INEPBUYHBIE HAPYHIEHUSA JIMIIMJIHOI'O OBMEHA
Oiinorkunosa O.111.

JIOKTOp MeQUIMHCKHUX HayK, nmpodeccop, 3aciay:keHHblid Bpau Poccuiickoi

denepanun)

Hapymienus JIUTIATHOTO oOMeHa, MPOSIBIISIONIUECS pa3IMYHBIMU
nucnunonporenHeMusimu - (I1JI), wurparor BaxHyr0 pojdb B TaTOreHE3e
3a00JIeBaHUM, aCCOIMUPOBAHHBIX C arepockiepo3oM. Oxoyio 25 MUIUIMOHOB
JI0JIE BO BCEM MHpPE TOABEPKEHBI BBHICOKOMY PHUCKY pPaHHEro pa3BUTHUS
aTepocKiiepo3a U3-3a HaclieJoBaHUs Je(EeKTHBIX TEHOB, PETrYIUPYIOLIUX

METa00JIU3M JIUIIUIOB U JIUITIOIIPOTCHHOB.

CI'XC — 310 cepbe3HOe reHEeTHYEeCKoe 3a00JIeBaHUE ¢ ayTOCOMHO-IOMUHAHTHBIM
TUIIOM  HACJIEJOBaHUS, XapaKTepU3yeTCs MYTallMel TeHa, KOTOPbId KOAUpPYeT
oOpazoBanue  JIHII-penientopa Ha  meMOpaHe  KJIETKH. Cewmelinas
runepxosiecrepunemuss (CI'’XC), naszpiBaemas Takke Il Tunmom cemeitHoi
TUIEPJIUIIONPOTENHEMHH, OOHapyXUBaeTcs npuMepHo y 0,2% HacelaeHus: 3eMHOTo
mapa u nopaxaromux 1 Ha 500 yenoBek, npu KoTopoMm y myxunH puck MBC B
8-10 pa3 Brimre, yem y JuIl 6e3 runepxosecrepuaeMun. KoponapHoe 3a0osieBaHue
MOXXET Pa3BHBATLCSA YXKe€ HA 3-€M WU 4-M NECATHICTHU KU3HU, oauH U3 20
MAIMEeHTOB, TepeHecmuX HHGapKT Muokapiaa o 60 jer, OTHOCHUTCA K ITOM
kareropun. Ilanmentet ¢ CI'XC, paxe mnOpu OTCYTCTBHM 3a00JI€BaHUIA,
OOYyCIIOBJIEHHBIX aTE€POCKIIEPO30M, OTHOCATCS K TPYyMIE BBICOKOIO  CEplEeYHO-
COCYJIUCTOTO PHUCKAa, & MPH WX HAIUYUU — K TPYIIE OYEHb BBICOKOTO PHCKA
Pa3BUTHSI  CEPJIEUYHO-COCYIUCThIX  ociiokHeHur. CI'XC —  moHOreHHoe
3a0oneBanue. Eciau manueHT moiydaer A€QEKTHBINA, MyTaHTHBI TE€H OT OJTHOTO
poautens, To y Hero pasBuBaercs rereposurotHas ¢opma CI'XC ( yactorta
BcTpeuaemoctr B momymsiuu 1:200, 1:500), ecnmu oT ABYX poauTene , TO
pa3BUBAETCs OYCHb penkas ¢opma 3abosneBanus — romoszurotHas (opma CI'XC
(wacrora BcTpeuaemoctd B momyssinuu  1:300 Teicsu, 1:1000000). Ecmm

HACJICAYIOTCA ABAa I'CHA, MMCIOHIHUC PA3HBIC MYTAallUH, TO PA3BHUBAIOTCS CJIOKHBIC



IreTCPO3UTOTHELIC q)OpMBI, HO TaK KaK HMX TPpYAHO OT/IMYUTHL OT I'OMO3HUI'OTHBLIX,

MO3TOMY pacCMaTpUBAIOTCS cpenu nocieaHux (1).

MeTtadonueckue HapylleHHs, IMpeIpacnojaralie K HAcJIeICTBEHHO

00yCJI0BJICHHBIM Jle(peKTaM penenTopoB

B nopme penenrop JIIIHII urpaer ocHoBHyro ponbs B katabosmmsme JITTHII.
[Tpuunnoii cemeirinon CI'XC , mposBASIOLIENCS MOBBIIICHHBIM COJIEPKAaHUEM B
mina3me kposu JIHII, cumtaror myrtamuu, xkoaupyromero peuentopsl JIHIL. Otu
MyTallMd BeCbMa Pa3HOOOpa3HbI, BCTPEUAIOTCS JOBOJIBHO YacTO M MPHUBOMST K
pa3iauuHBIM HapymieHusM GyHKIuUM peuentopoB. K Takum HapymieHUsM
OTHOCSTCH:

- OTCYTCTBHE CUHTE3a pPELEnTOopOB,;
- CHW)KEHHBIM  TPaHCIOPT peunenTtopa OT Mecra €ro CuHTe3a B
HHIOIUIA3MATUYECKOM pPETUKYIIyME B arrapar lNonbmxu;
- HapyueHue cBs3biBaHusA penentopoB ¢ JIHII  Ha nDOBEPXHOCTH KIETOK
- HECNOCOOHOCTh PELENTOPOB KJIACTEPU30BATHCS B MEMOpPAHHBIX Iy3bIpbKax,
KOTOpBIE CITy’KaT MPEALICCTBEHHUKAMHU BE3UKYJ Ul SHJOIMTO3a U HEOOXOAUMBI
TUISL HOPMAaJIbHOTO PELHUKINPOBAHUS pEeLenTopoB.
Yacrora ecrecTtBeHHbIX Myranui amiener reHa JIHII-penenropa HacToNbKO
BEJIMKA, 4YTO OOJIBIIMHCTBO ClIy4aeB Kaxymuxcs romo3uror 1o CI'X peasbHO
OKa3bIBAIOTCSl TETEPO3UTAMH, MOJYUYUMBIIMMH OT KaXKIOrO0 POAMUTENS PpPAa3HbIE
MyTaluu. boiee Toro, corinacHo NMPOBEIEHHBIM OLIEHKAM, BBICOKAsl 4aCTOTa TaKUX
MyTaluil 00ycnoBiauBaeT rerepo3urotuyto CI'X y ognoro uenoseka u3 500. [Ins
TakuX OOJIbHBIX XapaKTepHBI JIBYXKpaTHoe moBbilieHue ypoBHsa JIHII B mnazme c
pOXKIEHUS W BbICOKass BeposTHOCTh pasButuss MBC B Bo3pacte mo 50 ner.
Hedurut peuentopor JIITHII npuBoautr x Hakorenutro JIITHIT B mnasme, yto
HAOJII0JaeTCsl MPU TUIIEPXOJIECTEPUHEMUN MPAKTHUYECKU C POXKICHHS. Y POBEHb
OOLIEro XoJIeCTepMHA Y B3POCHBIX  TE€TEPO3UTOT  MPUMEPHO BABOE BHIIIE
HOPMAaJIbHOTO, 2 Y TOMO3UTOT — B 4 pa3a. YpoBeHs TpurimnepuioB y aereir CI'XC,
OOJBIIMHCTBO U3 KOTOPbIX UMeeT |l a Tun runepiunonpoTeMHeMuH, Kak MpaBuilo,

HOpPMAJIEH, OJHAKO Y B3pOCibIX BecbMa yacTo BcTpevaercs 11 6 tun. Conepxanue



XC JIIIBIT ObiBaeT HOpMajdbHBIM, HO 4Yallle CHHIXKEHO, OCOOCHHO y JHMI[ C
romo3urotHot ¢opmoit CI'’XC. B Hacrosimiee Bpems wuaeHTHGULIMPOBAHO 4
pa3HbIX Kiacca myrtaiui reda peuentopa JITHIL Kaxnapiii kiacc BkiIo4aeTr B
ceOs HECKOJbKO ONpPENENEHHBIX TE€HETUYECKUX JAe(PEKTOB, MNPUBOIALIIUX K
Bo3HUKHOBeHHIO CI'XC. Myrauumun 1 wimacca  (TOMO3HUIOTHI) — AenaroT
COOTBETCTBYIOIINE AJIJIETU «HEACHUCTBUTEIbHBIMIY, YTO BBIPAXKAETCS B MOJHOM
OTCYTCTBUU HMMMYHOJIOTHYECKH OOHApyKMBaeMbIX perentopoB. [Ipu mosBienuu
aigieneil 2 kmacca (reTepo3uroT) HapylaeTcsl TPAHCIOPT Ha MMOBEPXHOCTU KIETKU
JTOOBIX CHHTE3UpPYEMbIX perentopoB. Hamuuwue anneneit 3 kiacca BbI3bIBaeT
oOpa3oBaHue GYHKIMOHAIBHO JAEPEKTHBIX PELENTOPOB, HE CIIOCOOHBIX CBS3bIBATH
JIITHIIL. B mpucyrctBum amieneit 4 kiacca ( 9TM MyTallUM BCTPEUAIOTCS PEAKO)
bopMHpYIOTCS BCE HOPMAaJIbHBIE PELIENTOPHI, 32 UCKIIOYEHHEM TOTO, YTO OHHU HE
MOTYT COOUpaThCid B TpyHNbl (KJIACTEPU30BATHCS) B OKAWMIICHHBIX SIMKax, 4TO
MPEISTCTBYET UX MHEepHanM3anuu nocie csasbiBanus ¢ JIIIHII. HacuuteiBaercs
13 myTamuii 1 kiacca , oJiHa U3 KOTOPBIX BcTpeyaeTcs: y 6oisiee yem 60% kaHa1eB
dbpanuysckoro mnpoucxoxaeHus, umerommx CI'XC, u npexacrariaser co0oit
nenenuio B 10 kO B MpOMOTOPHOM ydacTke reHa . M3BecTHB Tpu MyTaruu 2
KJIacca, ABE MyTaluu 3 Kjacca U msaTh MyTanui 4 knacca, Bce myranuu 4 knacca

3aTparMBalOT IUTOIIa3MaTHYeCKuil JomeH perenrropa JITTHIT (2).
KoHueHTpauuu anonpoTenHoB

HaubGonee BaxHBIE C TOYKM 3pEHUS  KIMHUYECKOW KOPPEKIIMH  JIUTHHBIX
HAPYLICHUN TE€HETHUYECKHE AaHOMAJIMM ANONMPOTEMHOB KACAKOTCS YETHIPEX TPYIII

armo0eJIKOB.

Amno (a) - cTpykTypa amo (a) sABJSIETCS TJIA3MUHOT€HIOJAOOHBIM HWHTHOUTOPOM
¢bubpuHONMM3a, B 3HAYUTEILHOW MeEpe OMpENesseTCs HACIeICTBEHHBIMU
dakTopamMu W TpeACTaBI€Ha B BUAE LEIOro  psaa u3ohopM pa3ivuuHON
MOJIEKYJIIpHOM Macchl. CymecTByeT oOpaTHas 3aBUCHUMOCTb MEXAY pazMepamu
ano (a) U ero KOHLEHTpAIMeH B IJIa3Me KPOBH, MPU 3TOM BbICOKasi KOHIICHTpAIUs
amno (a) u JIII(a) TecHo koppenupytoT ¢ BeposTHOCTHIO pa3Butus UBC. Ilo cBoeit
ctpykrype dactuiibl JIII(a) 6mau3ku xk JIHIT u momo6HO UM , MOTYT OKHCIIATHCS U
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3aXBaTbIBATHCsA B COCYI[HCTOfI CTCHKC MaKpO(i)aFaMI/I, KOTOPbIC 3aTEM
npeBpamarOTCsa B IICHHUCTBIC KIICTKH, TAKHUM 06pa30M CHOCO6CTBy5I Pa3BUTHIO

aTepockiepo3a u Tpomobo3a (2).

Amno E — renernyecky noJuMOp(HBIi OENOK ¢ TpeMsl ajulesIIMA B OJTHOM JIOKYCE,
konupytomumu ero uzodopmsl E2, E3 u E4. Ano E cuntesupyercs B Me4eHU U
MPEICTABIIAET COOOM MOBEPXHOCTHBIN KOMITOHEHT OoraThix Tpuriuiepunon (T1) u
aunonporensioB BbicokoM TwioTHocTu (JIBII), a Takke CIyXUT KIIOYEBBIM
JUTAHJIOM PELENTOPOB, OMOCPEAYIOIIUX 3aXBaT JIUMOMPOTEUOB (PEUEHTOPOB
JIHII, mumompoTenansl odeHb Hu3kou mmioTHocTd - JIOHII, Gemox momoOHBIM
peuentop - BIIPJIHII). Ilpu nedunure ano E (wnum Hamuuuum nByx €2 ajienei)
KaTabomu3M M 3axBaT Ooratbix TI' 3amenseH, B pe3yibTare oOpazyroTcs
peMHaHThI, oooraieHHbie kak T1', Tak u xonectepurom (XC) , Tak Ha3bIBaeMbie [3-
JIOHII wu  pa3BuBaeTcsd  HApyLICHWE,  W3BECTHOE, KAK  «CeMeHHas

JTUCOCTATUIIONPOTCHHEMUS (2).

AnoA-1 — ocHOBHOU cTpyKTypHbI OenoB JIBII, KOTOpbI Takke aKTUBHUPYET
nporiecc dctepudukanuu XC ¢ momompio ¢pepmenta JIXAT. edbunur anoA-1, B
pesynbTate KoToporo ypoBeHb XC-JIIIBII B ma3sme kpoBu oka3piBaeTcs HUxE 10-
ro MPOLICHTUJIS ero HOPMAaJIbHOTO pacrpeneneHus (cemelinas

runoanbdanunonporenneMus), Bcrpedaerca y 30% OoJbHBIX HAa paHHEW cTaauu

UBC (2).
Aaropurmsl guarHocTuku CI'XC

Juarno3 CI'XC craBUTCS Ha OCHOBAHMHM MCKJIIOYEHUS BTOPUYHBIX IPUYMH,
BbIcOKOro ypoBHs XC-JIIIHII. ¥V Bcex manmeHTOB C TUIIEPXOJIECTEPUHEMUEN
HEOOXOJUMO BBIICHATh, HMMEETCAd JU JAUCITUNUAEMUS W/WIH UbC vy
POJICTBEHHHKOB TEpBOW JUHUM (poautenu, Opates, cectphl, netu). CI'XC wame
JUAarHOCTUPYETCS Yy JHL  C OTSTOLLICHHBIM  CEMEMHBIM  aHAaMHE30M
runepxosiecrepuiemMun Wi HanmuuneM HWBC y pOACTBEHHHMKOB B  MOJIOJOM
Bo3pacte ( y My>X4uH 110 55 jet, y »keHiuH — a0 60 ner). bonee mpucrtanbHOro

BHUMAaHMS 3acClly’)KMBAIOT JIMIIA MOJIOZOTO BO3pacTa C THIEPXO0JIECTEpPUHEMUEH,



HaJIMYMEM B AaHAMHE3e CEepAEeYHO-COCYIUCTHIX 3abosieBaHUil 00yCIOBICHHBIX
aTepOCKIIEPO3OM.
Ecmu y poauteneit umeercs CI'XC, kcantomaro3 uiu panHee Hadano MbC, y
JeTeil M3MEpATh YPOBEHb XOJIECTEpUHA CJEAyeT HauyuHATh C JBYXJIETHETO
BO3pacTa.

JIis TOCTAaHOBKM JMArHo3a  HEOOXOJUMO HUMETh KaK MHUHHMYM JBa
pe3ynabTaTa aHalu3a KpPOBHM HATOIIAK, 0e3 Tepamnuu, CBUAETEIbCTBYIOIIUX O

runepiaumuaeMun (5).
Kinunnveckue kpurepuu aias guarnoctukn CI'XC

B Hacrosmee Bpemss — nuarHoctuueckue anroputmbel CI'XC mnpencTaBieHbI
rojutanackumu (Dutch Lipid Clinic Network) u Opuranckumu (Simon Broom
Registry) JTUAarHOCTUYCCKHUMU KPUTEPHUSIMU CI'XC.
B cooTtBercTBUM ¢ MOJIUM(DUIIMPOBAHHBIMU TOJUIAHACKUMU KPUTEPUSIMH, OalibHas
OIICHKa  CKJIQJbIBAETCA W3 CEMEHMHOr0 W  NEPCOHAJIBHOIO  AaHAMHE3a,
dbenotunmueckux nposinenud CI'XC, ypous XC JIIII. TlomyueHHble Oaiuibl
CYMMHUPYIOT, U B 3aBUCHUMOCTH OT UX 3HAYCHHUS CTABUTCA OIPEICICHHBIN,

BEPOSTHBIN MK BO3MOXKHBIH quarto3 CI'XC (tabauma 1), (3).

Tabimua 1. MoaudguuupoBaHHbie IOJUIAHACKHE TUATHOCTHYECKHE KPUTEPUH

CI'XC (Dutch Lipid Clinic Network)

CeMellHBIN aHAMHE3 Banabl

a) PoncTtBeHHuk 1-i cTeneHu poJcTBa ¢ paHHEH
(Mmy>xumnbl < 55 ner, sxeHmmHbl < 60 net) UBC unu apyrum 1
COCYIUCTBIM MOPAXKEHUEM HIIA POJICTBEHHUK |- cTerenu

poacta ¢ XC JIITHIT > 95 — ro nmpoueHTHIs

0) PoacTBeHHuK 1-i1 cTeneHu poACTBa C KCAHTOMATH CYXOKUITUN



W/WJIMA TUTIOUTHOM JTYTOM pOTOBHUIIBI MM JIETH MoJIoXke 18 jeT 2

¢ XC JITHII > 95 — ro mpoueHTuis

UcTtopus 3a60,1eBanus
a) Y nanueHTta paHHsis (My>x4uHbl < 55 ser, skeHimunbl < 60 net) UbC 2
0) Y marnuenTa panHee (MyX4uHBI < 55 JIeT, )KeHITUHBI < 60 J1eT)
pPa3BUTHE aTEPOCKIEPOTUYECKOTO MOPAKEHUS

OpaxuornedanbHbIX /MepudpepuuecKux apTepuit 1

PusnkajbHOe 00cIe10BaHUE
a) Kcantombl cyxoxummii 6

0) JIunouaHas myra poroBuiibl A0 45 jet 4

JlaGoparopHsbliii anaau3 (mpu HopMaJabHbIX XC JITIBII u Tpuriauuepuaax)

a) XC JITHIT > 8,5 mMonb/n 8

6) XC JIITHIT 6,5 - 8,5 MmMob/1 5

B) XC JITTHIT 5 - 6,4 mmoms/n 3

r) XC JIITHII 4 — 4,9 mmonb/n 1
Jdnarno3 «CI'XC»

OmnpeneneHHbIN > 8 0aJI0B

BeposTHbiii 6 — 8 6ayToB

Bo3MoxHBIH 3 — 5 6auioB



[TprmeuaHue: AMArHO3 YCTAHABIMBACTCSI HA OCHOBAHUH CYMMBI OQJUTOB6O MOTYYCHHBIX B KaX 0N
rpynne (BHYTpU TPYHIbl Oallibl HE CYMMHPYIOTCS), YYUTBIBACTCS TOJILKO OJMH TMPH3HAK,
JAIOIINNA MaKCUMAJIBHOE KOJIMYECTBO 0ajlyloB BHYTpH Kakaou u3 rpymi, JIHIT — numonporen bt
Hu3koi miotHoctH , CI'XC — cemelinas runepxonectepunemusi, XC — xonecrepur, HbBC -

uIeMuIeckas 00JIe3Hb cepla.

Kpurepun nmarsoctuku CI'XC, npumensempie B BenukoOpuranuu,

npeACcTaBieHbl (5) B BUAE CIACAYIONINX KPUTEPUEB:
Bpurtanckue nuarHocrudeckue kpurepun CI'’XC (Simon Broome Registry)
uarno3 “Onpenenennas” CI'XC npu:

a) OXC > 6,7 mmons/n unu XC JIITHIT > 4,0 mmone/n y pebenka muanie 16

JIET;

w OXC > 7,5 mmons/n wiu XC JITTHIT > 4,9 mMonb/ny  B3pociioro (MCXOHbIN

YPOBEHb JINITHAIOB HJIM CAMBIH BBICOKHN YPOBCHB HA TEPAITHH);
itoc (0) 0JIHO W3 HIDKENIEPEUUCIICHHOTO:

HaJIMYHAE CYyXOKHJIBHOTO KCAHTOMAaT03a y TMAalMeHTa WM POJICTBEHHHKOB TIEPBOU
CTETNIEHU POJCTBA (POIUTENH, NETH, OpaThs, CECTPhI), UM Y POJICTBEHHUKOB 2-01

CTENEHU POACTBA (IeIyIIKH, OA0YIIKY, AU UITU TETH);

wi no3utuBHbIM TecT JHK — nuarnocTuku, moATBEPKAAOIIAN MyTallui T'eHa

penentopa JIHII, anoB-100 nmn PSCKO.

/unarno3 «BepositHas CI'XC» npm :

OXC > 6,7 mmons/n wnu XC JIHIT > 4,0 mmounb/n y pebenka muafmie 16 net wim
OXC > 7,5 mmons/n unu XC JIHIT > 4,9 mmons/a y B3pocioro.

[Tnroc 0HO M3 HMKETIEPEUNCICHHOTO:

OTsromeHHplil ceMeiHblid aHaMHe3 10 50 JeT y pOACTBEHHUKA 2-Ml CTENEHU

POJACTBA;



OXC > 7,5 mmouib/1 y B3pocioro 1-if uiam 2-i cTeneHu poACTBa WM MOBBIIIICHUE
OXC > 6,7 Mmonb/n y peOeHKa WM POACTBEHHHKA 1-1 CTENIEHU POJICTBA B BO3pPACTE

MmeHee 16 jer

[Tpumeuanue: JIHK —ne3okccupubonykinennoBas kucinora, PSCK9 — mponpoTrenHkoHBEepTaza

CY6TI/IHI/ISI/IH-K€KCI/IH THIa 9.

Jnsg mocTtaHOBKM aAuarHo3a pojactBeHHUKam OonbHOro CI'XC  BO3MOXHO
OpUMEHEHHEe OpuTaHckux Ouoxumumueckux Kputepue CI'XC, wumeronmx
BBICOKYTO JyBCTBUTEIHHOCTD (93%) u cnenuUIHOCTh (82%),

POJIEMOHCTPHUPOBABIINX ISl pOCCHUCKOH momyssiuu (5).
®enorunuyeckue nposisiaeHus CI'XC

Kcantomebl CYXO)KI/IJII/Iﬁ. I[JBI JUAarHOCTHKHM KCAaHTOM HGO6XOI[I/IM3 BHU3YyaJIbHAA
OLICHKa M IIaJIbIIalius CJIeayrommnux CyXOX(HHHﬁZ AXWUJIJIOBBIX, IIAJBIECB PYK,
TPHULCIICOB, KOJICHHBIX CyCTaBOB (B COMHMHTCIIBHBIX Claydasiax MOXKCT

ucnonb3oBatkes Y3U umum Ouoricus) (4).

.HI/IHOI/II[HEUI Ayra TakKKC CBHIACTCIIBCTBYCT O HaAJIMYMK HAPYHICHUSA JIHIIMAHOI'O
O6MeHa, HO MMECT AUArHOCTHYCCKOC 3HAUYCHHC, TOJIBKO C€CJIH BBIABIISICTCA 10 45

JCT.

KcanTenasmbl 4acTo BCTpEUarOTCsl , HO HE SIBISIIOTCS CHEIU(DUUHBIM MTPU3HAKOM.
VY3enkoBbi€, SPYNTUBHBIE KCAHTOMBI KOKU OoJiee crerubUyIHbI Il BHIPAXKCHHOU

THIIEPTPUTITHLIEPUICMHUH U XUIOMUKpOHeMuu (4).

[ToctanoBka muarroza «CI'XC» Bo3MokHa 0€3 TEHETHUYECKOrOo TEeCTUPOBAHUS
3aunTepecoBanHbix reHoB  (LDLR, APOB, PSCK9, LDLRAPI1) mo

(DCHOTUIMMYECKUM MPU3HAKAM U KIIMHHYECKUM KpuTepusm (2).
I'enernyeckuil CKPUHUHT

JIHK nmarHocTMka mpOBOAMWTCS C LEIbI0 HACHTH(PUKANUA MYTallUd TEHOB,
OTBETCTBEHHBIX 3a pa3BUTHE 3a00JI€BaHMs. Y CTAHOBJICHbl MYTAIlMU TPEX T'€HOB,

kotopsie BbI3biBatoT CI'XC: ren JIHII peuentopa, ren anomnporenHa anoB-100 u
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reH ¢epMeHTa — koHBepTassl penenropa JIHIT - PSCK9. THK-Tect umeer oueHb
BBICOKYIO uyBCTBHTEIBHOCTh (90-99,5%), HO He Bcerjga JaeT IMOJIOKUTEIbHBIM
orBeT. [lonmoxwurenenbiii Tect JIHK nmarHocTMkm He Bcerga MOATBEPKIAACT
nuarHo3 CI'XC. I'eHeTHdecKnid CKpHHUHT MOYKET HE UCIOJIb30BAaThCSl B PYTUHHOMU
KIIMHUYECKOM TMPAKTHKE, OJHAKO BBISBJICHUE KOHKPETHOW TE€HHOM MYTallUH
CYILIECTBEHHO o0Jerdaer mnoctaHoBky  auartHoza «CI'XCy». OtpuiareiabHbIil
F€HETUYECKUI TECT HE MO03BOJIAET NOJHOCThIO HcKmounTh CI'XC, Tak kak
npumepHo y 20% 3THX OOJBHBIX MyTallMu BBISIBUTH HE ynaercs. Ilo pesynbraTam
narckoro ucciueaoBanus, y 40% nanueHToB C onpeneseHHbM auarHozom CI'XC
HE YJal0Ch HAaWTW MYTalMil IeHa, BEPOSATHO H3-3a OOJIBIIOTO YMCIa MYTAIHH,

onpenenstonux pazsutue CI'XC (5).

Kackanuplii ckpuHHHI — niodTanHas uaeHTudukamnus namuenta ¢ CI'XC cpenu
YJIEHOB CE€MbHM NpoOaH/a, T.. IMEPBOro JiMila B CEMbE, KOTOPOMY IOCTaBJICH
BEpOSTHBIM uiu omnpeaeneHubii auarno3 «CI'XCy» (tabmuna 1). B kackamubiit
CKPUHUHI TTO3TAIHO BOBJIEKAIOTCA POJACTBEHHUKA MEPBOM, 3aT€EM BTOPOU, TPETHEN
crerieHn poxactBa. [lo Mepe BbisiBIeHHS HOBBIX mnanueHToB ¢ CI'XC  ux
POJICTBEHHUKH TaKXe€ JOJKHBI 00ciienoBarbcsi. KackaaHblil CKpUHUHT MTO3BOJISIET
Ha paHHEM, JIOKJIMHUYECKOM JTane BbIIBIATh nanueHToB ¢ CI'’XC u npoBoAUTH
NpOPHIAKTUYECKUE  MEPONPUSTHS, KOPPEKTHPOBAaTH  (PaKTOPHl  CEPACHHO-
COCYAMCTOr0 PUCKAa M CBOEBPEMEHHO HA3HAYaTh MAaTOTCHETUYECKYHO aJCKBATHYIO
TUIIOJIMIIUAEMAYECKYIO  TEpalui C  LEIbK0  IPEIOTBPALICHUS  Pa3BUTHUS
COCYAMCTBIX OCJIOXHEHHUM. BO3MOXHBI JBE CTpaTeruu KacKaJHOrO CKPUHWHIA

POJICTBEHHUKOB Mpo0OaH/a: TeHeTndeckas u perotunuueckas (5).

I'eHeTuyeckmii KaCKaJHbIM CKPUHUHI  TIOJAPAa3yMEBAET MPOBEJICHUE
MOJIEKYJIIPHO-TEHETUYECKOTO O0CJeoBaHMs y TMpoOaHIa, MpU  BbISBICHUU
MaTOJIOTMYECKOTO BapHaHTa 3aMHTEPECOBAHHBIX TEHOB, TPOBOUTCS 00CIeIOBAaHUE
POACTBEHHUKOB Ha WX Haimuuue. [Ipu moATBEepkKACHUHM HAJIMYUS TMATOTC€HHBIX
MyTaluid poACTBEHHHKOB cTaBUTCsA auarHo3 «CI'XCy», naxe ecnu ypoBeHb XC

JIHIT y Hero HKe XapaKTEPHBIX JUArHOCTHYECKUX 3HaueHu (5).



DeHOTUNINYCCKUN KACKAAHbI CKPUHMHI . IIpu oTpunarenbHOM pe3ynpTare
IEeHETUYECKOr0 TECTUPOBAHUS NMpoOaHia UM MPU OTCYTCTBHUM BO3MOKHOCTH €TO0
OpOBEJCHUS y OmDKaWIMX poOJACTBEHHUKOB, nuarHoctuky CI'XC crnemyer
IIPOBOJUTE HA OCHOBAHUM XAPAKTEPHBIX Il POCCUMCKOW IOIYJISALIMM YPOBHEHN
XC JIHIT B nmna3Me ¢ y4eToM Moja ¥ Bo3pacTa 00CiieyeMOoro, OpUEHTUPYSACh Ha

OputaHckue kpurepun (5).
Jleuenue

Jluia ¢ CI'XC , Bxirouasi JieTed U UX 3aKOHHBIX MpeJCcTaBUTENIEH, JOJIKHBI ObITh
POUH(OPMHUPOBAHBI O TOM, YTO OHU HAXOMATCS B TPYMIIE BBICOKOTO WM OYCHBb
BBICOKOT'O PHCKa Pa3BUTHUS CEPIACUYHO-COCYIUCTHIX OCIOKHEHUHN, 00YCIOBICHHBIX
aTepockiepo3oM. B naHHOU rpymnme OOJBHBIX JJIS MPOTHO3UPOBAHUS CEPACYHO-
COCYAMCTHIX PUCKOB HETPUEMIIEMBI TPAIUIIMOHHBIEC IIKajbl, Takue, kak SCORE.
[Ipu BeiBiacHMH CI'XC HeoOXoauMo paHHEEe, MOKHU3HEHHOE KOMIUJIEKCHOE
MaTOr€HETUYECKOE JICUCHUE W JIMHAMUYHBIN BpaueOHBIN KOHTPOJb. J[muTenpHas
JIEKapCTBEHHAs TepaIrys MO3BOJIIET OTOABMHYTh BpeMs MaHudectaunun UBC wu ee

ocioxuenuit (1,5).

HemenukameHnTO3HOE JIeUeHHE BKIIOYACT KOPPEKIHMIO (haKTOPOB prcKka U oOpasza
*u3HU. HeoOXxoammo coOmoacHIEe TUeTUYSCKUX PEKOMEHAAINI ¢ OrpaHUYeHUEM
WM YIIOTPeOJIEHNs HACHIIIICHHBIX XUPOB M TPAHCKUPOB. B mepByro odepenp 3To
OTKa3 OT KypeHHs, KOHTPOJIb 3a MOKa3aTeJsIMU apTepHUaIbHOTO JaBJICHUS U
CBOCBPEMEHHOE MEIMKaMEHTO3HOE JICUCHHE, CHIDKEHHWE MHACKCA MAacChl Teja JI0
3HaYeHUH  He Oozee 25 kr/mM2, no3upoBaHHas (u3Wyeckas Harpyska o1

koHtponem HCC u A/l.

OOmme TpUHLOMNBI JHETHl € HHU3KUM  COAEpP)KaHHEM JKHPOB: CYTOYHOE
noTpebJieHHe XKupa He NOJKHO mpeBbimath 30% oT 00IIero kKajgopaxka IMHIIH,
HachIeHHbIX KUpoB 10% u xonectepuna numu 300 mr/mens. HacwliieHHbIE
YKUPBI CIEAYET 3aMEHSATh MOHOHEHACKIIIICHHBIMU Y MOJMHEHACHIILIEHHBIMU (OMera-
3,oMera-6) xxupamu ¥ maciaMu. bonbHbie ¢ moATBepkAeHHBIM auarHozom CI'XC
JIOJDKHBI €CTh HE MeHee 5 mopiuii PpykToB win oBoreit B cyTku («[IpaBuiio nsatu

nopuumii»). OxgHa nopiusa — 1 g16710K0, anenscuH, rpyma win 6anan; 1 OonbIIon
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JIOMTHK JIbIHM MJIM aHaHaca, 2 KWBU HWJIM 2 CIUBBI, 2-3 CTOJIOBBIX JIOKKHU
CBEXKETPUTOTOBJICHHOTO cajlaTa WJIM KOHCEPBUPOBAHHBIX (PpykTOB; 1 cronoBas
JO)KKa CYXO(pPYKTOB, 2 CTOJIOBBIC JIOKKH OJI0Ja, TMPUTOTOBICHHOTO U3
CBEKE3aMOPOKEHHBIX OBOIIEH WK PpyKTOB. B panon He0OX0IUMO BKJIIOYATh HE
MEHEeEe JBYX IMOPIMI PHIOBI B HEJEIO, OJIHA TOPIHS TOJDKHA OBITh MPUTOTOBJICHA
U3 KUPHOU pbIObL. [Ipy 3TOM He pEeKOMEHJ0BaH MpUEM MHUIIEBBIX 100aBOK,
comepxkamux owmera-3 ITHXXK, 3a wuckmoueHumeM  TeX OOJIBHBIX, KOTOPBHIC

nepenecny uHpapkT muokapaa (1,5).

boapubiM ¢ CI'XC pexomenayercs exeqHeBHO ynensiTh 30 MUHYT (U3HYECKUM

YIPaXHEHUAM CPEIHEN MHTEHCUBHOCTH.

Kareropuuecku 3ampenieHo KypeHue, TaK Kak Ta0auyHbld JbIM JaKe MpHU
NACCUBHOM BJIBIXaHUU CYIIECTBEHHO YXYAIIAET Ba30JUJIATUPYIOMIYIO (DYHKIIHIO
HAoTeNUsA. B psne ciydaeB MOXKET OBITh PEKOMEHJ0BaHA MEIMKAMEHTO3Has

Tepamnus, Hanpumep, oynpuos (1,5).

Heab0 MeaMKaMeHTO3HOUM Tepamum siBisieTcss noctumkenue ypoHs XC JIHII
menee 1,8 wmmonb/n npu Hammuuu WBC, caxapHoro nauabera, HalW4duu
aTepOCKIIEPOTUUECKOT0 TOpaXeHUs OpaxuoneanbHbIX WU MepudepuIecKux
apTepuil (HalM4YMe aTepOCKIEPOTUUYECKUX OJIIIEK cO cTeHo3oM 5% u Oosee) u

MeHee 2,6 MMOJIB/JI IPU UX OTCYTCTBHH.

Hns B3pocnsix nauueHToB ¢ CI'XC cTapToBO€ J€YEHHE 3aKII0YAETCs B MPUEME
MaKCHUMAJIbHBIX TEpPaneBTUYECKUX J03 CTAaTUHOB: po3yBacTtaTuHa 40 Mr wiu
atopBactatuHa 80 mr. Y gjun crapme 18 ner ¢ rereposurotHoit CI'XC mpu
HEJ0CTaTOYHOU 3(P(HEKTUBHOCTH CTATUHOB B MAKCUMAJIbHO NMEPEHOCUMBIX J103aX C
LEJbI0 JIOCTUKEHHSI pPEKOMEHJ0BaHHbIX 1eneBbix ypoBHerd XC JIITHIT momxen
JOTIOJTHUTENBHO Ha3zHayaTbess 73eTuMuO 10 Mr w/wnum sBojokymad 140 wmr

MOJKOXKHO Kaxk1ible 2 Henenn 420 Mr ouH pa3 B MECHILI.

VY nmauuenToB, He JocTUTHX LeneBblx ypoBHer XC JIITHII mpu cratmHOTEpanun
Ha MaKCHUMajJbHO BO3MOXHBIX 103ax, pexoMenaoBan JIHII-adepe3. Adepes

MPOBOJUTCS eXeHenenbHo uwiu 1 pa3 B ne Hexenu. JIHII-adepes naznauaercs
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MalueHTaM, y KOTOpBIX TMocie 6 MecsSlueB MaKCUMAaJbHO BO3MOKHOM
KOMOMHUPOBAaHHOW TUMOJIUIUAEMUYECKON Tepanuu He AOCTUTHYTHI LEJIEBbIE
ypoBan XC JIHII, na3nawaetrcs JIHII adepe3 B cOOTBETCTBHM CO CIIEIYIONTAMU
nokazaremsimu: romosurotHas CI'XC u XC JIHIT > 7,8 wmwmonw/n, npu
rerepo3uroTHo ¢popme > 7,8 mmounn/i oc 0 -1 gONMONHUTENbHBIN (pakTop
ceplieuyHo-cocynuctoro pucka unu rereposurotHas CI'XC u XC JIHIT > 5,2

MMOJIB/JT +2 (hakTopa prucka WK YpOBEHb Jmmonporenaa (o) > 50 mr/m:

- rereposurotHas CI'XC u XC JIHII > 4,1 mMoub/i, mpuHAIICKANUE K
rpynmne o4eHb BbIcOKOoro pucka (Bepudummporannas WBC, caxapubiit
a0eT Uiu Jpyrue cepAeYHO-COCYUCThIE 3a00IeBaHMs );

- rerepo3urotHass CI'XC npu 0TMEHE THNOJUNUIEMUYECKON TEPAIIUN B CBSA3U
¢ 0EpEMEHHOCTHIO MPU BHICOKOM PUCKE OCIOKHEHUH;

- OKCHIIMHBI PENPOAYKTUBHOTO BO3pacTa  BO BpeMs JICUCHUS JOJDKHBI
MOJIb30BaThCA  AJCKBAaTHBIMM  METOJAAMHU  KOHTpalUENLHH, a TNepex
OEpEMEHHOCTHIO TOJMYYUTh KOHCYJBTAIMI0O M WHCTPYKIHUIO IO OTMEHE
TUTIOIMIUAEMAYECKON Tepanuu HE Tmo3JgHee YeM 3a 4 Hemenud Jo
MPEKpalIeHus MPeOXpaHEHUsI OT OEPEMEHHOCTH U HE JOJHKHBI TPUHUMATh
ATU TpernapaThl JO OKOHYAHUM TPYAHOTO BCKapmiMBaHus. B ciydae
He3arlaHupoBaHHOM OepemenHoctu keHmmHa ¢ ['CXC JOJKHA
MpPEKpaTUTh  MPUEM JIIOOBIX TUIMOJUIUACMHYECKUX IMpenapartoB U
MPOKOHCYJILTUPOBATHCS CO CBOUM JICHAIIMM BpadyoM [0 JaJIbHEHIIEMY
MpUEMY APYIUX TUIOJUINUJEMHUYECKUX TMPENapaToB, HE OTHOCSAIIMXCS K
CTaTHUHAM.

C y4eToM HEraTUBHOTO BJIMSIHUS CTATUHOB Ha PEPTIWIHHYIO QYHKIIUIO Y
MYK4YMH, COIJIACHO psiAy MWIOTHBIX KIMHUYECKUX HCCIEIOBaHUM,
PEKOMEHJIOBAaHO BO3JIEpXKAThCSI OT TMpUeMa CTaTUHOB Ha  IEPUOJT

ianupyemoro 3auatus (5).
I'omo3urornas popma cemeitHOM runepxoJiecTepUHEMUN

Jnst sToit  dopmbl  3a00JIeBaHUS  XapaKTEPHBI CIEAYIONINE KIMHUYECKUE U

J1a00paTOpHBIE MPU3HAKU:
12



- pannee Hayano MBC, uHorma B Bo3pacte 5-10 neT, HO yallle BO BTOPOHM JIeKaje

JKW3HU, 0€3 JIeUeHUs MalMeHThl morubaroT B Bozpacte 30-40 ner;

- BeipaxkeHHass ['XC ¢ ypoBHem o6miero XC, mpeBblIaronuM 3HadeHus: 15-26

MMOJIb/ (TeHeTHYeCKHil eeKT, yHACIeIOBAaHHBIM OT 000UX POIUTENEH);
- ypoBesb TI' He HpeBbIIaeT HOPMAJIBHBIX 3HAUCHHIA;

- winHudeckue nposisienus: MBC, arepockiepo3 KOpHS aopThl, aTepoMaTo3

CTBOPOK A0PTAJIBHOI'O KJIdllaHa € Pa3BUTHCM €TI0 CTCHO34,

- TY6Cp03HBII}’I )51 CYXO)KI/IJIBHBII‘/’I KCaHTOMATO3 C JIOKaJII/I?)aHI/Ieﬁ Ha paBFI/I6aTCJII>HI>IX
IMOBCPXHOCTAX HfICTHO-(baHaHFOBBIX, JIOKTCBBIX, KOJICHHBIX CYCTAaBOB, YTOJIIICHUC

aAXWJUIOBBIX CYXOXKUJIUH;
- TIOSIBJICHUE KOYKHBIX KCAHTOM, KaK MPABUIIO, TUIOCKUX UK OyropyaThIX;
- HAUIMYKE JINTIOUTHON IyTU POTOBUILIBI;

- HAJINMYMC BBINICIICPCUNCIICHHBIX IIPU3HAKOB B paSHH‘IHOﬁ CTCIICHN Y pOI[HTCJICfI n

O KaNIIIIX POACTBCHHUKOB 60J'IBH01"O;

- TCpallud CTaTUHaMHM, KaK IIPpaBUJIO, MaJIOB(I)(i)eKTI/IBHa.

Puc. 1. KcanToMBI Ha CyX0:KHIUAX pa3rudareeil najabues pyk

(mepene4yaTaHo U3 pyKoOBOACTBA MO runepiaunuaemMun nox penakuueii I'.P.Tommncona)
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Puc. 2. ByropanLIe KCAaHTOMBbI B 00J1aCTH KOJEHHOI0 CycraBa (nepeneanaﬂo u3
pykosoacTBa Hyperlipidemia, Paul Durrington, Allan Sniderman, Oxford, 2005 (Dr.JP
Miller University Hospital of South Manchester.UK)

ATEepoMaTo3HOE TOPAKEHUE KOPHS AOPThl CTAHOBUTCS OYEBUIHBIM B MEPUOJ]
MOJIOBOTO CO3PEBAHMS, YTO MPOSIBIAETCS CUCTOIMYECKHM IIIYMOM Ha aopTe,
rpaJM€HTOM  JaBJEHUS B  BBIXOJHOM TpakKTe JIEBOTO  KEIyJlo4yka U
aHTHOTpaQUYECKU OMpPENEIIeMbIM CYKEHUEM KOPHS aOpThl HApsAy CO CTEHO30M
KOpOHapHBIX apTepuil. [locMOTpanbHbIE HCCIIEIOBAHMS TOKAa3bIBAIOT HAIWYUE
MacCHUpPOBAaHHOTO aTepoMaTo3a aopTalbHOIO KiamaHa, CHUHyca BanbcallbBbl U
BOCXOJISAIEH TyTh aopThl (puc. 2), BO BCEX K€ OCTAIbHBIX KPYIHBIX apTepUsIX
HAOJIOJIAIOTCS CXOJIHBbIe, HO MEHEE BBIpAKECHHBbIE H3MeHEeHHs. C TOMOIIbIO
TUCTOJIOTUYECKUX METOA0B 0OHAPYKUBAIOTCSI MHOTOUHCIICHHBIC TIEHUCTHIE KICTKU

Y KPUCTAJUIbI XOJIECTEPUHA, YTO XapaKTEPHO ISl aTEPOCKIIEPO3a.

OcHoBHBIM (hakTOpOM, ompeaeisitonmumM, korma Bo3nukaer MBC, a takke
KAKOBAa  BEPOSITHOCTb, IPEXKIACBPEMEHHOM CMEPTH, SBISIETCS  COCTOSIHUE
peuentopoB JIITHII. IIpu stom y 60% peuentopHo-HeratuBHbix romo3urotr MbC
pa3BuBaeTcs B Bo3pacte a0 10 jer, y peuentopHo-1e@UIUTHBIX MalUEHTOB 3TO
npoucxoautr mocne 10 mer, 26% penenToOpHO-HETATUBHBIX JIMI YMHPAKOT B
BO3pacTe 10 25 JieT, TOrja KaKk aHaJoOTMYyHBIM MoKa3zaTenlb AJisi PelenTOpHO-
neUIUTHBIX TOMO3UTOT paBeH 4%. [lpu nanHO# opme OTCYTCTBYIOT I'€HIEpHbIE
paznuyus, IpU 3TOM >KEHIIUHBI ¢ ToMO3uroTHO (hopmoii CI'XC He 3auiumieHs OT
CEPJICYHO-COCYAUCTHIX OCIOXKHEHHM, HA000POT, MOJI TeTEPO3UTOT OKa3bIBAECTCS B

9TOM OTHOIICHUHN BCCbMa CYIICCTBCHHBIM (b&KTOpOM , UTO OTPaAXXaCT OTCYTCTBUC Y
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TOMO3UTOT KaKUX-JIUOO TMOJIOBBIX pa3audyuil mo coaepkanuto xonecrepuna JIIBII

(D).
Jleuenue

Jleuenue nwui, cTpagarommMx TroMo3urotHoil ¢opmoit I'XC , mpencrasmiser
CIIO)KHYIO TEparneBTHUUYECKyl0 IpoOsieMy. Jluera M JeKapCTBEHHbIE Ipenapathl

MPAKTUYECKHA HE OKa3bIBAIOT HUKAKOTO 3 deKTa.

3050TbIM cTaHgapTOM JieueHusi romo3urotHod CI'XC sBisieTcss mporpaMMHBINA
(perynspusriii) adepes JIHIT — sxcrpakoprnopansHoe yaaneane XCJIHIT u3 mmazmbl

KpOBH B COUYCTAHUU C TepanHeﬁ CTaTHHAaMM, HAYWHAA C PAHHCI'O BO3pacCTa.

VY nun ¢ romo3urotHort CI'XC crapmie 12 jeT k Tepanuu MOXKeT ObITh Ha3HaYeH
sBallokyMabd 420 mr moakokHo 1 pa3 B mecsil. [larueHtam, HaxomsIuMcs Ha
nporpaMMHoOM adepe3e MOKHO HazHauyaTh ABAIOKYMad B j103e 140 Mr kaxbie ABe
HEJIeTIM B COOTBETCTBUU ¢ rpadukom adepesa. Jluiam, crapuie 18 net k Tepanuu

MOJKeET OBITh 100aBieH 33eTuMu0d 10 Mmr.

XOTS NEpEeUrCIEHHBIE MPOLEAYPbl W CHWXAKT CKOPOCTh Pa3BUTHs A0PTO-
KOPOHapHOT'O aTepOCKIIEpO3a, MO-MPEKHEMY COXPAHIETCd HEOOXOJUMOCTh B
IIYHTUPOBAaHUU KOPOHAPHBIX apTEepUil MpU CTEHO3UPYIOLIEM IIpoliecce U B

3aMEHE a0pPTAIBbHOTO KJIallaHa, €CJIM B HEM pa3BHBAeTCs CHIbHBIN (puopos (1).
I'erepo3urornas ¢popma CI'XC

Jnst oToit (opMbl XapaKTEpHBI  CIEAYIOUIME KIWHUYECKHE M J1abopaTOpHBIC
MIPU3HAKU:

- ne6rot UBC B Bo3pacte 30-40 ner;

- ypoBeHb obmero xonecrepuna (OXC) (reHeTuueckuit AeeKT, yHACIeTOBaHHBIN
OT OJTHOTO M3 pOoauTesIei) 00BIYHO cocTaBiseT 7,5—14 MMOIB/I.

- ypoBeHb TI" OOBIYHO HE TPEBBINIAET HOPMAIBHBIX 3HAYEHUW, HO B OTIEIHHBIX
CITy4asiX MOET OBITh MOBBIIICH ( Y JIUI] C COMYTCTBYIOIIUM CaXapHbIM JTUa0EeTOM

W/WTTU OKUPEHUEM);
- ypoBeHb XC JIIIBII HOpManbHbIN WX CHUKEH;
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- XapaKTEepHbIE YYAaCTKU WJIM 30HBI PACIHOJIOKEHHUS TyOEpO3HBIX KCAaHTOM — 3TO
pasrubaTenbHble CYXOXKUIUS Ha OOpaTHOW CTOPOHE PYK M JIOKTEW, axUIUIECOBBI
CYXOXKWJIUA W MECTa MPUKPEIUIEHUS  KOJEHHBIX CYXOXWJIUMH K Oyrpucrou

Oosbie0epIioBoit koctu (puc.3);

- YTOJIIEHUE aXUIJIJIOBBIX CYXOKHIINN, KCAHTEIa3Mbl
- JIMIIOMJHAsA Iyra pOrOBULIBI.

YacTtoTa BCTPEYAEMOCTM KCAHTOM CYXOXKWIMH Yy MYXYUH U OKCHIIUH
npakTUYecku HepazauuuMmbl (75 u 72% COOTBETCTBEHHO) , HECMOTpsI Ha Oosee
BbIcOKHME 3HaueHHus xosiectepunHa JIIIBII y skeHIuH ¢ rerepo3urotHoi hopmoi
CI'’XC. B BozpactHoii rpynmne ot 30 mo 59 ner passutue UBC y myxuuH

pa3BHBAECTCS Yalle, YEM Y KEHIIWH 1 Ha 9-10 neT paHplie.

[Ipn Hanmuum nepednciieHHbIX nTpu3HakoB auarHo3 CI'XC Becema BeposTeH. s
yTouHeHMsl xapakrepa myranuu reHoB JIHII penentopa wiu ano B Heobxoaumo
IIPOBECTU TE€HETUYECKYIO JIMAarHOCTUKY M TaK e o0cieoBaTh  OiMpKaWIImx

POJCTBEHHUKOB O0IbHOTO (1).
Jleuenue

Heo0OxoaumMo BBISIBUTH U CKOPPErHMpOBaTh BCE JIOMOJHUTENbHBIE (PAKTOPHI pUCKa
pa3BUTHsS aTEpOCKiepo3a , Takhe, KakK caxapHbld JuabeT, apTepuaibHas
TMIIEPTOHUSA, KypeHHe, B TOM uucie M naccuBHoe. Tepanuto  OOJIBHBIX
JKEJNaTeIbHO MPOBOANTH B YCIOBHUAX CHELUAIM3UPOBAHHOW JIMIHMIHON KIMHUKA
WIM  JIMIIAJHOTO KaOWHeTa CHeUUaIMCTOM KapAUOJOrOM WM TepareBTOM-
JUOUI0JIOTOM. BaXHBIM ~ KOMIIOHEHTOM  Tepaluu  SBISETCS  COONIOACHUE
JTMETUYECKUX PEKOMEHJALMN C HU3KUM COJIEp>KaHUEM HACBIILEHHBIX XUpOB. U3
MEIMKAMEHTO3HBIX METOJ0B Ha3HAYAIOT CTATUHBI B CPEJHUX WM BBICOKUX J1033X,
4acTO B KOMOMHALMKM C OKCTpakoOpmopajlbHbIMH Tpoueaypamu . llpu
reTepo3uroTHor (popme HEOOXOIMMO CTPEMHUTBHCS K Hadaly JIeYeHUs ¢ 8§ JIeT.
INunomunuaemuueckas tepanus CI'X  gomkHAa TPOBOIUTHCA COBMECTHO C

neauaTpom - unumosorom (1).
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HacaencrBennnie nedextsl B ano B100. 3amMena oHOro OCHOBaHMSI B KOJIOHE
apruanHa 3500 B rene ano B mpuBoauT K nosBieHuto Takou ¢opmel armo B100,
kotopas yxyamaer crnocooHocts JIITHII ceaseiBaTtecs ¢ penentopom (1).
[TanieHTHI ¢ TaKOH MyTallMe CTpaJar0T YMEPEHHON THIEpXojecTepuHeMHeit 0e3
KaKuX-TM00  CYIIECTBEHHBIX MPHU3HAKOB 3a00JeBaHMs, KPOME IOBBIIIICHHOTO
ypoBus JIITHII. Knupenc JIIIIII y 3TuX OOJIBHBIX MNPOTEKAET HOPMAJIBHO, B
OTJIMYKE OT aHajmormdHoro mnpouecca B ciaydae CI'XC, 4ro, mo-BUIANMOMY,
npoucxoaut Onarojaps cBs3biBaHuI0 Bxogsamero B coctaB JIIIIIII amo E c
peuentopom JITTHII. YuurtsiBasg BenuunHy reHa, koaupytromiero ano B100, Henw3s
UCKJIFOYUTh, YTO CYIIECTBYIOT M APYrM€ MYTAallMH, 3aTParuBarolld€ PpeLenTop-
CBSI3BIBAIOIIUN JIOMEH 3TOr0 OeiKa, XOTS MPUYMHBI BOBHUKHOBEHHUS HEKOTOPBIX
(¢bopM MOHOTCHHOW THUNEPXOJIECTEPUHEMHH, XapaKTEPHBIX JJIS OTACIIbHBIX CEMEH,

HCsICHBI.

CemeliHas runep-o gunonporernnemus. [Ipu sannuuu yposns JIIIBII y kakoro-
a100 MHAMBHIYyyMa CTaOWIbHO BbIlE 90-i MEpCEHTUNIN, TO TOBOPAT O HAIMYUU
TUIEpP- O-JIMIIONPOTEHUHEMHH, XOTSI MEXAHNU3M €€ IIOSIBJICHUS HEU3BECTEH. JTO
OPUBOAUT K 00pa3oBaHuio OoJjiee Menkux, yem B Hopme, yactull JIITHIT u Gonee
kpynHeix yactuy JIIIBIIL, Oorareix amo E. YV Takux Jum MOXET pa3BUBATHCS

nomyTHenue poroBuiibl u UBC (1).

BoJae3ns 3anmacanusi 3¢upoB xojecrepuna. Penkxoe 3abosieBaHue, MPUUYUHON
SBJIIETCS] HACJIEIYEMBIN TEPUITUT THIPOJIa3hl d(PUPOB X0JIeCTEPUHA, BHI3bIBAIOIINN
OoJie3Hb 3anacanus 3¢pupoB xosiectepuHa. Ilpu s3Tom moBbiaercsa 3HaueHue XC-
JIITHIIL, a  3Hauenus XC-JIIIBII cHwxkatorcs. KnuHMUCKH 3TO HapylieHHUE
XapaKTEPHU3yeTCs] YBEJIWYEHUEM II€YEHH, CEJIE3€HKH, OTCYTCTBYIOT KCAHTOMBI.
[TocTaHOBKa MarHo3a 3aBUCUT OT BBISIBJICHUS M30BITOYHOIO KOJIMYECTBA 3(PUPOB
XOJIECTepUHa B OMONTaTax NMEYeHW U OOHAPYKEHHsI HEIOCTATOUHOMN THUIpOIa3HON
aKTUBHOCTU B KYJIbTUBHpPYEMBIX (ubOpobracTax, CHocOOCTBYET YCKOPEHHOMY

Pa3BUTHIO aTEPOCKIIEPO3a.

Heanqule CMCIIAaHHbIC TMIICPJIHIINICEMUHA
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B Hekoropbix cnyuasx, Hanpumep, npu |l Tume runepaunonporenHeMuu,

THIICPTPUTTIMICHUICMHUA U TUIICPXOJICCTCPUHEMUSA BbIPA’KCHBI OJJUHAKOBO.

11l Tun runepjunonporenHeMun (JIuc-B-JIUNONPOTEeHHEMNsI) — HAKOIJICHUE B
ma3Me XHWIoMUKpoHoB u pemHanToB JITIOHII BcnencTBre HapylleHHs B IEYEHU
Karaboin3Ma, MPOTEKAIOIIET0 IO PElENTOPHO-OMOCPEAOBaHHOMY MyTH. Ilpu
takoMm Hapymenuu perentop JIITHIT (wnau ano B, E) npouHo CBsA3BIBAET 4aCTHUILHI,
coaepxkamue ano E3 wmm ano E4. Ano E4 ornmyaercs ot ano E3 Tem, yto B
MOJIOKEeHUH 112 ero aMMHOKHUCIIOTHOM MOCIIEI0OBATEIIbBHOCTH HAXOAUTCS apTHHUH,
a He uucteuH. [Ipu 3ToM vactuipl, nMerommeanokE?2, rie apruHiH B MOJIOKEHUU
158 3amMeHeH Ha UCTEUH U HE 00J1alaeT HUKAaKUM CPOJICTBOM K pelentopy amo B,
E. IManuentsl, crpagatomue |l Tumom runepaunonpoTeuHEMHUH, 3TO TOMO3UTOTHI
no aymenu ano E2, XOTs MOTyT BCTpedarbCsl M TE€TEPO3UTOTHI C (EHOTHUIIAMU
anoE2/E3 wmm amo E2/E4. Yacrota BcTpewaemoctu — genHotruna anoE2/E2
coctaBimsier 1:100, B TO BpeMs Kak pacIpOCTPAaHEHHOCTb COOTBETCTBYIOLIEH
dbopmbl runepaunuaeMun Toiapko 1:5000. Ilomumo HacneacTBeHHOU nedeKxTHOM
ajuienu anoE, mist pa3BUTHS TUNIEPIUNIUIEMUH HEOOXOIUMO NIPUCYTCTBUE JIPYTUX
MeTa0OIMYECKUX aHOMallMi, TaKUX Kak OXHUPEHUEe, caxapHbli 1uader,
TUINOTUPEO3, MOTpPeOJieHne MHINM OOraToll »XuUpamu, WM HHBIX TE€HETUYECKU
O0OyCJIOBJIEHHBIX paccTpoiicTB. O TOpMOHOMNOCPEIOBAHHOM B3aUMOJICUCTBUU
CBUIETENBCTBYET TO, uTOo |l TN runepaumonpoTeMHEMUU NPAKTUYECKH HE
BCTPEUAETCS] y MaJbYMKOB, HE JOCTHUTIIMX IOJOBOM 3pPEJIOCTH U OYEHb PEIAKO
MOSIBJIICTCS Yy JKEHIIMH JO0 HACTYIUICHHS MEHOIMNay3bl. ATEpPOCKJIEPOTUYECKOE
3a0oneBaHue cocynoB Bo3HuUkKaeT y 50% mMmanueHToB, NpUYEeM TOMHMO
KOPOHApHBIX apTepuil MopaxkaroTcs nepudepudeckue U 1epeopaibHbIe COCYIbI.
XapakTepHbIM  SIBJIIIETCS.  HApyIIEHUE TOJIEPAHTHOCTH K  IJIOKO3€, €€

HEMEePEHOCUMOCTD U TUNIEPYPUKEMHUSI, HHOT/1a HaOII0JAETCSl OCTPBIN MAaHKPEATHT.

Knuanueckold 0COOCHHOCTHIO  SIBISIETCS HANWYHWE JIMIIOWTHOW  JTyTH
POTOBUIIBI, KCAHTENA3M, TYOEpO-IPYIITUBHBIX M JIOKTEBBIX KCAHTOM M JIQJOHHBIX

CTpI/Iﬁ . Tunuynas JOKaJIu3anus KCAaHTOM - 3TO KOJICHH H JIOKTH
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Puc. 3. Jlunonanas nyra poropuusl  Puc. 4. KcaHToMbl Ha MOBEPXHOCTH PYKH
( mpu V Tume); (mepeneuarano u3 pykopoacrsa Hyperlipidemia, Paul Durrington, Allan
Sniderman, Oxford, 2005)

Puc. 5. Xunesnas CbIBOPOTKaA IIpU V tune TUIICPIIMITIOIIOOTCUHECM U

(nepeneuarano u3 pykosoacrsa Hyperlipidemia, Paul Durrington, Allan Sniderman,
Oxford, 2005)

YPpoBHU CHIBOPOTOUHBIX XOJIECTEPUHA U TPUTTULIEPUIOB MOBBIIIEHO MTPUMEPHO 10
10 mmounb/n, conepxxkanue JIITHIT moHmkeHo n3-3a 3aMeNJICHHOTO MpEBpaIeHUs

JITIIIIT B JITTHII. Jlnarao3 HE0OX0UMO MOATBEPKAAaTh PeHOTUITHPOBAHUEM aroE.

JledeHue 3akiatovyaeTcs B YCTPaHEHMM M KOPPEKLMH TakuX (aKTOpOB pUCKa
KaK TUTIOTHPEO3, CaXxapHbI TuabeT, O)KUPEHHE UITN aTeporeHHbIe Bo3aeicTBus. M3
JeKapCTBEHHOM Tepanuu 3(PQEeKTUBHBIM OKa3biBatoTcsi HHruoutopsl ['MI'-KoA-
peayKTasbl, OCOOCHHO TMpH JICYEHUH «JIBOMHBIX» TETEPO3UTOT, CTPalaolIuX
oaHoBpemeHHo |l tumom runepaunonporennemun u CI'XC. MoHHOOOMEHHBIE
CMOJIbI BBI3BIBAIOT OOOCTPEHUE THMNEPTPUIITHLEPUAECMHUH, TOITOMY HUX CIIETYyeT

n30erare.

IlepBuuHasi runNepTPUrIMLEPHIEMHUS
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CemeiiHas runepTpuriuiepuaeMus Hadmonaercs y O6onpHoro IV umum V Tuma

THIICPJIUIIONIPOTCUHEMHHU.

IV Tun ceMeiiHOil TrUNepJIUNONPOTEMHEMHHN XapaKTEPHU3yeTCsl YMEpPEHHON
TUIEPTPUTIIHLIEpUAEMUEN u3-3a moBbllieHHOro coaepxkanus JIIIOHIL.YacTora
BcTpeuaemoctu coctanisier 0,2-0,3%. Cpennue 3HaueHHs OOIIETO XOJIECTEpUHA U
TPUTIIMLEPUAOB KoieOmoTcs B mpenenax oT 6,2 u 3,0 Mmonb/1. XapaKkTepHbIX

KIIMHAYECKUX MPU3HAKOB WM OMOXUMUYECKHX TTOKa3aTesield He 0OHApYKEHO.

JleueHne HampaBiIeHO Ha COOJIOACHHE MOAU(PHUIMPOBAHHOM >KUPOBOW TUETHI,
HOpMaJM3alUI0 Beca, OrPaHUYECHHE caxapa, HM30bITKA aJKOTOJIsd, PaCUIMpPEHUs
¢uznyeckux Harpy3ok. Eciu 3Tu MeTonbl HE JarOT pe3yJbTaToB, JIEKAPCTBEHHAsS
Tepanusl MpeJCTaBiIeHa Ha3HAYeHUEM (PUOpAaTOB WM MPENapaTOB HUKOTHHOBOU
KucIOoThl. OpHako, Ha3HaueHHEe (PUOpPATOB MHOTJA MPUBOJUT K MOBBIIIECHUIO

JIITHIL.

V THD ceMeliHOW TIUNEPJMNONPOTEHHEMUH — 3TO PEIKO BCTPEUaOIIeecs
HapyieHue, umeeT depThl Kak |V tak u | tuna ['JIII. Hanuuue moBbIIEHHOTO
ypoBHs JIIIOHII #u XWJIOMHUKPOH SBJISETCS XapaKTepHOM OCOOEHHOCTHIO
3a0oneBanusi. CxonHoUW uepToi ¢ | TUIIOM SIBIAETCS CKIOHHOCTH K MPHUCTYIaM
O0onell B JKMBOTE€  BCJEACTBUE pPa3BUTHsSI OCTPOro maHkpearuta. llankpeatut
pPa3BUBACTCS BCJIEACTBUE THUAPOIN3A TPUTIIMLEPUIOB MOJ JEUCTBUEM JIHUIA3bI
MOJIKENTyIOYHON >kemne3bl U BbicBoOOkIeHneM CXKK, mpuBomsmux K MECTHOMY
MOBPEXKICHUIO kKeJe3bl. [IoBTOpHBIE MPUCTYNBI HEPEAKO MPUBOASAT B PA3BUTHIO
XPOHUYECKON MAaHKPEATUUYECKOW HEIOCTATOUYHOCTH. XapaKTEPHBIMU CHUMITOMAMH
ABJISIFOTCS. OPYNTUBHBIE KCAHTOMBI, HEIEPEHOCUMOCTD TJIFOKO3bI, TUIIEPYPUKEMHS,
JUTIEMHST COCYJIOB CETYaTKH, CUMIITOMBI nepudeprudeckoi HelponaTud Ha (oHe
nedunurta JINBIL. ¥V aurp cpeanero u moxxuiioro Bozpacta. OXUpeHUe U mpueM
aJKOTOJsl  YCWIMBAeT  NPOSIBIICHUA  TUNEPTPUIIMUEpUAEMUU. [ JTaBHBIM
OCJIO)KHEHHUEM SIBJISIETCSI OCTPBIM MaHKpeaTUT. TshKenas TUNEePTPUTIULEPUIEMUS

pa3BUBAETCS IPU ypOBHE TpurimiepuoB Boime 11,2 mmons/m (1000 mr/mn).

Benymieit 3agadeii sBiseTcS KOPPEKIUs TakKux (aKTOpPOB, KaK SCTPOTEHBI

U aJKOTOJb, TOJJEPKaHUE YPOBHS TpUTIMIIEpUA0B HIbke 20 mMonb/i. [lepeBos
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MalKreHTa Ha JUETy C HU3KUM cojiepkaHueM xupa (< 50 r B IeHb) ISl CHUKEHUS
XWJIOMHUKPOHEMUH MHOI/IA NPUBOAUT K noBbllieHHOMY cuHTe3y JIIIOHII. [Ipuem
TOPMOH3aMECTUTEIIBHOM TEpanuyu y MYXYMH W JKCHIIWH YCHJIMBAECT JIUIIOJIU3.
[TpemapaTom BbIOOpaA SBISAIOTCA OMera-3 KHpHbIe KUCIOTHI, pubpatsl. [IpemapaTs

HUKOTHHOBOW KHUCJIOTHI W/miu reMpuOpo3un HedPPEeKTUBHBI.
IlepuoguyHOCTH HADJIIOAEHUS

bonsubie ¢ CI'XC B nmepuon nojadopa Tepanuu JA0HKHBI HAOIIOAAThCSA Y Bpada B
TEUYEHHUE MepBOTO moiayroaus 1 pa3 B 2 mecsiia, B MOCIEIYIONIEM ¢ HHTEpBAIOM |
pa3 B 3-6 MmecsueB, B 3aBUCUMOCTH OT TOTO, HACKOJIbKO aJ€KBATHO YJAeTcs
KOHTPOJMPOBAaTh YPOBHU JTUTHAOB. [1o Mepe Tor kKak cocTossHHE OOJBHOTO M €T0
JUNUAHBIA  NpOoQUiIb CTAOMIM3UPYIOTCS, OOJBHOTO MOXHO MpUIrJaliaTh B
MOJIMKJIMHUKY ~OAWH pa3 B MOJroja. BaKHBIM acneKkToOM TaKoro HaOJIOACHUS
SBIIICTCSL OIICHKAa mpoduias Oe30MacHOCTH MPOBOJAMMON Tepanuu,  KOoTopas
y4uThIBa€T ypoBHU TedeHouHbIX (epmeHToB — ACT, AJIT u MbIIeUHbIX
dbepmenToB (K®K). BoipHOMY Takke PEKOMEHIyeTCsS HEMEJICHHO COOOIaTh
Bpady 000 BCeX HEOOBIYHBIX M3MEHEHHUSX B CBOEM COCTOSHHW, B YaCTHOCTH, O
HEMOTUBUPOBAHHOM MBIIIEYHOU CJIa00CTH, OOJISIX B MBIIIIAX, TOTEMHEHHE I[BETa
Moun. CoOmrofieHne ATUX TIPABWJI IMOMOXXET H3MEHUTHh CEPbE3HBIX IMOOOYHBIX
b dexToB (MHOTIATHH, paOJOMHOIU3), KOTOPHIE BO3MOKHBI MPU TIPUEME BBICOKHUX

no3 cratuhoB (1,5).

Cnucok qureparypbl
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5. Poccuiickue pekoOMeHJalMu TI0 JMArHOCTHKE U JICYCHHUI0 CeMEeWHOU

TUIEPXO0JIECTEPUHEMUN. KYpH. ATepockiepo3 u auciunuaeMuu No 4,

ctp.21 - 29
Coxpaienus
Ano A —anoJIMnonpoTenH
Ano B —anosunonporeun B
Ano E- anosiunonporeun E
I'JIII — runepaunuaeMust
I'MI'-KoA - B-ruapokcu-p-MeTHITTIOTapUI-KOSH3UM A
NBC — umemuueckast 00J1€3Hb cepla
K®K — kpearundochoknHaza
JIIIBII — mMnonpoTenHbl BEICOKOW IIJIOTHOCTH
JIITHII — nunonpoTenHbl HU3KOW INIOTHOCTU
JITIOHIT — nunonpoTenHbl OY€Hb HU3KOM MIIOTHOCTH
JIIIIII — nurmonpoTenHBI NPOMEKYTOYHOU TNIOTHOCTH
OX — o6mmii xosiecTepuH
CI'XC — cemeliHas TUIIEPXO0JIECTEPUHEMUS

XC-JIIIBII — xonecTepuH TMIONPOTEUHOB BBICOKOM IIJIOTHOCTH
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