumo KOHCYNIbTUPOBaTh NannenTos ¢ CI'XC 1 oxxupennem n/mimmn
MHCYIMHOPE3NCTEHTHOCTDIO 10 BOIIPOCAM CHIDKEHMA MACCHI Te/la U pacIlypeHns
aspo6HOII (HU3NIECKON aKTMBHOCTHU. PekoMeHyeTcsl Ha3HaYeHUe alleTU/ICaINI-
nosoit kucnorsl nanyerTam ¢ CI'’XC ¢ arepockneporndeckumn CC3 ¢ 1e/1blo CHI-
JKeHM A PUCKA CepIedHO-COCYANCTBIX OCTOKHEHNI.
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7. JleyeHne cemeliHoI runepxonectepuHeMun

7. JleyeHue ceMeHOI r'NIepxonecTepuHeMnn

Jleuenne 60mpubIx ¢ CIXC crregyeT MpOBOAUTD B CIHEIMATM3MPOBAHHBIX Y-
PeX/ICHUAX, UMEIOIINX OIBIT BefeHNs Takux 60nbHbIX. HeoOX0AMMO y4NTHIBATD
HaJ/In4le IOMOTHNUTENbHBIX (PAaKTOPOB pucKa (KypeHue, OXKMpeHNe, YPOBEHb JIU-
monpoTena(a) U COMYTCTBYIOIINX 3a60/IeBaHIIT: TUIIEPTOHMSI, CAXaPHBIIl A1aber,
xponndeckast 6omesup mouek. [lanuentsr ¢ CIXC ZOMKHBI CTPOTO C/IELOBATh BCEM
PEeKOMeHal MM 10 HeMeMKaMEeHTO3HOI Tepanunu (COOMoieHne f1eThl, IpeKpa-
IIeHJe KypeHNUs, IOBbIIIeHNe YPOBHA (U3NYIeCKOl aKTUBHOCTYU (IIPM BO3MOXXHO-
CT), KOHTPOJIb BECA).

7.1. Ineta

Bcem manmenTtam ¢ CI'’XC c nenbio cHmkenua ypoHa OXC u XC JIHIT u pucka
passurusa CC3 nokasaHo co6/ofieHNe IUETHI C OTPAaHUYeHMeM NOTPeOIeH N HaChl-
I[EHHBIX )KMPOB (< 7% OT IIOTpeOIsieMbIX KaJI/IeHb) M TPAHC-KUPOB (< 1% Kaji/feHb)
3a CYeT BBeIEHM A B PallYIOH MOHO- (HepaMHIPOBAHHOE OJIMBKOBOE MACTIO) 1 IIOMNU-
HEHACBIIeHHBIX (HEeraabMOBbIEe PACTUTE/IbHbBIE MAC/Ia) XUPHBIX KUCTIOT B KONIYe-
cTBe, obecneynBanoleM 1o 30% CyTOYHOTrO Kaopajka, KpOMe 9TOrO BCeM IaljieH-
taM ¢ CI'XC ¢ genpio cHmxenus yposts OXC u XC JTHIT Heo6X0gMMO OTpaHNIUTD
noTpebeHne xonecrepuHa o 200 MI/geHb, YBEIMYUTD HOTpebIeHne MUy, 6ora-
TOJl PaCTUTENIbHOI KIeTYaTKOI (5 mopiuii oBolelt u PpyKTOB B AeHb). Pogurenam
metett ¢ CI'XC He06X0AMMO KOHCY/IBTMPOBAHIE BPAYOM-IMETOTIOTOM IO BOIIPOCAM
30OpOBOrO MUTAHUsA pebeHKa, HAaYMHAS ¢ Bo3pacTa 2 jeT. [lueTndecKue peKOMeH-
HAIuy aHAJIOTMYHBI peKoMeHAanusaM Aist B3pocibix ¢ CI'XC, ogHako He06X0AMMO
cobmoaTh 0cOOYI0 OCTOPOXKHOCTD, YTOOBI 136eXKaTh HeJOCTaTKa Kamopuii (ecin
BeC HOPMAJIbHBII), I KOHTPOIMPOBATh KpMBYI0 pocTa. Pekomenmauym ESC (2019),
Kacalowiyecs A1eTsl, IPUBefeHbl B Tabuile 3.
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7. JledeHue ceMeHOM IUIepxonecTepuHeMnn

Jledenne 6onpHpIx ¢ CIXC crmefyeT mpoBOAUTD B CIELMaIN3MPOBAHHBIX y4-
PeX/ICHUAX, UMEIOIINX OIBIT BefleHNs TaKux 60nbHbIX. Heo6X0AMMO y4MTHIBATD
HaJIM4ye JONOMTHUTENbHBIX (GaKTOPOB pUCKa (KypeHue, OXMPeHUe, YPOBEHb JIN-
Honporenfa(a) U CONMyTCTBYIOMUX 3a060/IeBaHMIT: TUIIEPTOHMUS, CAXaPHBIIl A1aber,
xponndeckas 6omesup mouek. [lanuents ¢ CI'XC ZOMKHBI CTPOTO C/IeLOBaTh BCEM
PEeKOMEH/IAIVIAM [0 HeMeIMKaMEeHTO3HOI Tepanuu (CoOMofe e UeThl, IpeKpa-
IleHMe KYpeHUs, TOBbIIIeHIe YPOBHS (PU3MIecKoil aKTUBHOCTU (IIPY BO3MOXHO-

CTU), KOHTPOJIb BeCa).
7.1. Iueta

Bcem manmentam ¢ CI'’XC ¢ nenbio cHmkerns yposasa OXC n XC JIHII n pucka
pasBuTua CC3 nokazaHo cOOMIOfeHNE AeThl C OTpaHIYeHMeM IIOTpeO/IeH s Hachl-
HIEHHBIX )KMPOB (< 7% OT HOTpebisieMbIX Kajl/IeHb) U TPaHC-KUPOB (< 1% Kan/meHs)
3a CYeT BBeJEHV A B pallyIOH MOHO- (HepadMHIPOBaHHOE O/IMBKOBOE MACIIO) U IO/~
HEHACBIIIeHHBIX (HeIla/IbMOBble paCTUTEIbHbIE Mac/Ia) XXUPHBIX KUCIOT B KOJIYe-
cTBe, obecreynBaomeM o 30% CyTOYHOTO Kajopa)ka, KpOMe STOrO BCeM TalieH-
taM ¢ CI'XC c nenbio cHixenus yposHsa OXC u XC JTHIT Heo6X0[uMO OTpaHNYUTD
noTpebeHne xonecrepuHa o 200 MI/AeHb, YBEIMYUTb NOTpebIeHne My, 6ora-
TOJI paCTUTEIBHOI KIeTYaTKOII (5 mopuuit oBoleit 1 GpyKTOB B IeHb). Pogutensam
metett ¢ CI'XC He06X0AMMO KOHCY/IBTMPOBaHME BPAa4OM-IMETOTIOTOM IO BOIIPOCAM
370pPOBOTO MUTaHUA pebeHKa, HaYMHasA ¢ Bo3pacTa 2 jeT. [lueTndecKue peKOMeH-
JaIuy aHAJIOTMYHBI peKoMeHaaluAM s B3pocibix ¢ CI'XC, ogHako HE06X0AMMO
cobIoaTb 0cOOYI0 OCTOPOXKHOCTD, YTOOBI 136eXaTh HeJoCTaTKa Kamopuii (ecin
BeC HOPMaJIbHBbII), M KOHTPOMMPOBATh KPMBYI0 pocTa. Pekomenganuu ESC (2019),

Kacaroluecs JUeThl, IPUBeLeHbl B Tabnuie 3.
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Ta6muua 3. IIpogyKThI 11 CIOCOOBI MX IPUTOTOBICHILA

YmepeHHo

M36erarp

JKupnas Bpineuxa,

e/IbHO3epHOBBIe | X11e6, pyic, MaKapOHBI
3makoBble = p > PG POHEL maduHbL, nUpory,
KY/IbTYPBbI OUCKBUTBI, IOI-KOPH
KpyaccaHbl
Osouin Cripble unn Kaprodens Osomyy,
06paboTaHHBIE OBOIIU MIPUTOTOB/IEHHbIE
Ha Macjie Un
MalioHe3e
Yeuesniia, Topox
Bo6osbie 113, TOpOx,
60651, cOeBbIe
DpyKTHI Caexne unm CymreHsle, 5xerne,
3aMOpPO>KEHHBIE I>KeMBI, B KOHCEPBaX,
copbersr,
B MOPOXXEHOM, COKM
[Inpoxwnnre,
MOpPOXXEHOE,
. Caxaposa, Mef,
Cnagoctu HuskoxanopuitHbie dpykro3a,
II0KOJIa]], KOH]ETHI
ra3ypoBaHHbIE
HaINUTKA

Msico u peiba

IlocTHas u xupHasg

ITocTHOE MSICO,

Cocuckn, cansimu,

IneTnveckne
NIPOAYKTBI, AL

Ob6e3xupeHHoe
MOJIOKO, IOTyPT

C HUSKUM KOJI-BOM

pbiba, mrura 6e3 KoXu 6apaHuHa, 6exoH, pebpa,
CBMHIHA, TOBSA/IMHA, XOT-JIOT Y,
MOPEIpPOAYKTEL, CyOIPOAYKTEI
MOJITIOCKI
Momnoko/cbIp OO6BIKHOBEHHDIE CBIP,

MOJIOKO, CJIMBKM,

JKUPOB, ANla Jorypr

IIpunpasbr Ykcyc, ropunna, OnuBKOBOE MacIo, TpancKxMpsI,

6e3X1pOBbBIE Maprapyus, MajioHe3, | TBepfble MaprapyMHbI,
3anpaBKu KeTYYTI, 3aIIPaBKI aJyIbMOBOE,
KOKOCOBOE MacJIo,

Kup 6exoHa

Opexnu Bce nHeconennle Koxoc
Bup I'punb, Bapka, JKapxa JKapxa B macne
MPUTOTOBIEHN TyIlIeHue
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Ta6muua 3. IIpogyKThI ¥ CIIOCOGBI X IPUTOTOBIEHM A

Ymepenno

Ms6erarp

JKupnas Bpinedxa,

IlenpHO3€pHOBBIE Xneb, puc, MaKapOHbI
37aKOBbIe P » PHC P * | madunsl, nuporn,
KYJIbTYPBbI OVICKBUTBI, TOTI-KOPH
KpyaccaHbI
OBomu CbIpble NI Kaprodenp Osomy,
0b6paboTaHHBIE OBOIU TIPUTOTOB/IEHHBIE
Ha MacJie Vin
MalrioHe3e
YeueBuiia, ropox
Bo6osbie > FOPOX,
60651, cCOeBbIE
DpyKTHI Caexue nnmn CyuieHble, xerne,
3aMOpPO>KEHHBIE I>KeMBI, B KOHCEPBaX,
copbersr,
B MOPO>XEHOM, COKI
[Inpoxusnre,
MOpO>KeHOe,
. Caxaposa, Mef,
Cnamoctn Hwuskokanopuitablie dpykro3a,
II0KOJIaJ], KOH(ETHI
rasMpoBaHHBIE
HaIUTKU

Miico u peiba

IloctHas n JKMpHaA

ITocTHOE MsICO,

Cocucku, caiasamu,

HueTnyeckne
IIPOMYKTBI, AL

Ob6esxupeHHoe
MOJIOKO, IOTYPT

C HUSKUM KOJI-BOM

pbiba, mTuIa 6e3 KoXu 6apaHnHa, 6exoH, pebpa,
CBUHIHA, TOBS/IVHA, XOT-JIOT Y,
MOPEIPOLYKTHL, CyOIIPOLYKTHL
MOJITIOCK I
Momnoko/cbIp OOBIKHOBEHHBIE CBIP,

MOJIOKO, C/IMBKH,

JKMPOB, Ala orypT

ITpunpaser Yxcyc, ropunia, OnuBKOBOE MacyIo, TpaHCcXKUpHI,

6e3>X1poBbBIE Maprapyus, MajioHe3, | TBepfble MaprapyMHbI,
3aIpaBKu KeTYyTI, 3aIIPaBKI I1aJIbMOBOE,
KOKOCOBOE MacJio,

KUp 6eKoHa

Opexn Bce Heconenble Koxoc
Bup I'punp, Bapka, JKapxa JKapxa B macne
IPUTOTOBIEHUA TyLIeHNe
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[0/Ib30BATbCS HaJJeKHBIMI METOAMU KOHTpalenuyu (KOMOMHIPOBAHHbBIE OPajlb-
Hble KOHTPALeNITHBbI, BHYTPMMATOYHbIE YCTPOIICTBA, 6apbepHBbIe METOABI) Ha pOHE
TUITONUINAEMUYecKoll Tepamuu. HeoOXomuMo OTMEHUTb MO0y TUIOMUINLE-
MMYECKYIO Tepaluio He MO3JHee, YeM 3a 3 MecsAlla o IMpeKpalleHNA Ipefoxpa-
HeHMs1 OT OePeMeHHOCTI U He BO30OHOBIIATD ee IMpueM [0 OKOHYAHUs TPYFHOTO
BCKapM/IMBAHNSL, B CIy4ae He3alIaHMPOBAaHHOI OepemenHoCTH sKeHnHe ¢ CI'XC
[IOKa3aHO He3aMe[/INTENbHO IPEKPAaTUTh NpueM JI00bIX TUIIONUIINLEMUYECKIX
CPEZICTB M CPOYHO IIPOKOHCYIBTMPOBATbCA CO CBOMM JI€YalllIM BpadoM. B ciydae
HacTyIIeHuA 6epeMeHHOCTH Y >keHINUHBI ¢ TeCI'XC ¥ COIyCTBYIONINM aTepoKIIe-
pornueckum CC3 unn ¢ roCI'XC nposoaurcs JIIT adepes Bo Bpemsi Bcero nepuopa
OepemeHHOCTN U TpyAHOro BckapMmBaHus. JKenmuuam ¢ roCIXC, sxemaommm
3abepeMeHeTb, HO/DKHO OBITh PEKOMEH[JOBAHO TINATEeIbHOE OOC/IefOBaAHME C IIO-
CIIEYIONIM PelleHNeM BOIIPOCa O MOTEHI[MAaIbHbIX PUCKaX st OyAyIeil MaTepn
u ninopia. JKenmuyuam ¢ CTXC B KadyecTBe MeTOJja KOHTpALleNIUY PeKOMEHTyeTcs
NIPUMEHSATD OpajibHble KOHTPALIENITUBLI, COTep Kalliye SCTPOreH B MajIbIX jo3ax. Bo
BpeMs OepeMEeHHOCTY U B IEPMOJ, TaKTallUM He peKOMEH/IyeTCs IIPUHUMATD CTaTHh-
HBI 11 JIpyT¥ie TUIIONIMINIeMITYeCKIe CPeiCTBA 13-3a X BO3MO>KHOTO T€PATOT€HHOTO
merictBusA. ClefyeT MMeTh B BUAY, YTO B TedeHMe (U3MOIOTNYECKY IPOTEKAoLIel
6epemennocty ypoBHYU XC 1 TT HOBBIIIAIOTCS, YTO CBSI3AHO C IEJICTBYEM 9CTPOreHa
M IPOTeCTepOHa Ha MeTab0/IV3M MUIIONPOTeNK0B. OXHAKO 3TO MOBLILIEHYIE SIB/ISAETCA
(bU3MOIOrMYeCKUM U He CONPSKEHO C PUCKOM CepPHeYHO-COCYANCTBIX OC/IOXKHEHNIL.

Heobxopnmo nomuuts, yto roCI'XC sBnsietcs 3aboneBanmeM, KOTOpoe Ipef-
CTaB/IAET YTPO3y AN MaTepu U IIOfA. DKCIepUMEHThbI Ha >KMBOTHBIX U KIMHNYe-
CKMe UCCTIefJOBaHNA TI0Ka3a/I, YTO BBICOKIUI YPOBEHb MaTE€PUHCKOTO XO/leCTeprHa
OPUBOAUT K HEJOCTATOYHOCTM MATOYHO-IIIALIEHTAPHOTO KPOBOOOpAIEHMS, UTO
YBeNMYMBaeT PUCK TAaKUX OCTIOKHEHMIT A1 MaTepU U IJIOfA, KaK 3aflep>kKKa pa3BU-

TUA TIOJA, IPESKIAMIICUA U IIPEX/I€BPEMEHHbBIE POJIBL.
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I0/Ib30BATbCs HaJJeXXHBIMIU MeTOfJaMy KOHTpalenuy (KOMOMHIPOBaHHbIE Opajlb-
Hble KOHTPALIeIITYBbI, BHYTPMMAaTOYHbIE YyCTPOIICTBA, 6apbepHBble METOAbI) Ha poHe
TUIIONUINAEeMUYecKoll Tepanuu. HeoOXomuMo OTMeHUTb MO0y TUIIOMUINE-
MMYECKYIO Tepalllio He II03[jHee, 4eM 3a 3 MecAlla JO NpeKpalleHus Ipefoxpa-
HeHUs OT OepPeMEHHOCTY U He BO30OHOBIIATDH €€ IpHUeM [0 OKOHYaHUS TPYSHOTO
BCKapM/IMBaHMsI, B ClTydae HesalIaHMPOBaHHOI 6epemenHoCTH XeHmHe ¢ CI'XC
IIOKa3aHO He3aMe[/INTe/IbHO HMPEKPaTUTh IPMeM JMI0OBIX TUIIOIUINeMUYECKNX
CPEeZCTB ¥ CPOYHO IIPOKOHCY/IBTMPOBATbCS CO CBOMM JIeYalllIM BpadoM. B ciydae
HacTymIeHus: 6epeMeHHOCTN y xeHIMHBL ¢ TeCIXC 1 cOnyCTBYIONIIMM aTepOKIIe-
poruaeckum CC3 nmu ¢ roCI'’XC nposopurcst JIIT adepes Bo BpeMst BCero mepuopa
OepeMeHHOCTM U TpyfpHOro BckapMmBaHus. Kenmuuam ¢ roCIXC, sxemaommm
3abepeMeHeTb, JOMKHO OBITh PEKOMEHIOBAHO TIIAaTEeNbHOE 0OC/IeOBaHMe C IO-
CIeYIOLIMM pellIeHeM BOIIPOCca O MOTEHI[MaIbHbIX PUCKAX [t OyAyIeil MaTepn
n mropa. yKenmuuam ¢ CI'XC B kadecTBe MeTOfla KOHTpALleNI NN PEKOMEHIYeTCs
MIPMMEHATD OpaJbHbIe KOHTPAILIEIITHBEL, COAepIKalliye 3CTPOTeH B MaJIbIX 1o3ax. Bo
BpeMs OepeMEeHHOCTY U B IEPMOJ, TAKTaLlUM He peKOMEH/[yeTcA IIPUHUMATD CTaTh-
HBI ¥ IPYTYE TUIOMUIINTeMIUYecKe CPefiCTBa M3-3a X BO3MOXKHOTO TePaTOTeHHOTO
merictBuA. ClieflyeT MMeTb B BUAY, YTO B TedeHMe (U3MOIOTMYECKY IPOTeKalolel
6epemennocty ypoHU XC 1 TT HOBBIIIAIOTCS, YTO CBA3AHO C IEJICTBYEM 9CTPOreHa
M IporecTepoHa Ha MeTabonmn3M MUIonpoTensoB. OfHAKO 3TO MOBBIILIEHNE SIB/ISIETCS
(U3NOIOrNYeCKUM U He COIPSKEHO C PUCKOM CepPHeYHO-COCYANUCTBIX OC/IOXKHEHUIL.

Heob6xopnmo momuuts, uto roCIXC sBnsercs 3aboneBanmeM, KOTOPOe TIpef-
CTaBJIAET YIPO3y JJIS1 MaTepy M IJIOfA. DKCIIEPYMEHTDI Ha )KMBOTHBIX M KIMHIYe-
CKMe MCCIeJOBAHM TI0Ka3ali, YTO BLICOKUI YPOBEHb MaTePMHCKOTO XO/IeCTepUHA
IPUBORUT K HEJOCTATOYHOCTY MAaTOYHO-IIALleHTAPHOTO KPOBOOOpAIeHMs, 4TO
YBe/IMYMBAET PUCK TAaKMX OC/IOKHEHWII IAJIsI MaTepy U IJI0JA, KaK 3aJepKKa pa3Bu-
TUS IO, IPEIK/IAMIICHA U IPEXK/eBpEeMEHHbIE POJbL.
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yAa/IeHV s TUIIOIPOTEeN 0B MPU KaCKafHOI Y IMIHOT GUIBTPALIMU IeKUT UX pas-
Mep, NpM TeNapUH-MHAYLMPOBAHHON MPEUINTALNN TUIOIPOTEN0B — CII0C06-
HOCTb TUIIONPOTENIOB K OCAXK/IEHUIO B IPUCYTCTBUM I'ellapMHA IIPY JOCTMKEHUN
pH mmasmel ypoBHs 5,2, npu addMHHOI U UMMYHHOI COpOLuY — QUSUKO-XMMUIe-
CK1e 1 6MOXMMIYeCKIie CBOJICTBA all00e/IKOB, BXOAALINX B COCTAB TUIIONPOTENU/IOB.
Acdepes mUIONPOTENIOB ABJSAETCS «30/I0THIM» CTAHZAPTOM JIEIEHMSI TOMO3UTOT-
Holt CI'’XC. Adepes maunentam c guaraosom roCI'XC, HaunHas ¢ 7 JieT, IPOBOAAT
PEryasapHO IIUTENBHO C NEPUOAUYHOCTDIO 1 pa3 B 1-2 Helle/nu, eClin He yaeTcs [o-
6urscs nenesoro yposus XC JIHIL ITposexenne adepesa nuiam ¢ reCI'XC mokasa-
HO Npy Hanuuuu atrepocknepornyekoro CC3, HegocTaTouHOM 3 deKTUBHOCTY 1/
MY HETIEPEeHOCHMOCTY MaKCUMaIbHO BO3MOXXHOM MeIMKaMEeHTO3HO INIIN/-CHI-
JKalolllell Tepaluy B codeTaHuu ¢ gueroit. Ilox HejocTaTOYHOI 3(1)(beKTMBHOCTb10
MeJ[MKaMeHTO3HON TNINACHVKAIOIe Tepanuy IIOHNMAIOT CIydan:

- xorga y manueHtoB ¢ CC3, 00yC/IOBIEHHBIMU aTepOCKIEPO30M, YPOBEHb
XC JIHIT ocraetcs Bbime 4,1 MMOJIB/IT TIOCTIEe 6 MeCsAIleB MeIKaMeHTO3HON
Tepanmy B COYeTAHNM C INETON;

- KOIJa CYLIeCTBYIOT OOBEKTMBHbBIE JOKa3aTelIbCTBA IIPOIPeCCUPOBAHNUSA
aTepocK/eposa, faXke HECMOTpPs Ha JOCTIDKeHMe Oolee HUBKUX YPOBHEN
XCJIHII, a Tak»Xe MMEIOT MeCTO peCTeHO3bI II0C/Ie OTlepali il Ha COCyaX UIn
oIlepalyy pPeBacKyl1Apu3al i IPOTHUBOIOKA3aHbI M1/ HEBO3SMOKHBI.

Adepes nposonAT B3pocibiM manueHTaM ¢ CC3, 00ycIOBIeHHBIMU aTePOCKIIe-

posom npu reCI'XC B coueTaHMM BBICOKMM YPOBHEM IUIONpoTensa(a) > 60 Mr/m.
JleyeHMe HOMKHO OCYIECTBAATHCA INPOIPAMMHO JIIUTENAbHO C MEPUOSMIHOCTHIO
1 pas B 2 Hegenu. Adepes nokasan npu reCI'XC Ha ¢poHe OTMEHBI Me[UKAMEHTO3-
HOI1 JIMIMJCHYDKAIOMIEeT TepaIy B CBA3Y C 6epeMeHHOCTBIO.

7.8. Oco0eHHOCTY TeYeH N )KEHIIVIH PeNPORYKTUBHOIO BO3pacTa

HKenmyny ¢ CI'’XC, HeobxopuMo MHPOPMMPOBATD, YTO HAIM4YUE 3TOrO 3ab0-
JIeBaHYA CaMo 110 ceOe He ABJIAETCA MPOTUBONOKAa3aHNeM JIs OepeMeHHOCTI MU
rpyssoro BckapmiauBanuA. JKenmuusl ¢ CI'XC, koTopble INIaHUPYIOT 6epeMeH-
HOCTb MV GepeMEeHHDI, HO/DKHBI IIPOMITU 9KCIePTHOEe 00CIefoBaHMe KaK Y I'VHe-
KOJIOTa, TaK M y KapAuosiora ¢ menpio uckmodenusa VIBC, aopTanbHOro creHosa.

JKenmuuaMm penponykTupHOro BospacTa ¢ pgmarHosom CI'XC pexomeHpyercs
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yIaIeHV S TUIOIPOTEeN 0B MPU KaCKaHO Y TMIHO GUIbT ALY TeKUT UX pas-
Mep, NpY TeNapUH-MHAYIMPOBAHHON MPeNUIINTALIVN TNIOIPOTEN0B — CII0C06-
HOCTb IMIONPOTENIOB K OCAXK/IEHNIO B IIPUCYTCTBUM TellapyHa NIPY JOCTVKEHUN
pH masmel ypoBHs 5,2, npu apPuHHO 1 MUMMYHHOI copbunn — GU3NKO-XUMude-
CK1e 1 6IOXMMUYeCKMe CBOJICTBA all06e/NKOB, BXOJALINX B COCTAB TUIIONPOTEN/IOB.
Adepes MUIONPOTENNIOB ABJAETCS «307I0THIM» CTAHAAPTOM JIeYeHMSI TOMO3UTOT-
Hoit CI'XC. Adepes maunentam c guartosom roCI'XC, HaunHas ¢ 7 jieT, IPOBOASIT
PeryIApHO JINTEbHO C IePUOSMYHOCTDIO 1 pa3 B 1-2 Heflenn, ec/int He yaeTcs Jo-
6utncs nenesoro yposus XC JIHIL. IIposenenne adepesa nuuam ¢ reCI'’XC moxasa-
HO TIpy Hanmu4uu atepockieporndexoro CC3, HeocTaTouHOI 3¢ deKTUBHOCTI U/
VY HeTIepeHOCHMOCTHY MaKCYMAaIbHO BO3MOYKHOI MeIMKaMeHTO3HOI JININU/I-CH-
JKAIolIell Tepanny B codeTaHuu ¢ auetoil. Ilox HegocTarouHOM 3P HeKTUBHOCTDHIO
MeJMIKaMEeHTO3HON TMINACHIKAIOIel Tepanuy IIOHMMAIOT CIyJan:

- xorga y manuentos ¢ CC3, 006yC/IOBIEHHBIMI aTePOCKIEPO3OM, YPOBEHbD
XC JIHIT ocraetcs Boiiie 4,1 MMOJIb/I 1IOCIEe 6 MeCsLeB MeQKaMeHTO3HOMI
Tepanny B COYETAHNM C INETOI;

- KOIZla CYI[eCTBYIOT OOBEKTMBHBIE [OKAa3aTeIbCTBA IPOrPECCUPOBAHMS
aTepoCK/Iepo3a, fa)ke HeCMOTPA Ha JOCTIDKeHMe 06ojlee HU3KUX YpPOBHEN
XC JIHII, a Tak>xe MMEIOT MeCTO peCTEeHO3bI II0C/Ie OIepalMil Ha COCYAAX VN
oIlepanyy peBacKy/IsApU3al Uy IPOTUBOIOKA3aHbI VIV HEBO3MOXKHBI.

Adepes mposogsar B3pocibiM nanuentaM ¢ CC3, 06ycIoBIeHHBIMY aTePOCKIIe-

posom npu reCI'’XC B coyeTaHMM BBICOKMM YPOBHEM JuIonporenpa(a) > 60 mr/m.
JleyeHMe HOJKHO OCYIECTBIAATHCS IMPOTPAMMHO JIUTEIBHO C MEPUOSNIHOCTHIO
1 pas B 2 Hepenu. Adepes nokaszan npu reCI'’XC Ha ¢poHe OTMEHBI MeJUKaMEHTO3-

HOM J'II/II'II/IHCHI/I}K&IOH_[eﬁ Tepallny B CBA3M C 6epeMeHHOCTbIO.
7.8. Oco6eHHOCTH TeYeHN A )KEHITNH PeNPOAYKTUBHOTO BO3pacTa

HKenmuny ¢ CI'XC, Heobx0oamMO MHPOPMUPOBATH, YTO HA/MIUYME ITOTO 3a60-
JleBaHMA caMo 0 cebe He ABJIAETCA MPOTUBOIIOKA3aHIEM A OepeMeHHOCTI MIIN
rpygHoro BckapmauBaHuA. JKenmuusl ¢ CIXC, koTopble INIaHUPYIOT GepeMeH-
HOCTb WiV OepeMeHHBI, JO/DKHBI IMPOITI 9KCIEPTHOe 00C/IeloBaHMe KaK y TMHe-
KOJIOTa, TaK ¥ y Kappimosora c uenpio uckmawodenus VIBC, aopranbHOro creHosa.
JKenmmnnaaMm penpomykTuBHOro Bo3pacta ¢ amarHosom CI'XC pexkoMmeHpmyercs
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7.2. Pusndeckasg aKkTUBHOCTDH

C penbio carkenns yposus OXC, XC JIHII, TT neobxonmuma aspobHas ¢pusnde-
CKasi aKTMBHOCTb YMEPEHHOI MHTEHCHBHOCTH (VM/IV BBIILIE TI0 COITIACOBAHMIO C Bpa-
YOM), 110 MeHblIIell Mepe, 30 MUHYT B JleHb B TeUeHlie He MeHee 4eM 5 IHell B HeflelIo.
JIuu, KOTOpble MO COCTOSHUIO 3[[OPOBbsI HE MOI'YT BBIIOMHATH (U3MUECKYIO Ha-
IPY3Ky YMEPEHHOI MHTEHCUBHOCTY, HEOOXOAMMO MOTVMBUPOBATH K BBITOTHEHUIO
MaKCMMaJIbHO IIePEeHOCHMO 1A HUX (PU3NYeCKOil aKTUBHOCTY, OT/iaBast MPeAIo-
YTeHMe TOI, KOTopast OblTa 6bI MAaKCMMA/IbHO JOCTYIIHA B €XEIHEBHOM PEXIME,
K IIpUMepYy, ObICTpasi XOfb0a, IIOAbEM 10 JIECTHNIIE, e3/ja Ha BEeJIOCHIIETE.

7.3. OTKa3 oT KypeHus:

Ba>kHO HOBOIWTD O CBe[leHM: BCEX NALMIEHTOB C YCTAaHOBJIEHHBIM IMarHO30M
CI'XC nuHpopmanmio o HeoOXOAMMOCTH IIOTTHOTO OTKa3a OT KypeHI A KaK aKTUBHO-
T0, TaK U IACCUBHOTO, IIOCKOIbKY OHU y>K€ MMEIOT BBICOKIII CepPIedHO-COCYAUCTDIN
puck. C 11enbio HOBbIIIeHN 3¢ (eKTUBHOCTI OTKa3a OT KypeHNs He0OX0AIMO IpH-
MeHATb papMaKoIOrndecKyie MOAXO/bL.

7.4. IIpenaparsl, ucnonb3dyembie g nedenns CI'XC

Crarunsl. [lepBoit nuHMell MeguKaMeHTO3HOI Tepanun 6onpHbIX ¢ CIXC sB-
JAIOTCA CTAaTUHBL. MeXaHM3M JefiCTBUA IPeNapaToB CBA3aH C KOHKYPEHTHBIM MH-
rnOUpoOBaHNEM TUAPOKCHU-METWI-TII0TApUI-KO9H3UMA-PefyKTassl — (epMeHTa,
Y4aCTBYIOILETO B CMHTE€3€ 3HJIOT€HHOro XojecTeprHa. CHIDKeHMEe KOHLEHTPaLNN
OXC B nmeyeHu cTUMynupyer skcnpeccuio perentopos JIHII Ha moBepxHOCTH remna-
TOLIMTOB, B P€3y/IbTaTe Yer0 NPOUCXOAUT CHIYKeHMe KoHneHTpauyy JIHIT n gpyrux
aTepPOreHHBIX NMIIONPOTEN/IOB. Tepanysa cTaTMHAMY HO3BOJAET CHU3UTD YPOBEHDb
XC JTHII Ha 20-60%, TT - Ha 10-15%, nosbicuThb yposerb XC JIBII Ha 5-15%. [Jnn-
TeJIbHOE IIPUMeHeHMe (He MeHee 5 JIeT) CTaTVHOB YMeHbIIAaeT YacTOTY JIeTaTbHbIX
ncxonoB VIBC n ocnoxuenuit CC3 Ha 25-40%. Ha ocHOBaHWUM [JaHHBIX TpeX Me-
Ta-aHa/IN30B ObUIN Ollpefe/eHbl cpegHye ypoBHM cHibkeHuA XC JIHII B 3aBucumo-
CTM OT JO3BI U BMJA CTaTUHA (puC. 4, Tab/1. 4). JlaHHbIe MHOIOYMCIEHHBIX KPYIIHBIX
PaHIOMM3MPOBAaHHBIX MCCIEIOBAHNII M X MeTaaHa/lIN3 MOKa3all, 9YTO TOTbKO BbI-

COKOMHTEHCUBHAS Tepanusi CTaTMHAMM B Hanborbliieit crenenn caykaet XC JTHIT
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7.3. OTKa3 OT KypeHus
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CI'XC nurpopManmio o HeoOXOAMMOCTH IIOTTHOTO OTKa3a OT KypeHIA KaK aKTUBHO-
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puck. C 11e/1bio HOBBIIIeHN A 3G (eKTUBHOCTI OTKa3a OT KypeHUsA He0OX0aIMO IpH-

MEHATDb (bapMaKOHOI’I/I‘{eCKI/Ie II0XO/JbI.
7.4. Ilpenaparsl, ucnionb3yemble A nedenns CI'XC

Crarunsl. I[lepBoii nuHMell MegMKaMeHTO3HOI Tepanuu 6onbHbIX ¢ CIXC s8B-
TAIOTCA CTAaTUHBL. MeXaHM3M JeliCTBUA IPENapaToB CBA3aH C KOHKYPEHTHBIM MH-
rMOMpPOBAHMEM TUIPOKCH-METH/I-TTIOTApUI-KO9H3UMA-Pe[yKTasbl — (epMeHTa,
Y4acTBYIOILIETO B CMHTE€3€ 3HJOT€HHOro XojecrepuHa. CHIDKEHME KOHLEHTPaLun
OXC B neyeHu cTuMynupyer skcnpeccuio perenropos JIHII Ha mosepxHocTy rema-
TOLMTOB, B pe3y/IbTaTe Yero IpOUCXOANUT CHIDKeHMe KoHueHTpauyu JIHII n npyrux
aTepOreHHBIX NUIONpPOTeN/I0B. Tepanus cTaTMHAMM NO3BOJsAET CHUSUTD YPOBEHb
XC JTHII Ha 20-60%, TT - Ha 10-15%, nosbicuTb yposeHb XC JIBII Ha 5-15%. [Jnu-
TeJIbHOE IIpMMeHeHue (He MeHee 5 JIeT) CTaTVHOB YMEHbIIAeT YacTOTY JIeTaTbHbIX
ncxonos VIBC u ocnoxuenuit CC3 Ha 25-40%. Ha ocHOBaHNUU JaHHBIX TpeX Me-
Ta-aHa/IN30B ObUIN ONpeneieHsl cpegue yposHu cHydkeHns XC JIHII B 3aBucumo-
CTM OT JO3bI U BMJA CTaTUHA (pIC. 4, Tab/. 4). JlaHHbIe MHOIOYMCIIEHHBIX KPYITHBIX
PaHIOMM3MPOBAHHBIX UCCTIENOBAHNMIT M MIX MeTaaHa/IN3 II0Ka3all, YTO TONMBKO BbI-

COKOVMHTEHCVBHAs Tepanusi CTaTMHaMM B Hanborblieit crenenn caykaet XC JTHIT
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7. JledeHne cemeifHoI runepxosnecTepuHeMum

(Ta671. 4) U IIOKa3aHa MMalJi€eHTaM C BbICOKMM I OY€HDb BbICOKMM PUCKOM Pa3BUTUA
CEPAETIHO-COCYAUCTDBIX OCJIO>KHEHU, K KOTOPBIM OTHOCATCA MALIMIEHTBI C CI'XC.

% 5 10 20 40 80
10

KonuyecrBo namimueHToB

-60

Chiskenme | —— OnyBacratun  —e—IIpaBactatun  —e— CumMBacTaTuH

XC/THII —e— AtopBacTaTuH —e— PosyBacratun

Pucynox 4. Cnusncenue yposns XC JIHII 6 3asucumocmu om 003bt PA3AUYHBIX CIAMUHOG

ITpumeyanue: XC JIHII - XonecTepuH 1MIOIPOTEUOB HU3KO IIOTHOCTIL.

Ta6numa 4. CraTuHbI B 3aBUCUMOCTHU OT cTenenu cuyskennsa XC JTHIT

5 10 20 40 80
¢dnyBacratux - - 21% 27% 33%
IIpaBacTaTUH - 20% 24% 29% 33%
CHMBAaCTaTUH - 27% 32% 37% 42%!
aToOpBacCTaTUH - 37% 43% 49% 55%
po3yBacTaTuH 38% 43% 48% 53% -

! HasHaueHNe IIpenapaTa He PeKOMEH/IYeTCs B CBA3Y C BBICOKMM PUCKOM PasBUTHA MUOTIATIH.

IIpumevyanne: XC JIHII — XonecTepyH NMIONPOTENIOB HU3KOI IIIOTHOCTH.
30% — HU3KOMHTEHCUBHDIN pexxuM. 30-49% — yMepeHHO MHTEHCUBHBIN PeXXUM. 2 50% — BBICOKOMH-
TEHCMBHBIN PeXXMM.
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(Ta6)’[. 4) " IIOKa3aHa MMalfyieHTaM C BbICOKMM I OY€HDb BbICOKMM PUCKOM Pa3BUTUA
CEPACIHO-COCYAUCTDBIX OCJIO>)KHEHU, K KOTOPBIM OTHOCATCA MALIEHTHI C CI'XC.

% 5 10 20 40 80
10 | e

KonuyecrBo namueHToB

-60

Cumkenne | —®— PryBacTaTun —eo—IIpaBacTatun  —e— CuMBacCTaTUH

XCIHII —e— AtopBactatu —e— PosyBacraTun

Pucynox 4. Cruscenue ypoens XC JIHII 8 3asucumocmu om 003bi pA3AUYHBIX CMAMUHOB

IIpumeyanne: XC JIHII — XonecTepyH NMIONPOTENIOB HU3KOI IIOTHOCTH.

Tabnuma 4. CraTuHbI B 3aBUCUMOCTHU OT cTenenu cHyskennsa XC JTHIT

% cumkenus XC JTHIT

Jo3sa, Mr/cyT

5 10 20 40 80
¢dnyBacratus - - 21% 27% 33%
IpaBacTaTUH - 20% 24% 29% 33%
CMMBAaCTaTVH - 27% 32% 37% 42%!
aTOpBaCTaTUH - 37% 43% 49% 55%
po3yBacTaTuH 38% 43% 48% 53% -t

! HasnaueHne IIpenapara He pEKOMEHYEeTCs B CBA3M C BbBICOKMM PMCKOM Pa3BUTHUA MUOIIATUN.

ITpumeuanne: XC JIHII - XomecTepyH TMIONPOTENOB HU3KO INIOTHOCTIL.
30% — HU3KOMHTEHCUBHDIN pexuM. 30-49% — yMepeHHO MHTEHCUBHBIN peXXUM. 2 50% — BBICOKOMH-
TEHCUBHBIN PeXMM.
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7.7. Adepe3 munonporenon

Acdepes mUIONPOTENIOB — IPYIIA CENEKTUBHBIX METOMOB 9KCTPAKOPIOPAIb-
HOJ TeMOKOpPpeKIuy, 06ecrednBaInX ceeKTUBHOe 1 3¢ deKTUBHOe yaaneHne
U3 KPOBU XOJIECT€PUHA U aTePOTE€HHBIX TUIIONPOTenoB. IlepBas mporenypa ade-
pesa 6bu1a mposefeHa G. Thompson n xorteramu B 1975 rofy, KOTOpbIe COOOIIMIN
O BBIPQ)KEHHOM CHIDKEHMM YPOBHS XO/IeCTE€PMHA, YMEHBIIEHNN aTepOCK/IepPOTH-
4ecKux OJAlleK 1 Mcue3HOBeHNM KcaHToM y 6ompHbIX ToCIXC. Ha ceroguAmHmiz
neub adepes JIHIT ocraercst oguuM us Hanbosnee 9pPeKTUBHBIX METOZOB CHIDKE-
HIUSI aTePOreHHbIX Tumonporenios y 6oapubix roCIXC. Ero npumeHeHue 3amens-
eT IpOorpeccupoBaHye aTepPOCKIepO3a U IO3BOJIACT JOOUTHCA perpeccuy KOXKHBIX
KCaHTOM, CHIKaeT ypoBeHb PCSK9 y 6onbHBIX ¢ Ta)enoit CI'XC. CormacHo pexo-
meHpanusaM American Society for Apheresis (2016), adepes JTHII siisieTcst Bax-
HelnM KoMroHeHToM Tepanuu 60npHbIx ¢ ToCI'XC. Yupasnenne FDA onobpuio
npuMeHeHue adepesa y 6onpubix ¢ roCIXC npu yposue XC JIHIT > 13 mmonb/n
u ¢ reCI'XC npu yposne XC JIHII > 7,8 mmons/n unu npu Hanuuuu VUIBC u yposne
XC JIHII > 5,2 mmonb/n. Vcrionb3oBaHKe 9KCTPAaKOPIOPaTIbHBIX METOMOB, COITIac-
Ho International Panel on Management of FH, pexomennoBano 60npabM ¢ roCI'XC
unn reCI'XC npu yposue XC JIHII 6omnee 4,2 mmons/n, unu cHikenny XC JTHII
MeHee, 4eM Ha 40% Ha poHe MaKCUMaIbHO IUIIONUIINAEeMIYecKolt Tepanuiu. B co-
orBercTBuu ¢ pekomeHpganuamyu HEART-UK (Benuko6puranmnsi), mokasaHueM Iis
nposefienns adepesa sapngercsa roCIXC npu yposae XC JIHII 6onee 9 MMonb/n
mnu canxenne XC JTHIT menee uem Ha 50% Ha (poHe MaKCUMasIbHOI TUITUACHMKA-
tomeit Tepanuu. [Ipumenenne JIHII-adepesa c 1enbio mpefoTBpalleHNsT a0PTaIb-
Horo cTteHo3a y aeteit ¢ roCI'XC nokasano ¢ 6 unu 7 net. C 1enblo IpefoTBpalle-
HILS PasBUTHUA a0pTanbHOTO cTeHo3a mpy roCIXC HeobxopuMo mpoBofuTh adepes
B paHHMe CPOKM 3a060/IeBaHNsA, B TOM 4KC/Ie y feTeil Miajure 7 jaeT. [InuTenbHble
PaHIOMM3MPOBAHHbIE KIMHMYECKNME MCCIeIOBaHNA, TTOATBEPKAIoye IO0MT0XKM-
Te/lIbHOE BIMsIHME adepesa TUIONPOTENIOB Ha JOITOCPOUHBIIT IIPOTHO3, B HACTOS-
11ee BpeMs OTCYTCTBYIOT.

CymectByer 6 MeTonoB adepesa NUIONPOTENIOB, UCIONb3YIOMUX PasInd-
HbIe CBOJICTBA aTEPOTE€HHBIX JUIIONPOTENIOB AJIs UX yAATeHNs U 6asUpPyIOLUIXCs
Ha PasHbIX TEXHOJIOTHUAX: KaCKa/IHas Ia3MOBIIbTPALIUsL, TUIMAHAS UIbTpaLis,
renapyH-MHAYUMPOBaHHAA IPEeLMUIUTALNA JIMIONPOTeNaoB, abduHHAA IIIas-
MO- U T€MOCOPOILIVS TUIIOPOTEUOB, MMMYHOCOPOIVSI TUIIONPOTENA0B. B ocHOBe
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HIA PasBUTHUA aopTanbHOro creHosa mpy roCI'XC HeobxopuMo mpoBoauTh adepes
B paHHMe CPOKM 3a60JIeBaHNA, B TOM 4MCTIe y AeTeil Muapmie 7 jeT. [InuTenbHble
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1iee BpeMs OTCYTCTBYIOT.
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7. JledeHne cemeifHoI runepxosnecTepuHeMum

MO>XKHO paHbllle, Cpasy I0C/Ie IIOCTAHOBKY AMAarHosa. VIHMIMNpyeTcst MaKCUMaib-
HO IepeHOCHMasl TePAINs CTATMHAMMI B COYETAHNM C 93eTuMuboM 10 Mr/cyT, npu
HEeOOXORMMOCTH — 9BOTIOKyMab 420 MT IOFKOXKHO 1 pa3 B MecsI, a Takxe adepes

JINIIOIIPOTENTOB.

IMarment < 18net ¢ reCI'XC

|

HemepnkamenTo3HOe eueHNe: [yeTa, Gpusndeckas aKTHBHOCTD,
NpefioTBpallieHNie KypeHus

|

Bospacr pebenka

|

Peberok
crapure 8 net?

Her IIpopomxuTb
HeMeJ[UKaMeHTO3HOe
JieueHne,
JIVICTIAHCEPHOE
HabmofeHne

XC JTHII Ha ¢one
HEMEIMKAMEHTO3HOTO ICYCHUA

|

HPO)IOH)KI/[TI) JIeYeHMe,

Ma IVCTIaHCEPHOE
HabmoeHne

u peabuinTanmio

HocturnyT nmu
LIe7IEBOJ YPOBEHD
XC JTHIT?

Het

Havarp rMHOHI/[HM}leMM‘-IeCKyIO
Tepar[mo CTaTMHAMM

|

Vmeetcs mu
HeIepeHOCUMOCThb
CTaTUHOB?

Her
—>| [IpofO/KUTD TEPANNIO CTATUHAMU

Ila

HocturnyT mu
1L[e/IeBOVl yPOBEHb
XC JIHIT?

Hasnauntb 33eTumMn6
JIOIIOTHUTETBHO WM KaK
MOHOTEpAIINIO TPK
HETIEPEHOCHMOCTN CTaTHOB

Pucynox 6. Anzopumm neuernus 2eCI’XC y demeti
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MOYXHO paHblile, Cpa3y II0C/Ie MOCTAHOBKY iMarHosa. VIHMnumpyercsa MakcuMaib-
HO TIepeHOCUMasl Tepalys CTaTMHAMM B COYeTaHUM C 93eTuMm6boM 10 Mr/cyT, mpn
Heo6X0IMMOCTY — 9BOTIOKYyMab 420 Mr MOIKOXKHO 1 pas B Mecsly, a Takxe adepes

JIUTIOTIPOTENTOB.

TManuent < 181er ¢ reCI'XC

|

HeMmepnnkaMeHTO3HOE /IeueHNe: fyeTa, GpusndecKas akTUBHOCTD,
HPe}IOTBPaLLICHV[C KYPCHI/IH

|

Bospacr peberka

|

Pe6enok
crapure 8 met?

Her [Tpomomxuth
HeMeJINKaMeHTO3HOe
JIe4yeHue,

Ja

JMCIIAHCEPHOE
HabmoeHne
XC JTHII Ha done
HeMe/IKaMeHTO3HOTO JIeYeH s
ITpopomkuTs nevyenne,
HocTurnyT mn Ila
AUCIaHCepHOe

11e/71eBOM YPOBEHDb

XC JIHIT? HabmofeHe

Her U peabMInTAaLNIO

Havarp TUIIONUIIUEMUNYECKY IO
Tepanui cTaTMHaMu

|

Vmeercst mn
HEIepeHOCUMOCTD
CTaTMHOB?

Her
—>| IIpoo/KUTD TepPANIO CTATUHAMM

Ia

HocrurnyT nmu
1[e/1eBOVi yPOBEHD
XC JIHIT?

Hasnaunts 336TI/IMI/I6
JOTIOTHUTEIBHO MJIN KaK
MOHOTEpaInunio npu
HEIIEPEHOCHMOCTI CTAaTVHOB

Pucynox 6. Anzopumm neuerus 2eCIXC y demeti
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Cratunbl cHmkaioT yposeHb XC JIHII y manuentos ¢ CI'’XC B ToI1 5ke CTelleHH,
4TO U B 061Ielt Tony/Aun. [I/1s OLleHKY BIUAHUA TUIIOTUINAEMUIECKOlT Tepannn
Ha puck passutus VIBC y 6ompabix ¢ CIXC 6bIM M3y4eHDI MAL[MEHTbl U3 HAIN-
OHa/IbHOI TO/IAHLCKOJ CKPMHMHIOBOI IIPOrPpaMMBbl C MIOATBEPKIEHHBIM I'€HETH-
YecKMM MccnefoBanyeM auarHosoMm CI'XC, He mMeromiie Ha MOMEHT BKJIIOUEHMA
MBC. TIpueM BbICOKOMHTEHCHBHON 1 YMEPEHHO MHTEHCUBHON I'MIONNINeMIe-
CKOIJI TepaIllny aCCOLMMPOBATICA CO CHIDKeHMeM pucka pasputus VIBC Ha 44%. Pa-
Hee B PETPOCIEKTUBHOM KOTOPTHOM MCC/IEZOBAHUMU OBIIO IPOJEMOHCTPUPOBAHO
CHIDKEHIE OTHOCUTENIBHOTO pUcKa Ha 77%. IIpoBeeHHbIE MCCIEIOBAHNA JOKA3a/IN,
YTO CHIDKeHMe prcka pasutusA VIBC Ha Tepanum cTaTMHAMMY, 3aBUCUT OT KOHI[EH-
tpaunu XC JIHII go mavana ymedeHus. B paHZOMU3MpPOBAaHHOM KIMHUYECKOM JVIC-
cnegoBanyy mun ¢ TeCI'XC atopsactatns B gose 80 mr cHikan yposenb XC JTHIT
Ha 50% OT MCXOMHBIX 3HAYEHUIL.

B Poccun saperncTprpoBaHbl CIEAYIOI/E CTATUHBL: aTOPBACTaTHH, PO3yBacTa-
TUH, INTABAaCTATVH, TOBAaCTaTUH, CUMBACTaTUH, QIyBacTaTUH. B peanbHOI KINHK-
4YeCKoJl TpaKTHKe B HaCTOsAIee BpeMs UCIIONb3YI0TCA NepBble TPU IIpelrapaTa.

ATOpBAaCTaTMH — CMHTETUYECKNII CTATUH, KOTOPBIN B lo3ax 40-80 Mr/cyT cHu-
xaet yposeHb XC JIHII na 49-55%. B cpaBHeHuu ¢ gpyrumu craruHamu s¢pdex-
TUBHee CHIDKaeT ypoBeHb TT (Ha 19-30%). ITpemapar HasHayaloT B fo3ax or 10
1o 80 Mr/cyT. Beicokue nosbl npemapara (40-80 Mr/cyT) IokasaHsbl, ITTaBHBIM 06pa-
30M, B CITy4asix BbIpakeHHOII runepnunugemun Ila u IIb Tumnos, B yacTHOCTH, TpK
CI'XC, MoryT BbI3BaTh Takye Ho60YHbIe 9P eKThI KaK MIOIIATH A I TOBBIIICHNE TTe-
JEeHOYHBIX (PepMEHTOB.

PosyBacTaTuH, KaK 1 aTOPBAaCTaTMH, OTHOCUTCS K CMHTETMYECKUM CTaTHMHAM
HOCTIefHEr0 MOKO/IEHNU s, HO 00/lajjaeT HECKONbKO Oojiee BBIPa>KEHHON TMUITONUIN-
IeMUYeCKOl aKTVBHOCTDIO. B 0OBIYHOI KIMHITYEeCKOI IPAaKTUKe PO3yBaCTATUH Ha-
3HA4aeTCA IO TeM >Ke II0KA3aHMUAM, YTO U Jpyrue CTaTUHBI, HO €r0 MaKCYMajbHas
mo3a cocTapysAeT 40 MI/cyT.

IMuraBacratus. IIpemapat 6511 saperncTpuposaH B Poccun B 2015 rogy. More-
Ky/Ia MIMTaBaCTAaTIHA MIMeeT PAJ OTIMYUTENIbHBIX OT JPYTUX CTATUHOB 0COOEHHO-
creit. OCHOBA ee CTPOEHNUsI — TeNTAHOAT, IEHTPa/IbHOEe XMHOIMHOBOE KOMBIIO 11 60-
KOBBIE I[elM 13 YacTeil propdeHnna u UUKIonponnia — obecrednBaer ayduIyo
(dbapMaKOKMHETVKY, IPAaKTUYEeCKU MCKII0Yasd ero MeTabo/lIn3M depe3 CUCTEeMY Lu-
toxpoma P450. 910 obecreurBaeT HU3KYIO YaCTOTY B3aMMOJEICTBUIL C fPYIUMU
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7. Jleyenune cemeliHoi runepxonecTepuHeMum

Cratunbl cHkaloT yposenb XC JIHIIT y manmentos ¢ CI'’XC B ToJ1 5ke CTeleHn,
4TO ¥ B 061Ielt Tonmy/Anun. [I/1 OleHKYU BANAHUA TUIIONUIINAEMUIECKOll Tepammm
Ha puck passutusa VIBC y 6ompabix ¢ CI'XC ObIiu M3y4eHbI MAljMEeHThl U3 HaLU-
OHAJIbHOJ TONINIAH/ICKOI CKPMHMHTOBOJ NPOTrPaMMBI C MOATBEPKIEHHBIM Te€HeTH-
4yecKMM nccnefopanyeM auarHosoMm CI'XC, He mMeroniyie Ha MOMEHT BK/IIOUEHNSA
MBC. IIpueM BbICOKOMHTEHCUBHOI ¥ YMEPEHHO MHTEHCUBHOI TUIONMUINAEMUYe-
CKOIJl Tepalluy aCCOLIMMPOBAJICA CO CHIDKeHMueM pucka passutus VIBC na 44%. Pa-
Hee B PETPOCIEKTUBHOM KOTOPTHOM MCC/IEOBAHUMU OBIIO IMPOAEMOHCTPUPOBAHO
CHJKEHMEe OTHOCUTE/IbHOTO pucka Ha 77%. IIpoBeneHHbIe NCCIe[oBaHNA JOKA3a/IN,
YTO CHMDKeHMe pycKa pasutusA VIBC Ha Tepanum cTaTMHaMM, 3aBUCUT OT KOHI[EH-
tpanun XC JIHII go Havana nevyeHus. B paHJOMMU3MPOBAHHOM KIMHUYECKOM MC-
cnegoBanyy mui ¢ reCI'XC atopsacraTus B fose 80 mr cHykan yposenb XC JTHIT
Ha 50% OT MCXOMHBIX 3HAYEHUIL.

B Poccun saperncTprpoBaHbl CeAYIOI[/e CTAaTUHBL: aTOPBACTaTIH, PO3yBacTa-
TUH, IMTAaBAaCTATVH, TIOBACTaTUH, CUMBACTaTUH, QIyBacTaTUH. B peanbHOI KIMHNK-
YeCKOJ IpaKTUKe B HACTOsAIIee BpeMs UCIIONIb3YIOTCS NepBble TP IIpenapaTta.

ATopBacTaTUH - CUHTETMYECKUII CTATUH, KOTOPBIN B fo3ax 40-80 mr/cyT cHM-
xaet yposeHb XC JIHII na 49-55%. B cpaBHeHuu c gpyrumu craruHamu sdpdex-
TUBHee CHJDKaeT yposeHb TT (Ha 19-30%). ITpemapar HasHa4aloT B fo3ax or 10
zo 80 mr/cyT. Boicokue no3bl mpemnapara (40-80 Mr/cyT) IOKa3aHBbI, IJTaBHBIM 00pa-
30M, B CJIy4asAx BblpakeHHOU runepimumygemun Ila u IIb Tunos, B yactHOCTH, IpU
CI'XC, MoryT BbI3BaTh TaKue o6oyHble 3¢ (HeKThl KaK MUOIATHUA U IOBbILIECHE T1e-
YeHOYHBIX (PepPMEHTOB.

PosyBacTraTuH, Kak 1 aTOpBacTaTVH, OTHOCUTCA K CMHTETMYECKUM CTaTMHAM
IIOCTIeJHETO TIOKOJIEHMsA, HO 06/IaiaeT HECKOIBbKO 60Jiee BBIPa>KeHHON TUITONINIIN-
IeMUYeCcKOl aKTVBHOCTDIO. B 0OBIYHOI KIMHIYECKOT TPaKTUKe PO3yBacTaTVH Ha-
3Ha4aeTcs IO TeM K€ II0KA3aHMUAM, YTO ¥ Jpyrue CTaTUHBI, HO €r0 MaKCYMajbHas
mosa cocrapnsAeT 40 Mr/cyT.

IIutaBacratus. [Ipenapar 6611 3apeructprposan B Poccun B 2015 rogy. More-
Ky/la IUTaBaCTaTUHA MMeEeT PAJ OTAMYUTEIbHBIX OT JPYTUX CTATUHOB OCOOEHHO-
creit. OCHOBA ee CTPOEHNUs — TeNTAHOAT, LIeHTPalbHOEe XMHOIHOBOE KOMBIIO 11 60-
KOBBIe IIemy U3 dacTeil GpropdeHnna u HUKIOIponuIa — obecrednBaeT AyILUIyIo
(bapMaKOKMHETHKY, IIPAKTUYeCKN UCKII0Yast ero MeTabo/mnsM depes CUCTEMY Ii-

tToxpoma P450. 9To obecrnednBaeT HU3KYIO YaCTOTY B3aUMOJEICTBUIL C [PYTUMMN
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7. JledeHne cemeifHoI runepxosnecTepuHeMum

(dapMaKoNIOrMyecKUMI IpernapaTaMy, 4YTo obecIednBaeT ONTUMAIbHOE JIeUeHNe
HalIeHTOB, BbIHYXJIEHHDIX IIOCTOSIHHO NIPMHMMATh HECKOIbKO Ipenaparos. Tak,
B OT/INYME OT APYTUX CTAaTMHOB, IMTABACTATUH He B3aMMOJIEJICTBYeT C aHTUPETPO-
BMPYCHBIMU TIpeIIapaTaMy ¥ a30/I0BbIMM aHTMMUKOTHKAMM, IO3TOMY PacCMaTpu-
BaeTCsl B KadeCTBe IIpenapara BbIOOpa /s jedeHus runepnunupeMnun y BYY-nn-
¢uuMpOBaHHBIX MaleHTOB. Kpome TOro, He HAOIIOAETCA JIEKAPCTBEHHBIX
B3aMMOJIEVICTBUII MUTABACTATUHA C 93€TMMUOOM, MHTPAKOHA30/IOM, TpeltndpyTo-
BBIM COKOM M JUTOKCHMHOM. PapMaKOKMHETHKA IMTaBacTaTVHa He 3aBUCUT OT I1071a,
BO3pacTa, pachl, HammunA Cll, pyHkiuu novex. IIntaBacTaTVH B HEM3MEHHOM BUJie
OBICTPO BBIBOAWTCS U3 [IEYEHNI B JKE/TUb, HO ITOfIBEPraeTCsl IHTEPOTENATNIECKOI pe-
LUPKY/IALUY, YTO O0YC/IOBIVMBAET IIUTENIBHOCTD ero felicTBuA. Yepes MOYKY BBI-
BopuTCA He 60yee 3% aKTMBHOrO BeljecTBa. HasHaueHme penapara B jo3e 4 MI/CyT
1o3BoyiAeT cHU3nTh yposenb XC JIHIT na 47%.

Brevarnsomue pesy/nbTaThl Tepalyy CTaTMHAMU He MOIIU OBITb OOBACHEHBI
C TO3ULMY TOJNBKO VX IMIMUACHIDKaomero addekra. [JanpHerne NccaefoBaHUs
BBIABUIN HajJu4yMe y CTaTUHOB IJIEIOTPOIHBIX CBOJCTB, KOTOPbIE peaan30BbIBa-
JIMCH IIapaJlIe/IbHO C OCHOBHBIM I'MITONIUINIeMUdecKUM 3 GeKTOM, ¥ IPOSIBIANINUCH
yay4iieHueM GYHKINMM SHIOTENN, IOBBILICHIEM aHTOKCUAAHTHO aKTUBHOCTH,
CHIDKEHJEM yPOBHell MapKepoB BOCIIa/IeHN s, aHTUNIIEMUYeCKIM, aHTUTPOMOOTH-
JecKUM fielicTBueM. IIpu aToM, ecnu MonoxxuTenbHble 3)GEeKThl CTATMHOB, Pa3BU-
BAIOIMeCs MIMEHHO BC/IEACTBYE JOCTVKEHMA TUIIOXOTIeCTepUHEMNH, TPeOyIoT A
CBOEI pean3anyy He MeHee 3-5 JIeT, TO IIeloTponHbIe 3P PEKTHI ITUX IIperapaTon
PasBMBAIOTCS OBICTPO U OKA3BIBAIOT PasHOOOpasHoOe Mo3uTNBHOE BiysaHMe. C ynyd-
meHueM QYHKIIUY SHIOTE/NS CBA3aHO 3aMeTHOE YMEHbIIeHNUe TSXKECTU U YaCTOTBI
3MM30/0B MIleMuu Ha ¢poHe Tepanuu craTuHaMu. Kpome Toro, craTuHbl 0671agaioT
HOJIOKUTETbHBIM BIMSAHUEM Ha aKTMBAI[MI0O MaKpodaros, KJIeTOUHYIO Iponude-
panuio, yMEHbIIAIOT AMIONITO3 U 3/IEKTPUYECKYI0 TeTePOTeHHOCTb MUOKApAa, Y1yd-
manT MOPPOPYHKI[MOHATbHbIE XapaKTePUCTUKN JIEBOTO XKEMTYLOUKA U CHIDKAIOT
JKECTKOCTb COCYIMCTOI CTEHK.

Bce craTnHbl, Kak IPaBuIo, XOPOLIO MepeHocATCs: 6onbHbIMU. OFHAKO Tepamys
CTaTMHAMM PENKO MOXKET OC/IOKHUTHCS IIOBbIIIeHUEM ypoBHs ¢epmenToB ACT
u AJIT. MexaHu3M 3TOro IOOOYHOTO ABJIEHM 10 KOHIIA He TIOHATEH. TeM He MeHee,
CTaTMHBI He PeKOMEH/YeTCsI Ha3HAa4aTh OOIBHBIM C OCTPBIMIY 3a00/IeBAaHISIMI TT€YEHN

(remaTuT), €e TOKCUMYECKOM IIOpaKeHMEeM, COIPOBOXKJAIOUIMMCS IIOBBIIIEHVEM
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7. JledeHune cemeiiHOI runepxonectTepuHeMum

(apMaKoNIOrMyecKMMM IperapaTaMy, 4YTo obecIednBaeT ONTUMAIbHOE JIeUeHNe
MAIIMEeHTOB, BBIHYXK/IEHHBIX ITOCTOSHHO IPUHMMATh HECKO/NbKO INpenapaTos. Tak,
B OT/IMYME OT APYTUX CTATMHOB, IMTAaBaCTaTUH HE B3aMOJENICTBYET C aHTUPETPO-
BUPYCHBIMY IIpelapaTaMy M a30/I0BBIMM aHTMMMUKOTUKAMH, IIO3TOMY paccMaTpu-
BaeTCs B KavyecTBe Iperapara BbIOOpa [ edeHns runepnunugemun y BUY-un-
¢unMpoBaHHBIX malueHToB. Kpome TOro, He HabmOfaeTcsA JeKapCTBEHHBIX
B3aMMOJIE/ICTBUII MUTAaBAaCTaTUHA C 93eTMMUOOM, MHTPAKOHA30/IOM, TpeltndpyTo-
BBIM COKOM I IUTOKCHHOM. PapMaKOKMHETHKa MM TaBacTaTMHA He 3aBYICUT OT I1071a,
BoO3pacra, pacsl, Hamuus ClI, dyHKiuy nodex. [IntaBacTaTuH B HEM3MEHHOM BIfje
OBICTPO BBIBOAMTCS U3 IIEUEHN B JKeT4Ub, HO IIOJIBEPraeTCsl SHTEPOTeNaTUIeCKOI pe-
LUPKY/IALUY, 9YTO OOYC/IIOBNINBAET [ATUTEIBHOCTD €ro AelicTBUs. Yepes MOYKU BbI-
BOAMTCS He 6ortee 3% aKTMBHOTO BellecTBa. Ha3HavyeHne npemnapara B fo3e 4 Mr/cyT
1no3BoyiAer cHu3uTh yposenb XC JIHII na 47%.

Brievar/isiionue pesy/nibTaThl Tepaluy CTATUHAMU He MOITIM ObITH OOBACHEHDI
C TO3UIUY TONBKO VX IMINACHIDKaommero s¢dekra. [JanpHele nccuaefoBaHuA
BBIABU/IN HajJM4yue y CTaTUHOB IJIEIOTPOIHBIX CBOJCTB, KOTOPbIE pean30BbIBa-
JIMCh IIapaJUIe/IbHO C OCHOBHBIM I'MITONININIeMI4ecKUM 3P GeKTOM, U IPOSABIIANINCH
yay4ileHueM GYHKINM SHIOTENN, IOBbIIICHeM aHTOKCUAHTHOM aKTUBHOCTY,
CHIDKEHJeM YPOBHell MapKepoB BOCHAJIeHU T, aHTUMIIEMUYeCKUM, aHTUTPOMOOTH-
yeckuM peiictByueM. [Ipu aToM, ecnu nono>xurenpuble 9¢(eKThl CTaTUHOB, pa3BU-
BaIOIVeCs MMEHHO BC/IE[ICTBUE JOCTVDKEHMS TUIIOXOIeCTEPUHEMNN, TPEOYIOT Iis
CBOelI pea/u3aluy He MeHee 35 JIeT, TO IIefIOTpOoInHbIe 9P PeKTh TUX IIPeIlapaToB
pasBUBAIOTCA OBICTPO U OKA3BIBAIOT pa3HOOOpasHoe MOo3UTUBHOE BausAHue. C ynyd-
meHyeM QYHKLMM S9HOTENMNA CBSA3aHO 3aMeTHOE YMEHDIIEHMe TSKeCTH M YaCTOThI
3MM30/0B NIIeMuN Ha (poHe Tepanuy craTuHaMu. Kpome Toro, craTiHbl 061agaioT
IIO/IO)KUTETbHBIM BIMAHMEM Ha aKTMBALMIO MaKpogaros, KIETOYHYI Hpomude-
panuio, yMEHbIIAOT AIIONTO3 U 3/IEKTPUYECKYIO TeTEPOTEHHOCTh MUOKAPAa, YIyd-
maT MOp(oPyHKIOHANTbHbIE XapaKTEPUCTUKH JIEBOTO XKENMyAOUKa M CHIDKAIOT
JKECTKOCTb COCYIVCTOI CTEHKI.

Bce cTaTnHBI, Kak IIPaBuIo, XOPOLIO MepeHocATCsA 6onbHbIMU. OFHAKO Tepanms
CTaTMHAMM PENKO MOXKET OCIIOKHUTLCS IIOBBbIIIeHNeM ypoBHs ¢epmeHToB ACT
u AJIT. MexaHM3M 3TOr0 MOOOYHOTO SAB/IEHNA [0 KOHIIA He TOHATEH. TeM He MeHee,
CTaTMHBI He PeKOMEH/YeTCsl Ha3Ha4aTh O0IBHBIM C OCTPBIMIY 3a00/IeBaHVIMU TTeYeHN

(I‘EHaTI/IT), €€ TOKCUYECKOM IIOpa’>XE€HMEM, COIIPOBOXIAIOIINMCA IOBBIIIEHNEM
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7.6. Jleuenne gereii u nogpoctkos ¢ CI'XC

Lenesoit yposeub XC JIHII y pmeteit ¢ CI'XC ctapie 10 net MeHee 3,5 MMOMB/I,
a B 6ormee paHHeM BospacTe Ha 50% OT MCXORHOTO YPOBHSI, TPV HAIMYUY aTePOCKIIe-
poruyeckoro CC3 meHee 1,4 MMonb/n. B KauecTBe IpenapaTros NepBOil TMHUM /A
nedernss CI'XC y feTelt Ha3HAYAIOTCS CTATVHBI, OFOOpEHHBIE HJIS KIMHUYECKOTO
IpUMeHEeHNA B IeTCKOM Bo3pacTe. B HacToAmuit MoMeHT B PO 11 nedennsa rumep-
xonectepuHemun y ieteit ¢ reCI'XC saperncTpupoBaHbl aTOpBacTaTuH ¢ 10 s1eT, cum-
BacratuH ¢ 10 net u ¢ryBacTaTyH ¢ 9 neT. OgHAKO B la/IbHENIIeM U IpYTHe CTaTVHbI
MOTYT IIOJTyYUTh IIOKa3aHNU: [/Is HA3HAYEHMA B BeTCKoM Bo3pacrte. Tak, B CIIIA n E-
poreiickom Coro3e st neuenns jereit ¢ CIXC 10 et omo6peHbl CMMBACcTaTIH, JI0-
BaCTaTUH, aTopBacTaTtuH, ¢paysacratud. Kpome roro, mpasactatun ofgobper s CIIA
c 8 1eT, a posyBacTaTut — B EBponeiickom Corose ¢ 6 tet. HasnaunTs 93etrMu6 10 mr/
cyT B koMOuHanuu co craruHamu fietaM ¢ CI'XC Heob6xopuMo, eciu Ha (oHe mpiue-
Ma MaKCUMaJIbHO PEKOMEH/IOBAaHHBIX (COITTACHO MHCTPYKIMM O IPUMEHEHNIO) WU
MaKCUMaJIbHO II€PEHOCUMBIX NAIVIEHTOM JI03 CTaTMHOB He YAeTCs JOCTUYb 0603Ha-
YeHHBIX Bblle IeneBbIX ypoBHelt XC JIHIL. B nacrosmee Bpems B Poccun 93eTumn6
10 MI/CyT 3aperucTpupOBaH i IedeHNs TunepxonecrepuHemun y gereit ¢ reCI'XC
¢ 10 net. Hasnauntb 93eTrMu6 10 Mr/cyT B Bupie MoHOTepanuu fetsam ¢ 10 et ¢ CI'XC
MIOKa3aHO B CIy4Yae, /Iy MpJMeM CTaTMHOB IIPOTUBOIOKA3aH MM MMeeTCs JOKa3aH-
Has HeMepeHOCHMMOCTDb CTaTUHOB. JleTu ¢ ycraHOBNAeHHBIM AuarHosoM CI'XC n mx
pormuTenu DO/DKHBL ObITh HMPOMH(OPMMPOBAHBI O HEOOXOAMMOCTY TMIOMUIIN[E-
MUYECKOJl Tepalliii B T€UeHMe BCell SKM3HU ¢ Lienbio npodumaktuku passutus CC
ocnoxHeHmit. TpebyeTcst HPOBOAUTD PeryIspHbIII MOHUTOPVHT PasBUTHs peOeHKa
¢ CI'XC c yyacTueM nepmaTpa 1 IeTCKOr0 Kapf1oyora.

VMHUnumnpoBaTh Tepanuio CTaTMHAMMY, HauMHAaA C HU3KUX 03, KaK Y MaJIb4MKOB,
TaK 1 y IeBOYeK C yCTaHOBIeHHBbIM ArarHosoM reCI'’XC nokasaHo ¢ Bo3pacTa 8 et
¥ CTapllle B C/Ty4ae, ecIy Ha pOHe KOPPeKINI JUEThI U YPOBHS PU3MIeCKON aKTIB-
nHocTtu XC JIHIT ocTaercs Bpllle yKa3aHHbIX Iie/IeBbIX 3HAYEHMIT, KAK MUHUMYM IIPU
IBYX IOC/Ief[0BaTeIbHBIX 3MEPEHU AX.

Ha6monenue meteit ¢ roCI'XC [0MKHO IPOBOAUTHCS B [IeHTPAX, CHel[Uamn3mn-
PYIOLIUXCS Ha JIeYeHUN HapYyLUIeHWIT TUINIHOTO 06MeHa, Tak Kak getu ¢ roCI'XC
OTHOCATCA K I'PyIIIIe OYeHb BBICOKOTO PUCKA pa3BUTUA paHHUX (o 20 JeT), B TOM
qic/ie (paTaIbHbIX, CePHeYHO-COCYAUCTDIX OCTIOKHEHMIT, LiesieBolt yposeHb XC JTHII
< 1,4 mmonb/n. TunonunupemMmndeckas tepanus y geteit ¢ roCI'XC HaumHaeTcs Kak
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7.6. Jleuenne peteit u nogpoctkos ¢ CI'XC

Lenesoit yposenp XC JIHII y pgeteit ¢ CI'XC crapiue 10 et meHee 3,5 MMOB/T,
a B 6oree paHHeM Bo3pacTe Ha 50% OT MCXOIZHOTO YPOBHS, IPU HATMYMM aT€POCKIIe-
poruyeckoro CC3 meHee 1,4 MMonb/n. B KauecTBe IpenapaTtos NepBOil IMHUM [/
nedernss CI'XC y feTelt HasHA4alOTCsA CTATVHBI, OOOpEHHBIE A/ KIMHUYECKOTO
IpMMeHEeHNs B IETCKOM Bo3pacTe. B HacTosmmit MomeHT B PO 11 neyenus rumep-
xonectepuHemun y ieteit ¢ reCI'XC saperncTpupoBaHbl aTOpBacTaTuH ¢ 10 s1eT, cum-
BactatuH ¢ 10 et n dprryBacratus ¢ 9 net. OFHAKO B Ja/IbHEIIIEM U IPYTHe CTATUHBI
MOTYT ITOTYYNTDb MOKA3aHNA /11 Ha3HAUeHMA B JleTCKoM BospacTe. Tak, B CIIIA n E-
pomnerickom Corose ms medenns gereit ¢ CIXC 10 et ogoOpeHsl CMMBAcTaTHH, JI0-
BAaCTaTIH, aTopBacTaTuH, (rryBacrarun. Kpome toro, mpaBacraruu ofobpen B CIIA
c 8 jtet, a posyBacrarut — B EBpomneitckom Corose ¢ 6 et. Hasnaunts 93ernmu6 10 mr/
cyT B KoMbuHarum co craruHamu fetsim ¢ CI'XC HeobxopumMo, ecu Ha (OHe mpie-
Ma MaKCUMaJIbHO PEKOMEH/IOBAaHHBIX (COITTACHO MHCTPYKIMM IO IPUMEHEHNIO) VIN
MaKCUMaJIbHO II€PEHOCUMBIX NTAIVIEHTOM J03 CTATMHOB He YAeTCs JOCTNYb 0003Ha-
YeHHBIX Bblle IeteBbIx ypoBHelt XC JIHIL. B nacrosmee BpeMs B Poccun a3eTnmm6
10 Mr/cyT 3aperncTpupoBaH A JIedeHN A TuliepxonectepuHemun y neteit ¢ reCIXC
¢ 10 ter. HasnaunTs 23eTriMu6 10 Mr/cyT B Busie MoHOTepamuu getsaM ¢ 10 et ¢ CI'’XC
II0Ka3aHO B CIy4Yae, eC/IM IpyeM CTaTIMHOB IPOTUBOIIOKA3aH VNIV MIMEeTCs JJOKa3aH-
Has HEMepeHOCHMOCTb CTaTMHOB. JleTn ¢ ycraHoBNeHHBIM AnarHosom CI'XC m mx
pormuTenu IO/DKHBI OBITh HPOMH(OPMMPOBAHBI O HEOOXOAVMOCTY TUIOIUIINJe-
MIYECKOJI Tepalliiil B TeUeHNe BCell >KM3HU ¢ Lenbio npodunaktuku passutus CC
ocnoxHeHmit. TpebyeTcss IPOBOAUTD PeryIsApHBII MOHUTOPVHT pasBUTKs peOeHKa
¢ CI'XC ¢ yyacTueM nefyaTpa 1 fIeTCKOTO Kapfi1oyora.

VIEnumumupoBaTh Tepanuio CTaTMHAMY, HAaYMHAA C HUSKUX /103, KaK Y Ma/IbYMKOB,
TaK I y leBOYEK C yCTaHOB/IeHHBIM narHo3oM reCI'XC mokasaHo c Bospacra 8 net
¥ CTapllle B C/Ty4ae, ecny Ha poHe KOPPEeKIUM AVETHI ¥ YPOBHA PU3MUECKON aKTIB-
HocTy XC JIHII ocTaeTcs BbIllle YKa3aHHBIX 1je/IeBbIX 3HAYeHNI, KAK MUHUMYM TP
IBYX IIOC/IE[J0BATENbHBIX 3MEPEHU AX.

Hab6monenue geteit ¢ roCI'XC f0MKHO IPOBOAUTHCS B LIEHTPaX, CIel[uannsmu-
PYIOLIMXCS Ha JeYeHUN HapyLIeHWiT TUIUIHOTO 06MeHa, Tak Kak getu ¢ roCI'’XC
OTHOCATCS K IPYIIIE OYeHb BBICOKOTO PMCKA pasBUTHs paHHMX (o 20 jeT), B TOM
yicte paTambHbIX, CEPAETHO-COCYAUCTDIX OCTIOKHEHMIT, 1iesieBoit ypoBeHb XC JTHIT

< 1,4 mmonb/n. Tunonunupemndeckas tepanus y geteit ¢ roCI'XC HaumHaeTcs Kak
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7. JledeHne cemeifHoI runepxosnecTepuHeMum

HeMeI.[I/IKaMeHTOSHOe JIeYeHune: fueTa, ¢M3quc1<a;1 AKTUBHOCTb

|

Hasnauntp BBICOKOMHTEHCUBHYIO, a IIPM HEBO3MOXXKHOCTI — MaKCMMa/IbHO
IIEPEHOCUMYIO TE€PANNIO CTaTUMHAMU

|

Vmeetcsa mu
HeIepeHOCUMOCTh
CTAaTUHOB?

'

JocTurnyT nu
Lie/IeBOIi YPOBEHD
XC JIHIT?

Ila

y

Hasnaunts 93etumu6 mm asonokyma6 umu JIII-adepes gonomHutensHo
MY KaK MOHOTEPAIINIO IIPY HEIlePEHOCHMOCTY CTaTMHOB

| ,

Ila IIpomomxuTe neuenne,
AMCIIaHCepHOe HabmofeH e
7 peabyInTaIio

HocTurnyT nu
1L[e7IeEBOII YPOBEHD

Her XC JIHIT?

ITpucoepyunts JIHII-adepes mmy OMOTHNTEbHbII KTacc Ia
TUIIONIAIIN/IEMIYECKOI TepaInm: 93eTUMIG IV 9BOTYKYMad
B 3aBUCHMOCTH OT TOTO, YTO OBI/IO HA3HAYEHO paHee

|

Ila

HocturnyT nu
11e7IeBOIl ypOBEHb
XC JIHIT?

Het

Hasnaunts JIHIT-adepes 11 TpeXKOMIIOHEHTHYIO TePATINIO Jla
(cratuH (IIpU OTCYTCTBUM HETIEPEHOCUMOCTH) + 93eTUMMUO + 9BOIOKYMab)

Pucynox 5. Anzopumm newerus zomo3uzomnoe CIXC
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HeMe,‘C[I/IKaMeHTOSHOe JIEYEeHME: UETA, CbI/ISVI‘{eCKaH AKTUBHOCTDb

|

Hasnauntp BDPICOKOMHTEHCHBHYIO, a IIPM HEBO3MOXXHOCTU — MAaKCUMa/JIbHO
IIEPEHOCUMYIO TEPAIINIO CTaTMHAMUI

|

Wmeetcst mu
HeIepeHOCHMOCTh
CTaTMHOB?

Ila

v

HocturnyT nu
1Ie7IeBOll ypOBEHb
XC JIHIT?

Ia

Hasnauntb a3eTumun6 mmu ssonokyma6 v JITT-adepes fononHntenbHo
MM KaK MOHOTEPAIINIO IIPU HENIEPEHOCUMOCTH CTATHHOB

| ,

Ila ITpopomxuThb neyeHne,
AMCIIaHCepHOe HabmofeH e
U peabyInTaIno

HocturnyT nu
11e71€BOJ1 yPOBEHb
XC JIHIT?

I[Ipucoepuunts JIHII-adepes mm [ONOMTHUTEIBHBII K/IACC Ila
TUIIONIATIN/IEMIYECKO Tepaim: 53eTUMIO IV 9BOTYKyMad
B 3aBMCMMOCTH OT TOTO, YTO OBIIO HA3HAYEHO paHee

|

HocturnyT nu
1e/IeBOJT YPOBEHb
XC JIHIT?

Hasnaunts JIHII-adepes 1 TpeXKOMIIOHEHTHYIO TePAIINIO Jla
(cTaruH (IIpy OTCYTCTBUYU HETIEPEHOCHMOCTH) + 93eTUMUO + 3BOMTOKYMab)

Pucynox 5. Anzopumm newenus eomosuzomnoe CI’XC
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7. JleyeHne cemeliHoI runepxonectepuHeMun

¢depmentos. Ecnu Ha QpoHe Tepannu cTaTuHaMM BepXHUe IIpefe/ibl HOpMaIbHbIX 3Ha-
YeHUIT ITUX (PepPMEHTOB IPEBHINIAIOTCA B 3 pasa, pemnapar Hy>KHO OTMEHUTD I HO-
TOXXZATh HOpManusanuy yposHeit ¢pepmeHToB. Ilocme 3TOr0 MO>KHO BO30OHOBUTD
Tepamuio, Ha3HA4UB IIperapaT 1ub0 B MeHbIIel Ho3e, 1160 3aMeHUB ero Ha [[pyroit
CTaTHH, HAIIPYMep, 3aMEHNUTb ATOPBACTATUH HA IMTABACTATUH WK (IyBaCTATHH.

JIpyroe ocnoxHeHe, KOTOPOe BCTPedaeTCst HpUOIN3UTENbHO B 3-5% Caydaes —
MuomaTus, 60/b U CMabOCTh B CKEIETHBIX MBIIIAX, YTO MOXKET COIMPOBOXKAATHCS
HOBBIIIeHNEeM YpoBHs KpeatuHdpocdokuuassl (KPK) - mokasaTens moBpexeHus
MbllIeyHo TKaHu. KimHndecku sHaunMBIM cunTaerca nosbimenne KOK B 5 pas
BBIIIIe BEpPXHEN IPaHMIIBI HOPMBL. Bpad Jo/KeH MCKITIOYUTD APYrye IPUYMHBI I0-
BoimeHnst KOK, kotopsie MOryT 6bITh 06YCIOBIEHBI Ype3MepHOIT (HU3MIECKOI Ha-
IPY3KOJl WIN MOpa>keHVeM MBI, He CBA3aHHBIM C IIpMEeMOM CTaTHMHOB. TakTuKa
B JAaHHOJ CUTYaIlMy TaKasd >ke, Kak 1 mpu nosbimerny yposHa ACT u AJIT.

Kpaitne pegxum u Hanbosee TXKENIbIM OC/IOKHEHUEM Tepalluyl CTaTUHAMMY SB-
nsercsa pabpoMmonus (paciaj MBILIEYHO TKaHY), KOTOPBII MOXET 3aKOHYUTHCA
JIeTaJIbHBIM MICXOJIOM M3-3a pa3BMBAIOLIEiiCs [IOYEeYHOJ HefocTaToyHOCTH. Yaie
BCero pabaomyonu3 HaOmogaeTcss Ipy COYeTaHUM CTAaTHHOB C LMKJIOCIOPVHOM,
¢ubparamu (rempubpO3MUIOM), HUKOTMHOBOI KUCIOTO, IpUTPOMULIVIHOM, PALOM
IIPOTMBOIPUOKOBBIX IIpenapaToB. [109TOMY B cIy4asx HeOOXOZMMOCTU HasHade-
HUS KOMOMHIIPOBaHHOI Tepanuu KoHTporb ¢pepmenToB (KDK, AJIT, ACT) fomxken
IPOBOAUTDHCSA Yallle, a OOTBHBIX C/IeAyeT MOAPOOHO MHCTPYKTUPOBATH O BO3MOXK-
HOCTY ¥ CUMIITOMAaX 3TUX OCTIOKHEHMIT. B ciy4yae pasButus pabmoMmonmsa mpuem
CTaTMHOB IIPOTHBOIIOKA3aH.

BbUIO NpOBEieHO HECKOJIBKO MeTaaHa/lINM30B, ITOKa3aBIINX, YTO IpYUeM CTaTu-
HOB B BBICOKNX [J03aX CONIPOBOXKAaeTcs 6ombiueit vacToToi passutus ClI, Hexenn
y /UL, IPMHMUMABIINX CTATMHBI B yMePEHHbIX 03axX. BMmecte ¢ Tem, 651710 oTYeT/IN-
BO IIOKa3aHO, 4TO I10jIb3a OT CTATVHOB, CBS3aHHAs CO CHVDKEHMEM 4YMCIIa cepped-
HO-COCY[IUCTBIX OC/IOXKHEHUI ¥ CMePTENIbHBIX MICXOHOB, CYLIeCTBEHHO IPEBbILIAeT
PUCK, cBA3aHHbII ¢ pasButueM CJI.

CraTuHBI He/b3s1 Ha3HAYATh OepeMEHHBIM U JKEeHIIIMHAM JEeTOPOJHOTO BO3PACTa,
IIJTAHMPYIOLIVM MaT€PUHCTBO, IETAM 10 8 JIeT, eC/y TONbKO pedb He upeT o roCI'XC.
[IpueM CTaTMHOB CIefyeT NpeKpaTUTh IIPM IIOBBIIIEHMN YPOBHSA TPAaHCAMMHA3
BbIlle 3 BepxXHuX rpannt HopMsl 1w KOK Boiire msatu BepXHUX Mpefenos mabopa-

TOPHOI HOPMBI.
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7. Jleyenune cemeliHoi runepxonecTepuHeMum

¢depmenToB. Eciu Ha GpoHe Tepanuu cTaTMHAMM BepXHMe ITpefie/ibl HOpMa/lbHbIX 3Ha-
YeHMI 9TUX (PepMEHTOB IPEBBIIIAIOTCA B 3 pasa, IpernapaT Hy)KHO OTMEHNUTD I TO-
TOXJATh HOpPMaIM3aluy ypoBHeil ¢pepmeHTOB. ITocie 3TOro MOXXHO BO30OHOBUTD
Tepamuio, Ha3HAYMB IIperapaT 1ubo B MEHbIIel Ho3e, TMO0 3aMEHUB ero Ha JIpyroit
CTaTHH, HAIIpYMep, 3aMEHUTb ATOPBACTATUH HA MMTABACTATUH MM (IyBaCTATHH.

JIpyroe ocnoxHeH1e, KOTOpOe BCTPedaeTcsi HpUOIU3UTENbHO B 3-5% cnydaes —
MUomaTys, 60/b U CMabOCTb B CKEMETHBIX MBIIIIAX, YTO MOXKET COIMPOBOXKAATHCSA
HOBbILIeHNeM YpoBHs KpeatuHdocdokunassl (KPK) - mokasaTens moBpex/eHus
MblIIeyHO TKaHU. KinHndeckn sHaYMMBbIM cunTaetcsa nosbimenne KOK B 5 pas
BbIIIIe BEpPXHEN I'paHMIIbI HOPMBL. Bpad Jo/KeH MCKIIOUUTD APYrye IPUYMHBI I0-
BoieHnst KOK, kotopble MOryT 6bITh 06YCTIOBIEHBI Ype3MepHOIl (HU3MIECKOI Ha-
TPY3KOIT MM HOpa’keH)eM MBbIIIL], He CBA3aHHBIM C IIPYeMOM CTAaTMHOB. TaKTnka
B JAHHOM CUTyallUM TaKasd Xe, Kak ¥ Ipu nosbimenun yposusa ACT u AJIT.

Kpaitae pegxum u Hanbojee TSHKEIBIM OCTTOXXHEHIEM Tepalny CTaTUHAMM SIB-
nsiercst pabmomuonus (pacraj MBIIIEYHON TKAHM), KOTOPBIT MOXKET 3aKOHIUTHCS
JIeTaJIbHBIM MCXOJIOM M3-33 Pa3BMBAIOLIEIICS IIOYEYHON HefocTaToyHOCTH. Yame
BCEro pabaoMmonms HaOMIONAETCA MPU COYETAHUN CTATUHOB C IIMKJIOCTIOPMHOM,
¢dubparamu (remdn6poO3NIOM), HUKOTMHOBOI KUCIOTOM, SPUTPOMULIMHOM, PSIZIOM
IIPOTUBOIPUOKOBBIX IIpenapaToB. [109TOMY B cly4Yasx HeOOXOZMMOCTU HasHade-
HUA KOMOMHMPOBaHHOM Tepamy KOHTponb ¢pepmenToB (KOK, AJIT, ACT) nomken
IIPOBOJVTBCA Yallle, @ OOJIBHBIX CIefiyeT HOfPOOHO MHCTPYKTUPOBATH O BO3MOX-
HOCTY M CUMIITOMAaX 9TUX OCJIOKHEHUIL. B ciryyae pasBurusa pabgoMmonysa mpuem
CTaTVHOB IIPOTUBOINOKA3aH.

BpI0 IIpOBeeHO HECKOIBKO MeTaaHa/lM30B, [IOKa3aBIIUX, YTO IIPUEM CTaTHU-
HOB B BBICOKINX J03aX COIPOBOXKAaeTcs 6onblueit yactoTolt passurusa ClI, Hexenn
y 7L, IPMHUMABIINX CTATHHBI B YMePEHHBIX 03aX. BMecTe ¢ TeM, 6b110 OTUETIN-
BO IIOKA3aHO, YTO I0/Ib3a OT CTAaTMHOB, CBA3aHHAA CO CHIDKEHUEM YNCTIa cepfied-
HO-COCY/IUCTBIX OC/IOXKHEHUI ¥ CMePTENbHBIX MICXOOB, CYILIeCTBEHHO IPEBbILIAeT
PUCK, cBA3aHHDIN ¢ pasBuTueM CI.

CraTyHBI Heb3s1 Ha3HAYaTh 6epeMEeHHbIM U KeHIIMHAM AeTOPOJHOIO BO3PAcTa,
IUIAaHMPYIOMIMM MaTePUHCTBO, IETAM [0 8 JIeT, eC/IV TONbKO pedb He ujeT o roCIXC.
[IpmeM CTAaTMHOB ClefyeT HNpeKpaTUTL IpM IOBBIIEHMN YPOBHSA TPaHCAMMHA3
BbIIlIe 3 BepXHuUX rpannt HopMel 1y KOK Bbire maTy BepXHUX Ipefenos 1abopa-

TOPHOI HOPMBI.
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7. JledeHne cemeifHoI runepxosnecTepuHeMum

93etumu6. HecMoTps Ha paHHee Havyaso Je€4eHM U IpyeM BBICOKMX 03 CTa-
TUHOB, y MHOI1X 60/bHbIX ¢ CIXC He yfaeTcs Zo6UTbCs ONTUMATbHOTO CHYDKEHU A
yposusa XC JIHII u crabunusarum atepoCKIepOTUIecKoro mpoiecca. Ilpu Heno-
crixenun nenesoro yposus XC JIHIT pexoMmengoBaHo foOaBieHne sseTumMuoba.
OseTnMub, B OT/IMYME OT CTATMHOB, CHIKAET He CHHTEe3 XOJTeCTepIHa, a ero Bca-
CbIBaHIE B XXETyZOYHO-KUIIEYHOM Tpakre. [moxomectrepuHeMudecknii a¢pexr
93eTuMubA JOCTUIAETCS 3a CUET MHIMOMPOBAHIS [IEPEHOCUMKA HK30T€HHOTO XOJIe-
CTEPMHA, TOKAIN30BAaHHOTO Ha IIETOYHOI KaeMKe SIMTeNNsA TOHKO Kumku. Ilepe-
HOCYMK XO/IeCTepUHA MpefcTasisiet cobor 6emok tuna 1 Humann - [uka. ViHrn-
OupoBaHMe TPAHCIOPTA MNIIEBOTO U OMIMAPHOTO XOJIECTEPIHA B KUIIEIHIKE BEfleT
K YMEeHbILIEHNIO KOMMYeCTBa X0/eCTepyHA B TeIIATOLNTAX, KOTOPbIe B OTBET Ha pas-
BUBAIOIIUIICA B KJIeTKe fedUINUT XonecTepuHa yBennuyusaoT yucno JIHII-penen-
TOPOB Ha CBOEI MOBEPXHOCTN. D3eTnMubd B fo3e 10 MI/CyT MPUBOAUT K CHIDKEHNIO
ypsons XC JIHII npu6nusutensHo Ha 20%.

Murn6uroper PCSK9. B nocnenHne ropbl B psAAy IUIOMUINAEMUYECKIUX IIpe-
[IapaToOB IIOABMJICA IPUHLIMIIMATIBHO HOBBIM K/IacC OMONOTMYECKUX COelyIHe-
HUI — MHTYMOUTOPHI (MOHOKJIOHA/IbHBIE aHTHTE/A) IIPOIPOTEVHOBOI KOHBEPTAa3bl
cyorunmsuH-KekcuH tumna 9 (PCSK9). Miurnburopsr PCSK9 cyujecTBeHHO OT/IMYa-
I0TCS OT CTATVMHOB ¥ 33eTUMUba KaK M0 CBOEI PMPOJie, TaK U [0 MEXaHNM3MY Jieil-
crBus. Paspaborka nnrnburopos PCSK9 cBsizaHa ¢ OTKpbITIEM pOJIM T'eHa U Ger-
ka PCSK9 B romeocrase u MetTabo/nsMe xonecTepruHa. B Hopme nunpkynupyorue
B nnasme Kposu JIHII saxBaTbIBaloTCA remaTouuTaMiu IOCPENCTBOM CBA3BIBAHNA
co crienuduyecknm peuentopom. Obpasosasiuniics komivtekc THIT//THII-pernen-
TOp MHTEPHAIM3YeTCsA B T€IaTOLMUT B COCTaBe KIaTPMHOBBIX IY3bIPbKOB, KOTOPbIE
3aTeM CIUBAKOTCA ¢ 9HAocoMamu. Kucmas cpefia BHYTpU 9HIOCOM CHOCOOCTByeT
AMCCOLMANINM KOMILIEKCa, HocyIe Yero cBobonuble JTIHII-perenTops! IOBTOPHO BO3-
BpAIIAIOTCA Ha IIOBEPXHOCTD TeMaTOLNTA, I7le OHM CBA3BIBAIOT U BBIBOJAT U3 KPO-
BoToka Hobble yacTuupl JIHII. PCSK9 perynupyer aToT LUMKIMYECKMIl IpoIiecc,
ceaspiBaAch ¢ JIHII-penentopamu Ha MOBEPXHOCTY TeNaTOLMTA M MapKUPYS JaH-
HBI PENeNTop /IS €0 IOC/IeYOIIero PaspylleHns B IM30COMax KiaeTku. Ymcno

aktuBHBIX JIHII-penentopos 1 nornomenne XC JIHII 13 kpoBOTOKa yMeHbIIaeTCA,
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7. JledeHune cemeiiHOI runepxonectTepuHeMum

93erumu6. HecMoTps Ha paHHee Hayaso JIeYeHUA U IIPUEM BBICOKUX 103 CTa-
TUHOB, y MHOIMX 601mbHbIX ¢ CI'XC He yfaeTcsa JoOUTbCS ONTUMATbHOTO CHYDKEHUA
yposusa XC JIHII u crabunmusanyy aTepocKaepoTideckoro npouecca. Ilpu Heno-
cryokeHnn nenesoro yposHsa XC JIHII pexomeHpmoBaHO fobaBneHue s3etumuoda.
O3eTuMub, B OT/IMYME OT CTATMHOB, CHI)KAET He CHHTEe3 XOJTeCTepMHa, a ero Bca-
CbIBaHME B XXEMTyZOYHO-KUIIEYHOM TpakTe. [MIoxomecTrepuHeMuuecKuii s ekt
93eTUMuUOA JOCTUIAETCS 3a CUET MHIMOMPOBAHN MTePEHOCUMKA HK30T€HHOTO XOJIe-
CTepMHa, TOKAM30BaHHOTO Ha LIeTOYHOII KaeMKe 3IuTennA ToHKol kuimku. Ilepe-
HOCYMK XO/IeCTepIHa MpencTaBasieT coboit 6enok tuma 1 Humann - Iluka. Vuru-
OupoBaHMe TPAHCIOPTA MINIIEBOTO U OMIMAPHOTO XOJIeCTepIHA B KUIIEIHIKE BefleT
K YMEeHbIIEHNIO KONMYeCcTBa X0/leCTepMHaA B TelIaTOLMTaX, KOTOPble B OTBET Ha pas-
BUBAOIINUIICA B K/IeTKe feUINT XonecTepuHa yBennunsaoT yucno JIHII-penen-
TOPOB Ha CBOEII MOBEPXHOCTN. D3eTuMub B fo3e 10 MI/CyT MPUBOJUT K CHIDKEHUIO
ypsous XC JIHII npubnusnrensHo Ha 20%.

Murn6uroper PCSK9. B nocnenHne ropsl B psAAy IMIONININAEMIYECKNX Ipe-
[IapaToB IOSIBUICS IPUHIUINMATBHO HOBBI KIACC OMOMOTMYECKUX COefIHe-
HUIT — UHTUOUTOPBI (MOHOK/IOHA/IbHBIE AHTUTE/NA) IPOIPOTENHOBOI KOHBEPTA3bI
cyormmmsuH-KekcuH trma 9 (PCSK9). Marnburopsr PCSK9 cymecTBeHHO OT/IMYa-
I0TCA OT CTATVHOB M 33eTUMMOa KakK 110 CBOE IIPUPOJie, TaK U II0 MEXaHU3MY Jieil-
crBus. Paspaborka nnrnburopos PCSK9 cBsizaHa ¢ OTKpbITMEM POJIM I'eHa U Oe-
ka PCSK9 B romeocrase u MeTabo/IusMe XolecTepruHa. B HopMe nupkynupymomue
B mnasme Kposy JIHIT 3axBaTbIBaIOTCA remaTolUTaMIU IOCPEACTBOM CBA3BIBAHNA
co crennpuyeckumM penentopom. Ob6paszosasiunmiics komivtekc JTHIT//THII-penen-
TOp MHTEPHAIN3YeTCs B TeIAaTOLUT B COCTaBe KIaTPUHOBLIX IY3bIPbKOB, KOTOPbIE
3aTeM CIUBAKOTCA ¢ 9HAocoMaMu. Kucmas cpefa BHYTPU SHIOCOM CHOCOOCTBYeT
IMCCOLMANNU KOMIIIEKca, mocye yero ceobonuble IHII-perenTopsl MOBTOPHO BO3-
BpaIlJalOTCsA Ha TOBEPXHOCTDb I'ENATOLMTA, I/l€ OHM CBA3BIBAIOT ¥ BBIBOAAT U3 KPO-
BoToKa HoBble yacTuibl JIHII. PCSK9 perynmpyer aToT LMUKIMYeCcKuii mpoliecc,
cBasbIBaAch ¢ JIHII-penenTopamMyu Ha IOBEPXHOCTY FeNaTOLUTA ¥ MapKUPYs JlaH-
HBII1 PeleNTop A1 €ro IOC/IeYoIlero paspylleHns B 1M30CoMax KaeTku. ducno
akTuBHBIX JIHII-penentopos 1 nornomenne XC JIHII u3 kpoBoTOKa yMeHbIIaeTCA,
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CTpeMMTbCA K Ha3HAYeHNI0 MaKCMMaIbHO PeKOMEH/IOBAHHBIX (COITITACHO MHCTPYK-

L[UY IO IPUMEHEHNIO) MM MaKCUMAJIbHO IIePEeHOCUMBbIX 103 CTaTUHOB.

B cnyyae, ecniu Ha3HaYeHMe CTATMHOB B3pocibIM HaruenTam ¢ CI'XC npotuoro-
Ka3aHO MJIM MMeeTCA JOKa3aHHas HelepPeHOCHMMOCTb CTAaTUHOB, IIPOBOMAT T€PANNIO
aseTumubom 10 mr/cyT u/mnu uarn6uropom PCSKO.

Omnpenenenne HeepPeHOCMMOCTH CTATIHOB:

1. HemepeHOCHMMOCTb KaK MMHMMYM 2-X CTaTVHOB, OIVH 13 KOTOPBIX — B MMHM-
MAaJIbHOIT CTAPTOBOI J03€, BTOPOIL — B TI00011 [03e.

2. HemepeHOCHMOCTb BBIPAXKAeTCsI B Pa3BUTHUI IIOATBEPKAEHHBIX MTOOOUHBIX 3¢-
(eKTOB, acCOMMPOBAHHBIX C IIPYEMOM CTaTMHOB, V/IM 3HAYMMOM OTKJIOHEHVN
JTabOpaTOPHBIX ITOKa3aTelell.

3. VicuesHOBeHVe WM YMeHbIIEHMe IPOSABIEHUI 1M0O60UHBIX 9¢dexToB Ha (hoHe
YMEeHbIIEeHN S J03bI CTATVHA VIV IPEeKpallleHN s ero IpyeMa.

4. PasButue no604HBIX 9¢)(HeKTOB He HO/KHO OBITH 0OYCIOB/IEHO JIEKapCTBEHHBIMU
B3aMIMOJIEVICTBUSIMMI.

Azerrmubd 10 mr/cyt u/wmu yHruburop PCSK9 B KoMOMHANUM cO cTaTMHAMU
B3pocnpiM nmanyentaM ¢ CI'XC HasHauaeTcsa B cydae, ecny Ha (oHe mpueMa Mak-
CMMaJIBHO PEKOMEH/IOBAaHHBIX (COIIACHO MHCTPYKLUY IO IPMMEHEHUIO) VI MaKCU-
MaJIbHO IIEPEHOCUMBIX MalMeHTOM /103 cTatuHoB yposeHb XC JIHII ocTaeTca Boime
1,8 MMOJIb/T IV OTCYTCTBUY MY BbIlE 1,4 MMOJIB/N IPY HAIMYIMY aT€POCKIEPOTH-
geckoro CC3. Boibop Mexxay aserumubom nmn uuruéuropamu PCSK9 fomxeH mpo-
BOJIUTDCS, VICXOZ 1 113 HEOOXOMVIMOI JIJIAA OCTVDKEHN A 11e/IEBOTO YPOBH CTETIIEHN CHU-
xxenysi XC JIHII, mpuHuMas BO BHUMaHue, 4TO 33¢TUMIO yMeHblIaeT ypoBeHb XC
JIHII npumepHo Ha 20%, a nnruburtopsr PCSK9 - Ha 60%. [JosnpoBKu MHIMOUTOPOB
PCSK9: aBonokymab 140 mr wan anupoxkymad 75-150 mr 1 pas B 2 Helemu IMOGKOX-
Ho. Vurn6uropsr PCSK9 MOXXHO MpUMEHATb B aMOY/IaTOPHBIX YCTIOBUAX, YCTOBUAX
CTaIYIOHAPa, [JHEBHOTO CTaIlMOHAapa (BK/II0YasA IALMEHTOB, HY>K/JAIOIUXCA B IIpYMe-
HeHUM MeTofa adepesa).

[Taunentam c gokasanuoit roCI'XC, BospacT koTopeix 12 et u 6ornee, Kax c,
Tak u 6e3 adepesa, HazHauaeTcsA 93eTumu6d 10 Mr/cyt u/mim sBonokymabd 420 Mr
[IOf{KOXKHO 1 pa3 B MeCsIIl HOMOTHUTENTbHO K MAKCUMAIbHO MOJOOPAHHOI Tepannn
CTaTVHAMU B CIy4ae, ecay Ha ¢poHe ux npuema yposenb XC JIHII ocraercs Bblme
1,8 MMOIB/ IpY OTCYTCTBMM VMM Bblle 1,4 MMOJB/T IIpM HAMMYNK aTEPOCKIEPO-

tnyeckux CC3 (puc. 5).
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CTPEMUTDHCS K Ha3HAYEHNI0 MAaKCHMa/lbHO PeKOMEHJOBAHHBIX (COT/TACHO MHCTPYK-

IVIY TI0 TIPMMEHEHMIO) VI MaKCUMa/IbHO MePEHOCUMBIX JI03 CTATIHOB.

B ciyuae, ecniu HasHaveHMe CTaTUHOB B3pocnbiM nanyentam ¢ CI'XC nporusomno-
Ka3aHO WJIM MMeEeTCA JOKa3aHHAasA HeIePEHOCHMMOCTb CTaTMHOB, IIPOBOAAT T€PANINIO
agetuMmb60om 10 mr/cyT u/vnu nnrubéuropom PCSKI.

Omnpenenenne HeNePEHOCMMOCTH CTATIHOB:

1. HemepeHOCHMMOCTb KaK MMHMMYM 2-X CTaTVHOB, OJVH 13 KOTOPBIX — B MMHM-
MaJIbHOJI CTAPTOBOI J03€, BTOPOIL — B TI00011 f03e.

2. HemepeHOCHMOCTb BBIPAXKAaeTCsl B PasBUTHUIU IOATBEPXKIEHHBIX MTOOOYHBIX 3-
(eKTOB, aCCOLMMPOBAHHBIX C IPYEMOM CTATUMHOB, MM 3HAYMMOM OTKIOHEHUU
JTabOPaTOPHBIX [IOKA3aTeelL.

3. VicdyesHOBeHMe WM YMEHBIIEHVE IIPOsIBIEHNIT MOO0YHbIX 3ddexToB Ha (HoHe
YMEeHbIIEeHN s JO3bI CTATVHA VIV IPEKpallleH) s ero IpyeMa.

4. PazButne mo604YHBIX 3P PEKTOB He JODKHO ObITh 06YCIOB/IEHO TeKapCTBEHHBIMI
B3aVIMOJIEVICTBUSMIA.

Izerumn6 10 mr/cyt n/mwmm nurnburop PCSK9 B kombuHAnmMm co cTraTMHaMu
B3pocnpiM nmanyentaM ¢ CI'XC HasHauaeTca B CIy4ae, ey Ha oHe ImpueMa Mak-
CMMaJIBHO PEKOMEH/IOBaHHBIX (COIIACHO MHCTPYKIUY IO IPYMEHEHUIO) VI MaKCU-
MaJIbHO IIepEeHOCUMBIX MAI[MeHTOM /103 cTaTnHOB yposeHb XC JIHIT ocTaeTcs Bbimie
1,8 MMOJIB/T IpY OTCYTCTBUM VIV BbIIe 1,4 MMOIB//I TPV HAIMYIMY aT€POCKIEPOTH-
yeckoro CC3. Beibop Mexxay aserumubdom nmm uarubéuropamu PCSK9 pomxeH mpo-
BOIUTDCS, ICXOL A M3 HEOOXOMVIMOIA J/Is1 JOCTUYKEH A 11eJIeBOTO YPOBH A CTEIIeHM CHM-
xenysa XC JIHII, npuHuMas Bo BHUMaHUe, 4TO 33eTUMUO yMeHblIaeT ypoBeHb XC
JIHII npumepHo Ha 20%, a uHrn6uropsl PCSK9 - Ha 60%. [Jo31pOBKM MHIMOUTOPOB
PCSK9: sBonokymab 140 mr way amupoxymad 75-150 mr 1 pa3 B 2 Hele/mu IOLKOX-
Ho. Vuruburopsr PCSK9 MO>XHO MpMMeEHATb B aMOY/IaTOPHBIX YCIOBUSAX, YCIOBUAX
CTaIlMOHApa, THEBHOTO CTAI[MOHapa (BK/TI0Yas MAI[VIEHTOB, HY>KIAIOIUXCA B IIPUMe-
HeHUM MeTofa adepesa).

[Taumentam c goxasanunoit roCI'XC, BospacT KoTopeix 12 yeT u 6ornee, Kax c,
Tak 1 6e3 adepesa, HasHavaeTCs 93eTUMub 10 Mr/cyT u/mnm sBonokymad 420 mr
HOJKOXXHO 1 pa3 B MecsIl JOIOMTHUTENbHO K MAKCUMAJIbHO MO0OPAHHOI Tepannun
CTaTMHAMMU B CIy4ae, ecnu Ha ¢oHe ux npuema yposenb XC JIHIT ocTtaeTcs BbllIe
1,8 MMOB/NT IpU OTCYTCTBUM MM BbIlIe 1,4 MMOJIB/MI P HaMM4NU aTepOCKIePO-

tnyeckux CC3 (puc. 5).
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ruIepxonecTepuuemMus, arepockiaepornyeckue CC3 U 9KBUBaNEHTHI CepheyHO-
COCY[IMCTOTO PUCKA), a TAK)KEe YHUKAIBHOTO peXXMMa fo3upoBaHus (2 pasa B rof),
4TO 0e3yCIIOBHO MOMOXKET B 3HAYMTETbHOI CTEIEHM PelIUTh MpobreMy HU3KOI
NIpUBEPKEHHOCTY MaI[MI€HTOB.

BemmenoeBas KucmoTa npefctasisieT cO6011 HOBBII TeKapCTBEHHBII Tpenapart,
MeXaHM3M JIeJICTBIS KOTOPOTO CBA3AH C MHIMOMpoBaHMeM hepMeHTa afeHO3MHTPH-
docdar-ruTpar-11assl, KaTaIU3UPYIOLIe IpeBpalleHIe INTPaTa B aleTHIKodep-
MeHT A B IMKJIe peaKLIMIi CMHTe3a XoecTepuHa. bemnenoesas K1cmoTa He akTHBHA
B CKE/IETHBIX MBIIIIIAX U MOTOMY IPEICTaB/AETCA NePCIeKTUBHOI IS MCIOIb30-
BaHUA Y 60/IBHBIX C HEIIEPEHOCUMOCTBIO CTaTUHOB. B TpeTbeil dase paHIOMU3UPO-
BaHHOTO M1are60-kouTponupyemoro nccnegosanuss CLEAR (Cholesterol Lowering
via BEmpedoic acid, an ACL-Inhibiting Regimen) Serenity, B koTopoe 6bl1u BKIIIO-
4yeHbl 345 6OTBHBIX C HETIEPEHOCHMOCTBIO CTATMHOB, TOKa3aHO, YTO Ha QoHe mpue-
Ma npemnapara B fosde 180 mr yposenb XC JIHII cansuica Ha 21,4% depes 12 Hepienb,
KoHLleHTpanysa C-peakTMBHOro Oefka yMmeHbLIMIach Ha 24,3%. IIpo¢unp 6eso-
IIACHOCTY U IIEPEeHOCUMOCTY OeMIIel0eBOJ KUCTIOTHI ObII COOCTaBUM C IITaLedo.
B uccnegosanuyu CLEAR Harmony (n = 2230) 6eMnefoeBas KIC/IOTa Ha3HaYanach
nanuenTam ¢ CC3 arepocknepoTudeckoro reHesa u/umu reCI'’XC, y KOTOpbIX MaK-
CuUMajbHasA TepanysA CTaTMHAMM He IPUBOANIIA K IOCTVKEHUIO Ie/IeBbIX YPOBHeEN
XC JIHII. Hasnavenne 6eMIeZoeBO KMCIOTbI COMPOBOXK/IANTOCh 3HAYMMbIM CHM-
xeHneM kouueHTparuu XC JIHIT Ha 16,5% B cpaBHEHNM C TPYILIION Iane6o.

7.5. MepKaMeHTO3HOeE JiedeHNe B3pOocabIX manyeHTos ¢ CI'XC

[ManuenTa ¢ CI'’XC Heob6xopuMO0 NHPOPMUPOBATH U YOEAUTD, UTO C LI€/IbI0 IIPO-
(GWIAKTUKY CepIeYHO-COCYANUCTBIX OC/IOXHEHUI TUIONMUINAEMITYeCKYIO TepaInio
OH Oy/leT IO/TyYaTh B TeUeHMe BCell )KM3HIL. PeKkoMeHTOBaHHBII LieeBoit ypoBeHb XC
JIHII st B3pocnbix nanuentos ¢ CI'XC, nmeroniux xotst 661 ogao CC3 atepockiie-
POTIMYECKOTO TeHe3a, COCTAB/AeT MeHee 1,4 MMODb//, a ISl B3POC/IbIX MAI[MIeHTOB
¢ CI'XC 6e3 3HaYMMOro aTepockieposa — MeHee 1,8 MMob/n. B3pocnpim manyeH-
TaM C ycTaHOB/IeHHbIM auarHo3oM CI'XC nokasaHa Tepamms CTaTUHAMU B peXIMe
BBICOKOJI IHTEHCUBHOCTH, YTO TIOflpa3yMeBaeT Ha3HaueHNe aTOpBAcTaTHHA B Jl03e

40-80 Mmr/cyrku maym posyBacTatuHa — 20-40 m/cytkm (tabn. 5). Heobxommumo
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runepxosnecTepuHeMns, arepockaeporndeckue CC3 u 3KBUBATIEHTHI CepiedHO-
COCYIMCTOTO PUCKa), @ TAK)Ke YHMKATBHOTO PeXMMa N03MpoBaHus (2 pasa B rof),
4TO 0e3yCIIOBHO NMOMOXKET B 3HAYMTETBHON CTEIEHM pPelIUTh MpobneMy HU3KOI
IpUBEP>KEHHOCTH MAIEHTOB.

Bemnenoesas KMCIOTa IpeiCTaBIAeT COOOI HOBDIIT IEKapCTBEHHBII ITpeHapar,
MeXaHN3M JIefICTBUA KOTOPOTO CBA3aH C MHIMOVMpOBaHMeM (pepMeHTa aleHO3MHTPU-
docdar-1uTpar-11assl, KaTaaIusUpyIoLlel IpeBpallleHe IUTPaTa B areTmikodep-
MEHT A B IIMKJIe peaKLMii CMHTe3a XoJlecTepyHa. bemmenoesas Kncmora He akKTUBHA
B CKEJIETHBIX MBIIIIAX U IIOTOMY IpPeCTABAACTCA NePCHeKTUBHOI IJIA MCIOIb30-
BaHIA y GO/IBHBIX C HEIIEPEHOCHMOCTDIO CTaTUHOB. B TpeTbeit dase paHzoMusupo-
BaHHOTO IIane60-KoHTpommpyemoro ucciegosannsa CLEAR (Cholesterol Lowering
via BEmpedoic acid, an ACL-Inhibiting Regimen) Serenity, B koTopoe 6bl1 BKIIIO-
4eHbl 345 60/IPHBIX C HEIIEPEHOCHMOCTDBIO CTATNHOB, II0Ka3aHO, YTO Ha (OHe Ipie-
Ma npernapara B fo3e 180 mr yposerp XC JIHII causnics Ha 21,4% yepes 12 Hefienb,
koHIeHTpanusi C-peakTUBHOrO Oe/ka yMeHbUIMIach Ha 24,3%. Ipo¢une 6e3o-
[IACHOCTH U HEePEHOCHMOCTY GeMIIef[0eBOIl KMCIOTHL ObII COIOCTABMUM C IIane6o.
B uccnegosannn CLEAR Harmony (n = 2230) 6emmenoeBast KUCIOTa Ha3HAYAIACh
nanrerTaM ¢ CC3 arepocknepornyueckoro reresa n/mmm reCI'XC, y KOTOpBIX Mak-
CUMasbHasA TepalusA CTaTMHAMM He IIPUBOAUIA K IOCTVDKEHNIO IIeIeBbIX YPOBHEN
XC JIHII. HasnaueHue 6eMIIeo0eBOIl KICIOTHI COMPOBOX/AMOCh 3HAYMMbIM CHU-

xeHneM kouneHTpanuu XC JIHII Ha 16,5% B cpaBHEHWM C IPYIIIION I1ane6o.
7.5. MeguKaMeHTO3HOE JIeueHne B3pocabix nanueHToB ¢ CI'XC

[Taunenta ¢ CI'XC Heo6x0x1MO MHPOPMUPOBATH U YOEAUTH, YTO C LIE/IBI0 IPO-
GUIAKTUKY CePIEeIHO-COCYAUCTBIX OCTIOKHEHNUI TUIIONNITNIEMUYIECKYI0 TePAIINI0
OH Oy7ieT IOy YaThb B TeUeHMe BCell XKU3HM. PekoMeHToBaHHbII1 LjeieBoil ypoBeHb XC
JIHII mns B3pocneix nanueHToB ¢ CI'XC, numeromux xotst 651 ogHo CC3 aTepockite-
POTMYECKOTO TeHe3a, COCTaB/IAeT MeHee 1,4 MMOJIB/J, a /A B3POC/IBIX IAL[IEHTOB
¢ CI'XC 6e3 3HauMMOro arepockieposa — MeHee 1,8 Mmonb/in. Bapociasim mariieH-
TaM C ycTaHOBIeHHbIM AnarHo3oM CI'XC nmokasaHa Tepanns CTaTUHAMU B PeXIMe
BBICOKOJI IHTEHCUBHOCTH, YTO IOfipa3yMeBaeT Ha3HaueHNe aTOPBACTATHHA B Jl03e
40-80 mr/cyrkm wau posyBacrarmHa — 20-40 m/cytkm (tabm. 5). Heobxommmo
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4TO BefieT K pocty KoHueHtpanuyu XC JIHII B mnasme kposu. VIHrnbupoBaHme
PCSK9 npusoaut k ysenudennio konudectsa JIHII-perenTopoB 1 CHM>KEHNIO CO-
mepxxanus XC JTHIL. B 2018r. sxciepramu EBpomerickoro obijecTBa arepockieposa
OBUIM IIPECTAB/IEHBbl MPAKTUYIECKIE PEKOMEHJALNM, COIIACHO KOTOPBIM IpMMe-
Henne nHrubuTopoB PCSK9 mokasano manmentam reCIXC, He nMenIUM K-
HIYECK) IMAaTHOCTMPOBAHHOIO arepockiaepornyeckoro CC3 mnpyu KOHLEHTpALn
XC JTHII > 4,5 mmornb/n va ¢pone nedenst wan XC JIHII > 3,6 MMOIb/ Ipyu HAMMYNU
IOIOTHUTENbHBIX (PaKTOPOB PIUCKA: CAXaPHBIIL fuabeT, apTepuanbHast TUIePTOHIL,
IIOBBINIEHHBII yPOBeHb numonporenga(a), pannero passurus CC3 B cembe. B pan-
ZOMM3MPOBAHHOM IlIanie6o-KoHTponupyemoMm uccinegosanuy RUTHERFORD-2
(The Reduction of LDL-C with PCSK9 Inhibition in Heterozygous Familial
Hypercholesterolemia Disorder-2), B xoTopoe 6510 BKII04eHO 331 IalMeHTOB
¢ 1eCI'XC, HaXO#VMBIINXCA Ha MAaKCUMAJIbHO IEePEeHOCHMON TMIIONMIUAEeMMIYe-
cKoit Tepanuy v uMeBuux yposenb XC JIHIT 6oree 2,6 MMonb/11, Ha GpoHe IpreMa
9BOJIOKyMaba B mose 140 u 420 Mr Ha 12 Hepese Je4eHUs OBIIO OTMEYEHO CHU-
xeHye ypoHa XC JIHIT na 60-68% u nunonporenpa(a) Ha 32%, 110 CpaBHEHUIO
¢ wrane6o. B yeTbIpex 78-Hefle/IbHBIX I/I1a1[e00-KOHTPONUPYEMBIX MCCIIEJOBAHMAX
(ODYSSEY FH I, FH II, LONG TERM 1 HIGH-FH) anupoxyma6 npuBoguI K CHI-
xeHuto XC JTHIT na 60% y 6onbHbIX ¢ reCI'XC Ha MaKCMMaIbHO ITepPEeHOCHMOIT Te-
panuu cratuHamiu. IIpumMeHenue 3BonoKyMaba nokasano y nanyeHtos ¢ roCI'’XC
6e3 vu B coueTaHMUM € adepe3oM TUIOIPOTEUIOB. DBOIOKYMab CHIDKAN B CPefi-
HeM yposeHb XC JIHII Ha 26% B nccnefoBanuu TESLA Part B (Inhibition of PCSK9
with evolocumab in homozygous familial hypercholesterolaemia).
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4TO BefieT K pocty KoHueHTpauuyu XC JIHII B mmasme kposu. VIHrnbuposaHue
PCSK9 npusoaut k ysenudennio konudectsa JIHII-perentopos 1 cHM>XeHMIO CO-
mepxxanus XC JTHIIL. B 2018r. sxcniepramu EBpomnesickoro ob1ectBa arepockieposa
OBLIM TIPE/ICTAB/IEHBbl MPAKTUYECKNE PEKOMEH/JAINM, COIIACHO KOTOPBIM INpMMe-
HeHne uHru6uTOopoB PCSK9 mokasano manmentam reCIXC, He MMeIuM Kiu-
HIYeCKN IVATrHOCTMPOBAHHOTO aTepockiepoTrndyeckoro CC3 mpu KOHIEHTpalyun
XC JIHII > 4,5 mmonb/n Ha pone nmevennst vy XC JTHII > 3,6 MMO/IB/ Ipyt HATM 9NN
IOIMOMHUTENbHBIX (PaKTOPOB PIUCKA: CAXaPHBIil fuabeT, apTepuanbHast IUIepTOH,
HOBBIIIEHHBIN YPOBeHb numonporensa(a), panuero passurus CC3 B cembe. B pan-
ZoMM3UpOBaHHOM Imarebo-koHTponupyemom uccinegoanun RUTHERFORD-2
(The Reduction of LDL-C with PCSK9 Inhibition in Heterozygous Familial
Hypercholesterolemia Disorder-2), B koTopoe 0bl10 BKIH0OYeHO 331 MmanueHTOB
¢ teCI'XC, HaxofMBIINXCSA Ha MaKCUMAaJbHO IEPEHOCHMMON TUIOMUIUAeMuYe-
ckoli Tepanuy u nMesuinx yposeub XC JIHII 6osee 2,6 MMonb/1, Ha poHe mprema
9BOH0KyMa6a B mo3se 140 u 420 mr Ha 12 Hepmesle jledeHUS OBIJIO OTMEYEHO CHU-
xeHne yposHa XC JIHIT na 60-68% u mumonporenpa(a) Ha 32%, 110 CpaBHEHUIO
c rane6o. B geTpipex 78-HeaeMbHBIX I/Ia1le00-KOHTPOIMPYEMbIX MCCIETOBAHMIX
(ODYSSEY FH I, FH II, LONG TERM 1 HIGH-FH) annpoxyma6 npuBojuI K CHI-
xeruto XC JIHIT #a 60% y 6ombHBIX ¢ TeCI'XC Ha MaKCMMaIbHO ITepeHOCHMOIT Te-
panuu cratuHaMmiu. IIpuMeHenye sBonoKyMaba nokasaHo y mauyeHTos ¢ roCI'’XC
6e3 My B codeTaHNM ¢ adepe3oM JIMIONPOTENLOB. IBOIOKYMAO CHIDKAI B Cpefi-
HeM ypoBeHb XC JIHII Ha 26% B uccnegoBanuu TESLA Part B (Inhibition of PCSK9
with evolocumab in homozygous familial hypercholesterolaemia).
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Tabmuua 5. Pacuer crenenu cHyokennsa XC JIHIT npu pasnuyHbIX BapuaHTax
TUNOTNNINIEMUYECKOI Tepannu

Tepanusa Cuipxenue XC JTHII B %

CTaTyH B peXXnume yMepeHHO! NHTEHCUBHOCTI =30
CraTuH B peXXuMe BbICOKOJ MHTEHCUBHOCTY =50
CraTyH B pe)XuMe BBICOKOV MHTEHCHBHOCT + 65
93eTuMun6
Vuruburopst PCSK9 =~ 60
Nuruburopsr PCSK9 + cTaTuH B pexxyMe BHICOKOI 75
MHTEHCUBHOCTH
Vuru6urtopst PCSK9 + ctaTuH B pe>xume BHICOKOIT 85
MHTEHCUBHOCTH + 93€TUMUO
Adepes munonporenon =75

ITpumeyanus: XC JIHII - xonecrepun nunonpoTensios Huskoli naoraoctu; PCSK9 - nponporenn-kon-
BepTasa CyOTUIM3NH/KEKCUH 9 TUIIa.

Hospie nunmoTpomHple mpenaparbl. PassuTie reHHOI MH)XeHEPUM IIPUBENIO
K CO3/JaHMIO aHTUCMBIC/IOBBIX OJIMIOHYK/IEOTHIOB — HOBOTO K/Iacca IpenapaTos,
HONMY4YMBUINX IIMPOKOE IPUMEHEHNe B JIEYeHUNU TFeHeTMYeCKUX U MHQEKI[MOH-
HBIX 3abomeBaHmil. AHTHCMbICTOBas Tepanus (antisense therapy) — meropn nede-
HUs, OCHOBAHHBII Ha MHTMOMpoBaHuM TpaHcasauun MatpuaHoit PHK ¢ momorgbio
KOMIIJIEMEHTapHBIX K Hell KOPOTKMX HYKJIEOTHMIHBIX IOC/IefjoBaTe/bHOCTeN. 3a
cyet 06pasOBaHMs NYIJIEKCHBIX yuacTKOB ¢ M-PHK aHTHCMBICTIOBBIE HYKIEOTH-
IbI IMPEIATCTBYIOT CUHTE3y COOTBeTCTBYMomero 6enka. B 2013 r. Food and Drug
Administration (FDA) 6b11y 0506peHsl fBa penapara: TOMUTAIINT, M MAIIOMEPCEH.

JIoMuTAIIN] TIPECTABIISIET COOOI MHIMOUTOP MUKPOCOMATBHOTO OeKa-mepeHo-
CUYMKa TPUIINLEepUOB. [lefiCTBIe mpemapara CBsI3aHO C IpefOTBpaleHeM 00paso-
BaHnA XC JIHII B meveny 1 XMJIOMMKPOHOB B KMIIeYHMKe. [10 JaHHBIM KIMHNYECKIX
UCCIIeIOBaHNUII Ha3HAaYeHe ToMuTanmpa crocodcryer cHykenuto XC JIHIT Ha 40-
50% y maunentos c roCI'’XC. HocturayTsie yposan XC JIHII coxpansnmcs go 126 He-
nenu Habmropen . Jlomuranuy ofgobpe aist nedenns manyerToB ¢ ToCI'XC B Cesep-
Holt Amepuike u EBpore. IIpu npueme mpenaparta BOSHMKA/IM Cepbe3HbIe ITOOOYHBIE

ABJICHUA, O6YCJ'IOB)'I€HHI)IC HaKOIIJIEHVIEM JIUIIOIIPOTENTIOB OY€HDb HU3KOM IZIOTHOCTU
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Ta6muma 5. Pacuer crenenu cHyokenus XC JTHIT mpu pasnmaHbIX BApHAHTaX
TUNOMTUNNAEMITYECKOI Tepannu

Tepannsa Cumxenne XC JTHII B %

CraTuH B peXXxume yMepeHHO! NHTEHCUBHOCTI =30
CraTuH B peXXuMe BbICOKOJ MHTEHCUBHOCTY =~ 50
CraTuH B peXXuMe BBICOKOV MHTEHCUBHOCTY + 65
93eTUMIO
Vuruburopsr PCSK9 =60
Nuru6uropsr PCSK9 + cTaTuH B pexkyMe BHICOKOI 75
MHTEHCUBHOCTH
Vuru6utopst PCSK9 + cTaTuH B pe>xume BHICOKOI 85
MHTEHCUBHOCTH + 33eTUMMUO
Adepes munonporenon =75

IIpumevyannsa: XC JIHII - xonecTepuH nunonporenos HU3Koi naotHocT; PCSK9 — nponpoTenH-KoH-
BepTasa CyOTUIM3NH/KEKCUH 9 TUIIa.

HoBble mumoTpomHble mpemnaparbl. Pa3BuTie IeHHON MHXXEHEPUM IIPUBEIO
K CO3JaHMIO aHTMCMBIC/IOBBIX OJIMTOHYK/IEOTH[OB — HOBOTO K/Iacca IIpenapaTos,
HONMYYMBUIMX LIMPOKOE IPUMEHEHNe B JICYeHUU TeHeTMYeCKUX U MHQEKI[MOH-
HBIX 3a00/meBaHMil. AHTUCMBICTIOBas Tepamus (antisense therapy) — meron nede-
HIISI, OCHOBAHHBIl Ha MHTMOMPOBaHUY TpaHCaAnuy Matpuynoit PHK ¢ momomybio
KOMIIJIEMEHTApHBIX K Hell KOPOTKMX HYKJIEOTUMIHBIX IOC/Ie[[oBaTe/lbHOCTeN. 3a
cyet 06pasoBaHMsA MYIIEKCHBIX yuacTKoB ¢ M-PHK aHTHCMBICTOBBIE HYKIEOTH-
OBl IPeISATCTBYIOT CUHTE3y COOTBeTCTByMoIero 6enka. B 2013 r. Food and Drug
Administration (FDA) 6b111 ogo6peHs! ABa mpenapaTa: TOMUTAIIN] M MUTIOMEPCEH.

JloMuTanup IpefCcTaBIsieT cOO0I MHIMOUTOP MIUKPOCOMATBHOTO Oe/IKa-mepeHo-
CYMKa TPUIINLepusioB. [leficTBIe Mmpemapara CBsI3aHO C IpefoTBpaleHeM 006paso-
BaHuA XC JIHII B nevyeny 1 X7IOMMKPOHOB B KMIIIeYHMKe. [0 JaHHBIM KIMHNYECKUX
MCCTIeOBAHNUIT Ha3HAaYeHMe loMuTanuza crocobcrsyer camkennto XC JIHIT na 40-
50% y maunentos ¢ roCI'’XC. locrurnyroie yposuu XC JIHII coxpansanuch fo 126 ne-
menu HabmrofeHmst. Jlomutanuz ogobpen st nedennst nauyentos ¢ roCI'XC B Cesep-
Holt Amepuike u Epore. IIpu npueme mpenapaTta BOSHMKAIM Cepbe3HbIe ITIOOOYHBIE

ABJICHNA, O6yCIIOBIIeHHI)Ie HaKOII/IEHVIEM JTUIIOIIPOTENTIOB OY€HDb HU3KOI IJIOTHOCTI
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7. JleyeHne cemeliHoI runepxonectepuHeMun

B II€YEHN: IIOBBIIIEHNE [Ie4eHOYHBIX (PepPMEHTOB, KMPOBast MHOUIbTPALNS, CTeaTo3,
¢16pos neveHu. [loaTomy nedeHe TOMUTAIIOM JO/DKHO IPOBOAUTHCS TI0 CTPOTUM
MOKA3aHUAM I TIOf] TII[ATe/IbHBIM KOHTPO/IeM (PyHKI[UY TTeYeHN.

MumnomMepceH — aHTUCMBIC/IOBOJ ONMTOHYK/IEOTU I, CBA3bIBAIOIIMIICA C y4acT-
koM nHpopmaruonnoit PHK, xogupyiomieit anoB100, B pesynbTaTe 4ero mpomuc-
XOIUT CHVDKeHMe cuHTe3a anoBl00 B meyenu. B pesynbrare yedeHnsa cHUXKaercsa
MeYeHOYHAs U IJIa3MeHHas KoHIeHTpanus ano B u amo CIII. Knnandeckue nc-
cnefoBaHMs MunoMepceta y 60mpabix ¢ ToCIXC mpoeMOHCTPMPOBANN CHIDKEHME
yposu:a XC JIHII n nunonporenpa(a) Ha 25% n 31%, cooTBeTCTBEeHHO. MunomepceH
pexoMeH0BaH K rcnonb3osaHuio B CIIIA y manuenTtos ¢ roCI'’XC. IIpemapat BBO-
IOUTCA MOAKOXXHO 1 pas B HefleNIo.

JanpHelimne nepcneKTuBbI

MHKImsupaH — XxuMudecky MoguduuMpoBaHHasA ABYXIleIOYeYHas Majasi MH-
Tepdepupylomas pubonykienHoBas kucnora (siRNA). B renmatounrax, MHKIM3MpaH
ucnonbayeT MexaHusM PHK-mHTepdepeHIm, 4To6bl HalleIUTHCSA Ha MaTPUYHYIO
PHK PCSK9 u sanyctuth mpoliecc ee fierpajialiiy, TeM CaMbIM YBeIU4MBas pelupKy-
nALMIo 1 aKcripeccuio petentopos JIHII, c mocnenyrouum yBenndeHneM ero 3axpara
u ymenbienyeM yposHA XC JIHII B kpoBu. VIHKM3MpaH BBOAUTCA MOAKOXHO JBa
pasa B rof,.

B rpymne knnundeckux nccnegosannit ORION 9,10,11 6bl1a TOATBEp)KAEHA O
rOCpOYHasi THUIOANIMAeMIdecKas 3PPeKTUBHOCTD UKIM3MPAHA [ CIeAYIOMNX
TPyII MalMeHTOB: ceMeliHaA rumnepxonectepuHemusa, CC3 aTepoCKIepOTUYECKOI
IPUPOAbI ¥ SKBUBATEHTBI CEPAEYHO-COCYAUCTOTO pyUCKa, TaKMe KaK CaXapHBbIil gu-
abert 2 TuIa, ceMeiiHa s IUIepXomecTepuHeMus nian 10-IeTHUI PUCK CepRedHO-COCy-
AUCTOrO COObITHS Ha ypoBHe 20% vu Bbitile 10 O paMUHIeMCKOIT IIKaIe VIV 9KBIUBA-
JIEHTHOJI €J1. BpI/Io ycTaHOB/IEHO, Ha3HaYeHe MHKIU3MPaHa IPUBOAUT K CHYYKEHUIO
yposust XC JTHII y ykasaHHBIX KaTeropuit 60/bHBIX Ha 50-58%, KaK B KpaTKOCPOU-
HOI1, TaK U B JOITOCPOYHOII tepcrekTuBe. [Ipoduib 6e30macHOCTI MHKIM3MPaHa CO-
[IOCTaBMM C ITa1e60, He OBIIO Oy YeHO JAHHBIX O BOSHIKHOBEHU Y CIenNpIIecKIX
CEpbe3HBIX HEXKETATEeNbHbIX ABJIEHNIT, BOSHUKIINX B XOJIe TIeYEeHN .

VInknusupaH yMeeT 3HAYMTENbHBIN MOTEHIMAI B JIEYEHUN TALMEHTOB C JVC-
AUNUAEMMEN 3a CYET MPUHLMIINAIBHO HOBOIO MEXaHU3Ma IECTBUS, CYLeCTBEH-

Horo cHypKeHNA ypoHA XC JIHII y pasnmyHbIX KaTeropuit manyeHToB (ceMeliHas
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7. Jleyenune cemeliHoi runepxonecTepuHeMum

B IIEYEHN: TTOBBIIIEHYE IeYeHOUHBIX (PePMEHTOB, )KUPOBasA MHOUIBTPAIN, CTeaTo3,
¢u6bpos nevenn. [TosTomy nedeHme TOMUTAIIOM JJODKHO TPOBOAUTHCS II0 CTPOTUM
TIOKa3aHUAM I TIOJ| TIIATE/IbHBIM KOHTPO/IeM (QyHKI[UY TTeYeHN.

MumnomepceH — aHTUCMBICTIOBOJ ONMUTOHYK/IEOTU, CBA3bIBAIOLIMIICA C y4acT-
koM mHoopmanunonnoit PHK, xogupyromeit anoB100, B pe3ynpraTe 4ero mpomuc-
XOJUT CHMJKeHNMe cuHTe3a anoBl100 B medyeHu. B pesynbrare yeyeHns cHMKaercs
IeYyeHOYHas M IJla3MeHHas KoHlleHTpanudA ano B u ano CIII. Knuandeckne uc-
ceoBaHMs MunoMepceta y 60mpHbIx ¢ ToCI'XC mpoeMOHCTPIMPOBANU CHIDKEHUE
yposus XC JIHII n nunonpoTenga(a) Ha 25% u 31%, cOOTBeTCTBEHHO. MUIIOMepCeH
pexoMeHJ0BaH K ucnonb3osanuio B CIIIA y manuentos ¢ roCI'’XC. Ilpenapat BBO-

OUTCA MOAKOXKHO 1 pas B HefleNIo.

JanpHelimue NepcrneKTUBBI

VMHKIU3MPAH — XMMUYeCKN MOAU(UIPOBAHHAS JBYXIEIOYeYHAs Majlasl MH-
tepdepupylomas pubonykienHoBas kicnoTa (siRNA). B rematounrax, MHKIM3MpaH
ucnonbsyer mMexaHusMm PHK-untepdepenijum, 4To6bI HAlleMUTHCSI HA MATPUIHYIO
PHK PCSK9 u 3sammycTuThb npotecc ee gerpajjaljuy, TeM CaMbIM YBe/IN4YNBas pelpKy-
AALMIO M 3Kcripeccuio perentopos JIHII, c mocnenyromuM yBenndenneM ero 3axpara
u ymenbiienneM yposHa XC JIHIT B kpoBu. VIHKIM3upaH BBOZUTCA TMOAKOXHO JiBa
pasa B rofp,.

B rpymnne knnuangecknx uccnegosannit ORION 9,10,11 6bl1a ogTBEpKACHA O
rocpoYHas runonunypeMudeckas 3¢p¢GeKTUBHOCTb MKIMSMpaHa I CIefYIOMINX
IPyII TalMEeHTOB: ceMeiiHasA rumnepxonectepuHemusd, CC3 aTrepockaepoTnyecKoi
IIPUPOJDLI ¥ 9KBUBAJTIEHTHI CEPAIEYHO-COCY/IUCTOTO PUCKA, TaKye KaK CaXapHbI I1-
aber 2 TuIa, ceMeiiHa A IUIIepX0OIeCTepUHeMIA WK 10-IeTHUI PUCK CepReYHO-COCY-
IMCTOrO COOBITHA Ha ypoBHe 20% vu Bblle 1o O paMUHIeMCKOI IIKaJIe VIV 9KBYBa-
JIEHTHOI! e11. BpI/1o ycTaHOB/IEHO, HasHAYeHNe MHK/IM3MPaHa IPUBOIUT K CHVYDKEHNIO
yposus XC JTHII y ykasaHHBIX KaTeropnit 60/bHBIX Ha 50-58%, KaK B KpaTKOCpPOU-
HOI1, TaK 11 B JJOJITOCPOYHOI! IiepcreKTuBe. IIpodunb 6e30macHOCTY MHKIN3MPaHa Co-
IIOCTAaBUM C I/Ia1e600, He OBLIO IOy YeHO JaHHBIX O BOSHUKHOBEHNM CIIeIU(pUIecKUX
Cepbe3HbIX HeXKeTaTeTbHbIX AB/IEHNUI, BOSHUKIINUX B XOfi€ JIEYeHN .

VInknusupaH uMeeT 3HAaYMTENbHbIN TOTEHIIMAT B JIEYEHUM HAIIMEHTOB C JIJC-
MUIMALEMMEN 32 CUET NPUHIMUIINAIBHO HOBOTO MeXaHM3Ma JIeVICTBUA, CYLIeCTBEH-

Horo cHikeHuA ypoBH:A XC JIHII y pasnmu4HbIX KaTeropuii NanueHToB (ceMeiiHas
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