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WHHOBALIMOHHBIE TEXHOJIOMY ANATHOCTUKU
U NIEYEHUSA SKCTPEMAJIbHbIX CEMEUHbIX
TMNEPXOJIECTEPUHEMUA

INNOVATIVE TECHNOLOGIES IN DIAGNOSIS AND TREATMENT
OF EXTREME FAMILIAL HYPERCHOLESTEROLEMIA
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Pre0y BO «Camapckuii rocyaapCTBEHHbIN MEAULIMHCKNI
yHuBepcuteT» MuHsppasa Poccum

B craTbe oTpaxkeHa MeAUIIMHCKAS M COLIMATbHASI 3HAUMMOCTh
SKCTPEeMAaTbHBIX CEMENHBIX runepxonectepuHemuii. [1pencras-
JIEHBI TPUHLUTIBI, ”HHOBALIMOHHBIE TEXHOJIOTUU U JITOPUTM UX
MATHOCTWKY, BepuPUKalu AMarHo3a, pucK-crparudukanum
MAlLMEHTOB U ONTUMU3ALUU TPUMEHEHUS arPECCUBHON KOM-
OMHUPOBAHHOU TUITOJUNUAEMUIECKOM (papMakoTepanuu 1
MPEe3NOHHOCTD TTOKAa3aHUii K ma3Macdepe3y u ero 6e3ab-
TEPHATUBHOCTbD.

Knro4yeBble cnoBa: ceMeiiHble TUIIEPX0JIEeCTEPUHEMHH,
CKPUHMHT, pUCK-CTpaTU(UKALIMS, CTATUHBI, I1a3Madepes.

m BBEJIEHUE

Poccuiickoit @enepaiiy OT CepaecuHO-COCYIUCTIX

3a6oneBanmii (CC3) ymupaet 57% Hacenenns. CC3
3aHUMAIOT BEAYIIYIO TTO3ULIMIO CPEIU MIPUIMH FOCIIMTAIIM -
3alMii M TOTEPh TPYAOCIOCOOHOCTH HaceseHus Poccuu.
B 2012 1. koa(PULIMEHT CMEPTHOCTHU (YMCJIO YMEPIUX Ha
100 TeIC. Hacenenus ) or CC3 B Poccum coctaBun 729,3 [1].
B 10 xe BpeMs B pa3BUTHIX €BPOIIEICKUX CTpaHaX OH B
3-4 paza Huxke [2]. CeMeiiHasi TUIIEPXOJECTEPUHEMUS
(CI'XC) — ogHO U3 caMbIX pacIpOCTPaHEHHBIX HACEd -
CTBEHHBIX 3a00JIeBaHUII B MUPE, CBI3aHHBIX C TeHETHYE -
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The article reveals medical and social relevance of
extreme familial hypercholesterolemia. It presents
the main principles, innovative technologies and an
algorithm of diagnosis, diagnostic verification, risk
stratification of patients and optimization of the use of
aggressive combined cholesterol-lowering drug treatment
and precision of indications for plasma exchange and the
lack of options.
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CKMM AedEeKTOM pelLenTOPOB K JUIIONPOTeMHAM HU3KOM
miotHocTu (JITTH). CI'XC B ¢B$134 ¢ NOBBILLIEHHBIM YPOB-
HEM XOJIeCTepHHA JUIIOIPOTEMHOB HU3KOM TI0THOCTU (XC
JIHIT) Ha mpoTs>kKeHUM BCeil KU3HU SBJIsIeTCsl HauboJiee
YacTOi reHeTUYeCKOl MPUYMHOMN paHHETO U MpexXaeBpe-
MEHHOTO0 pa3BUTHUS UllieMruuecKoit 6one3nu cepaua (MBC),
BKJIIOYast MH(GAPKT MUOKapaa u cteHokapauio [3, 4]. I1pu
5TOM I10 JaHHBIM BceMupHOI opraHu3alu 3ApaBooxXpa-
HeHus cMepTHOCTh OT CI'’XC 10 cux mop CTOUT Ha ITepBOM
MecTe, HECMOTPS Ha TPUMEHEHUE TOCTAaTOYHO BBICOKOI(D-
(beKTUBHBIX IIpenapaToB, TAKUX KaK CTaTUHbI, (GDUOpaThl, U
JIPYTUX arpeCCUBHBIX BMEIIATEIbCTB.
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1o HaCTOSIIIEro BpeMeHU MPSIMOIA OLIEHKHU pacIpocTpa-
HéHHocTu CI'XC B HecelleKTUBHOI BHIOOpPKE U3 00LIeH
nonyJassuuu He poBoauiock. ITo naHHbIM KoneHrareH-
CKOTO MCCJICIOBAHMST B HECEJICKTUBHOI BRIOOPKE €BPOIIEHi-
ckoit oomieit nomyssiuu (Copenhagen General Population
Study) muardos «rereposurorHast popma CI'XC» (reCI'XC)
no kputepussMm DLCN (Dutch Lipid Clinic Network — Hu-
JepJlaHaCKasl CeTh JTUITUIHBIX KIMHUK) ObLI ITOCTaBJICH Y
69016 yyactHukoB [5]. PacripoctpanéaHocts CI'XC, kiac-
cuduIIMpoBaHHAas KaK MOATBEPXKAEHHAS WX BepOsITHAs
(> 5 6amnos o kputepusMm DLCN), B 11eJjoM cocTtaBuiia
okoJio 1/200 [5] v Gbl1a corocTaBUMa Y KEHIIMH U MYKUNH
moJoxke 60 jeT. B To ke BpeMs B Bo3pacTe crapire 60 et
YUCJIO0 KEHITUH, OTHOCHBIIMXCS K 3TOM KaTeTOpHH, TIpe-
BBIIIAJIO YUCJIO MY>KYMH. AHAJIOTMYHAsI KapTUHA Ha0JII0-
Jajach U B UCCJICAOBAHUHU T10 M3YYEHUIO PaCIpOoCTpaHEH-
HOCTH JAHHOTO COCTOSSHMSI B BemkoopuTanum [6].

Ecnu skcTpanoapoBaTh IToKa3aTeId PaCIpOCTPaHEH -
HOCTH B pa3JIMYHbIX cTpaHax ot 1/500 go 1/200, To yucio
Jqui ¢ CI'XC Bo BcéM Mupe coctaBuT oT 14 1o 34 mui-
JIMOHOB YejIoBeK. B To ke BpeMs B OTHEeIbHBIX CYOIOIy-
JISILUSIX pacIpoOCTPaHEHHOCTD ellI€ BbIllle [4]. DTu JaHHbIE
yOenuTeIbHO CBUACTEIBCTBYIOT O YpE3BbIYaiiHO HU3KOI
nuarHoctuke CI'XC B 6osbminHCTBe cTpaH. B Poccun
pacuetHas yuciaeHHocTh CI'XC cocraBisieT 0ko10 300 ThI-
CSIY TeTepO3UTOT U Npubau3uTeabHo 140-150 roMo3uror.
BeposiTHOCTD BhIsSIBJICHUS 1e(HEKTHOIO reHa y POJICTBEH-
HUKOB TIEPBOi JTMHUU (POIUTENIN, I€TH, OpaThsl, CECTPHI)
6onbHOro CI'XC cocrabisgeT 50%, 4TO CONPOBOXKIAETCS
JIOCTaTOYHO BBICOKOI pacIpOCTpaHEHHOCThIO 3a00JIeBaHUS
B obweit monyasauuu 1:200 — 1:500. B oTaenbHbIX MOITY-
Jsuusx pacrpoctpaHeHHocTs CI'XC B 8 pa3 Bhillle, 4YeM B
ob1eit nonynssuuu: y ppaHko-kaHaaues — 1:270, cpenu
JuBaHLeB — 1:170, Ha repputopuu CeBepHoit AQpuku —
1:100, B YyaCTHOCTH y eBpeeB allikeHasu [4].

VY nauueHtoB ¢ reCI'XC ¢ ypoBHeM o0I11ero
xosiectepuHa(OXC) B nuana3zoHe 8—15 mmonb/a (310-
580 Mr/n) mpu OTCYTCTBUM JIeUEHUS B pe3ysbTaTe Io-
JKM3HEHHOI 3KCcno3uLuu runepxojecrepuHemun (I'XC)
MDBC, kak nipaBujio, pa3BUBAETCsl y My>KUMH 10 55 IeT U 'y
>XKeHIIMH 60-1eTHero Bo3pacTa. [1o3ToMy ITpu BBISIBICHUT
reCI'’XC nauueHThl 1OJKHBI TTOAy4YaTh JeUeHUe JUITUI-
CHIZKAIOLIMMU TIperapaTaMu s 3aMeUICHUsT pa3BUTHS
aTtepockJjieposa u npopunaktuku pa3sutus UBC [7]. ¥
nauueHToB ¢ roMmo3uroTHoit popmoit CI'’XC(roCI'XC) u
ypoBHeM OXC B nuanasone 12-30 MMosnb/i (460-1160 mr/
n1) UBC, xak npaBuio, pa3BUBaeTCs B 00jiee MOJIOIOM
BO3pacTe, ¥ HeJIeUeHbIE MallMEHThl YMUPAIOT 10 JOCTHIKE -
Hus 20-netus. [To jTaHHBIM aHTJIMACKOTO perucTpa 00Jb-
Hbeie CI'’XC B Bo3pacte 20-39 net umeror 100-kpaTHOE
yBeJIMYEHUE PUCKA CMEPTU OT KOPOHAPHBIX COOBITUI 1
okoJio 10-KpaTHOTO yBeJIMUEHUS OOIIeil CMEPTHOCTHU 10
CpPaBHEHUIO C OOIIIEi ITOITYyJISILIUEHA.

CylIecTBYIOT IBa MOAX0/a K OMpeneeHIUI0 O0JbHBIX
CI'XC: ucnonb3oBaHMe KIMHUYECKOTO DEeHOTHUIIA, TO
€CTh IIPU3HAKOB, ONPEICIISTIONINXCS BEIPAXKEHHOCTBIO U
JTUTENbHOCTHIO aKcno3uuu I'’XC, uiy reHoTura, Korna
HEKOTOpbIe MyTallMM OMpPEAesIOT PUCK Pa3BUTUS UIlIE-
MUYECKMX OCJIOXHEHUI ¥ OTBET OpraHM3Ma Ha HaJIu4ue
MOBBIIIEHHOTO YPOBHS X0JlecTeprHa. B HacTosIee Bpe-
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Mt st auarHoctuku CI'XC ucnonb3yroTes ciaeayolme
KPUTEPUM:

1. Tortanackue (DLCNC — Dutch Lipid Clinic Network
Criteria), cormacHo KoTopbiM auarHo3 CI'’XC MoXeT ObITb
onpeaesIeHHbIM, BEPOSITHBIM U BO3MOXHBIM [8];

2. Bputanckue (Simon Broome Registry) [6].

B ocHOBe rojuiaHACKUX ¥ OpUTAHCKUX KPUTEPUEB JIeKaT
KIMHUYECKUEe DEeHOTUITNYECKUE, COOCTBEHHBIE M CeMeii-
HbIe aHAMHECTHYECKME JaHHBIC, a TAKXKe TeHETUYECKME
(baxKTopHhI.

3. AmepukaHckue (MEDPED — Make Early Diagnosis
to Prevent Early Deaths) [9]. ITo aTuM KpuTepusiM 1arHo3
CI'XC MOKeT ObITh OIpeAeIeHHbIM, TIPEATIONI0XKUTETbHBIM
U BO3MOXKHBIM.

4. SImoHCcKKMe KpUTEPUHM MCIIOJIb3YIOT B KAYECTBE ITOPO-
rooro ypoeHb XC JIHII >4,7 MmMoJib/1 B onipeneeHHOI
TIOITYJISILIMY Y JOTYCKAIOT UCITOIb30BaHUE METOOB PEHT-
TeHOJMArHOCTUKY KCAaHTOM axujioBa cyxoxwius [10].

Hcropuuecku nuarHos re CI'XC ObLT (peHOTUTTHMYECKUM
U cyry0o KanHu4YecKuM. I1pu 3ToM BBISIBJSUTUCH (DEHOTH-
IIbl, XapaKTepH30BaBIIMeCs HanboJjIee TSKEIBIMU TIPOSIB-
JIEHUSIMU, TAKUMMU KakK paHHee pa3Butue MBC, oTsaroiméH-
HbIl ceMmeliHbIi aHaMHe3 110 UBC, Hainuue cyXoKUJIbHBIX
KCaHTOM, M P€3KO BbIPaK€HHBIM ITOBbIILIEHUEM ypoBHS XC
JIHIT[3]. ITpu reHeTMYECKOM TUITMPOBAHUM TALIEHTOB C
CI'XC BBISIBISIIOT TeHETUUECKUE TPUUMHBI pa3BUTUSI 3200~
JieBaHus B BuAe MyTalu reHoB petientopoB JIHIT, APOB,
PCSK9 u LDLRAP. I1pu 3TOM reTepo3uroTHbie MyTaluu
peuenropoB JIHIT, APOB u PCSK9 Bctpeuatorcsiy >90%,
~5% v ~1% nu1 ¢ reCI'’XC coOTBETCTBEHHO, ¥ KOTOPBIX
yIa€Tcs BBISIBUTH CBSI3b C KOHKPETHOM MyTauueli [4]. Pac-
MPOCTPaHEHHOCTh MyTallMil 3aBUCHUT OT 3THUYECKUX OCO-
OEHHOCTEM U KOHKPETHOIO TeorpacM4ecKoro peruoHa.
B 10 ke Bpems ipumepHO B 10-40% cirydaeB (B 3aBUCH-
MOCTH OT WCIIOJIb3yeMbIX KPUTEPHEB) KIMHUIECKUIA qra-
rHo3 CI'’XC He comnpoBOXIaeTcs HATMYMEM BbISIBJISIEMON
MyTallMu, KOTopasi SIBJIsIach Obl TPUYKMHOI 3200 1eBaHYS.
IIpu atoM puarHo3 CI'’XC cTtaBUTCS KIMHUYECKU O€3 1ua-
rHoctupoBaHHoM myTauuu [11, 12]. [Tpuuunoit roCI'’XC
SIBJISIIOTCSI TOMO3UTOTHBIE WJIM, Yallle, KOMIICKCHBIC reTe-
PO3UTOTHBIE MyTalllM, 3aTParvBaoIIMe TeHbI PELICIITOPOB
JIHIT unu ARH[13]. B HeKOTOpbBIX peaKuX CIydasix pedb
HUIET O TaK Ha3bIBAEMOM «IBOMHON IeTepO3UTOTHOCTU»,
YTO O3HAYaeT HAJIMYME MyTalluii cpa3y B IBYX M3 YETHIPEX
BBIIIETIEPEYMCICHHBIX TeHaX. DTO OOBIYHO MPUBOIUT K
MMPOMEXYTOYHOMY (PEHOTUITY MEXKIY TeTepO3UTOTHOM 1
romo3urotHoit popmamu CI'’XC.

Pe3yibraThl KacKaTHOrO TeHETUYECKOIO CKPMHUHTA Y
JIu1L ¢ MyTauueit, spasiiomeiicst npuunHoit CI'XC, moka-
3aJId, YTO, XOTS B CPEAHEM Y POJACTBEHHUKOB C HAJIMYMEM
Tolt e myTtauuu cpeagHue ypoauu XC JIHII B aBa pasa
BBILIIE 110 CPAaBHEHMIO C POJACTBEHHUKAMM 0e3 IMOA00HOM
MyTalluy, BCE Xe CYIIeCTBEHHAs H0JisI pOACTBEHHUKOB
nmeet ypoBeHb JIHIT Huzke moporoBoro [jis MOCTaHOBKU
KJIMHMYecKoro nuaryHo3a [12, 14-16]. [TosTroMy oHM UMEIOT
reHeTuuyeckuii auarHo3 CI'’XC, Ho He KiIMHuYecKkuii [12].
Bo3MOXHO, 3TH JIMIIa MOTYT 0Ka3aThCsl HOCUTEIISIMU IPY-
rUX 0JIArONPUSTHBIX TEHOB U/MJIM OHU MOTYT BECTU 00pa3
>KU3HU, YMEHBIIAIOIINIA BO3ACICTBIE IIOA00HOM MyTaLIMH.
B T0 ke BpeMs B CBSI3M C IMOXU3HEHHBIM MOBBIIIEHUEM
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ypoBHsI XC JIHIT um BcE€ ke cienyeT MpeaoXUTh aaeK-
BaTHYIO TUIIOJUIIUIEMHUYECKYIO TEPAITUIO, TT0O3BOJISIONIYIO
JIIOCTUTHYTH LieneBbix 3HaueHuit XC JIHTI[17].

ITpakTryeckoro Bpaya mpexiae BCero MHTepeCyeT BO-
IPOC: Y KOTO IIPOBOIUTH CKPUHUHT C 11€JIbI0 BBISIBJICHUS
qun ¢ CI'’XC? ITpobaHaoB (MHAEKCHBIE Cllyyau, TpeOyro-
11e TajJbHEUIIero oocaeI0BaHusI) HeOOXOIMMO IUarHo-
CTUPOBATh COIJIACHO CIEMYIOIIUM KpuTepusm [17]:

— OXC =8 mMoub/a (2310 Mr/mj1) y JaHHOTO B3pOC-
JIOTO UJIU Y B3pocaoro(bix) wieHa(oB) ceMbU (JIMOO BhILLE
95-ro NpOLEHTUS 11 COOTBETCTBYIOIETO BOo3pacTa 1
T10J1a B KOHKPETHOI CTpaHe);

— panHee pa3putue MBC y naHHOTO MHAMBUAYYMA WU
y ujeHa(0B) CEMbU;

— CYXOXWIbHBIE KCAHTOMBI Y TaHHOTO UHIUBUIYyYMa
WM Y 4ieHa(OB) CEMbU;

— paHHSIs BHe3amHas cepieuyHas CMepTh Y WieHa ce-
MBbH.

KimHunuecku Hanbosiee BEICOKA BEPOSITHOCTD BBISIBIIC-
Hust CI'’XC y 1111 co 3HaYUTEbHO MOBBIILIEHHBIM YPOBHEM
xosiecteprHa JIHII, HanuunueM CyXOXMIbHBIX KCAHTOM
/WM B ciaydae paHHero passutust MBC y koro-nmm6o n3
yjeHOB ceMbH [11]. I1pu BeposTHOI Wiy MOATBEPXKAEH-
Hoit CI'XC cieayeT MpoBECTU MOCTPOSHUE POAOCIOBHOM
U KaCcKaJHbIN CKPUHUHT 4jJeHOB cembH [17]. ¥ npobaHaa
HEO0XOIMMO 00CIeI0BaTh OMOJIOIMYECKMX POACTBEHHM -
KOB II€pBOii CTENIEHU POJACTBA, T.€. POAUTENIei, CUOCOB 1
JieTeil 1 OMOJIOTrMYeCKUX POJACTBEHHUKOB BTOPOIi CTEIIEHU
poacTsa (3To 6abyIIKU 1 AeAYLIKHY, BHYKU U BHYYKU, TSIAN
U TETH, TUIEMSIHHUIIBI U TIEMSTHHUKHM, 8 TAaKKe TBOIOPOI-
Hble OpaThbs 1 cécTphl). [Tpu aToM «paHHee pazsutue UBC»
onpenensiercsa Kak pazsutue MBC no 55 j1eT y My>XuuH 1
110 60 JIeT y XKeHIIWH Cpeay POJCTBEHHUKOB IIEPBOM CTe-
IIEHU POJLCTBA, B TO BPEM: KaK Ul POACTBEHHUKOB BTOPOM
CTETICHU POACTBA COOTBETCTBYIOIIME IOPOrOBbIC 3HAYCHUS
omnpenensitorcs kak 50 u 55 net [17].

Crenyetr 0co60 MOMYEPKHYTh, YTO IS TTAIMEHTOB C
CI'XC Takue MeToabl KOJIUYECTBEHHON OLIEHKU MPOTHO-
cTuueckoro pucka, Kak EBponeiickas Mmogenb SCORE unu
paspabotanHas B CIIIA ®dpamuHTeMcKas IIKaja pucKa,
HeMpHeMJIEMBI. DTO 00YCJIOBJIEHO TeM, 4TO 110 (paKTy qua-
rHo3a CI'XC «anpuopu» UX pUCK CyIIECTBEHHO BHILIE B
CBSI3U C MOXXW3HEHHOI 9KCITO3UIIME TOBBIIIEHHOTO YPOB-
Hsa XC JIHII. OgHako BHe 3aBUCMMOCTHU OT TOTO, 110 KAKUM
KpuTepusM noctasieH auarHo3 CI'’XC — o ¢peHOTUITYE-
CKUM WJIM HA OCHOBaHUM OOHApPYKEHUS STUOJOTUIESCKOM
MyTaluu, — He 'y Bcex Jiuil ¢ CI'XC B o1MHaKOBOI CTENEeHU
paszBuBaetcs arepockiiepo3 1 UBC. Tak, y myxuuH ¢ CI'’XC
HUDBC pa3BuBaeTcs paHblile, yeM y KeHIIuH. [Tpu atom,
Kak u B apyrux ciydasx MBC [18], cBoit ocHOBHOI BKJ1an
B €€ pa3BuTHe MoMuMo noBbiteHus ypoBHs XC JIHIT BHo-
CAT MHBIE (PAKTOPHI pUCKa, YTO OINpeAe/sieT KPpUTUIECKYIO
BaXXHOCTh KOJMYECTBEHHOTO MoACYETa (DaKTOPOB pUCKa
1151 oueHKM BepositHocTy pa3Butus UBC [19]. ITpu aTom
XOPOIIIO U3BECTHBIMU (DAKTOPAMM PHICKA SIBJISIIOTCS apTe-
puyajbHas TUIIEPTeH3UsI, KypeHKe, CaxapHblid 11a0eT, BbI-
COKHe€ YPOBHU Tpuriauiepuaon/Huskue yposuu XC JIBIT
u ap.[20]. CnegyeT OTMETUTD, YTO U3 TOTOJHUTEIbHBIX
(hakTOpOB pUCKa y NAIMEHTOB C KIMHUYECKUM UAarHO30M
reTepO3UTrOTHON uau romo3urotHoit ¢opmel CI'’XC mo-
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JKET OBITh 3HAYMMO ITOBBIIICH YPOBEHb JIUIIONPOTEHHA(a)
[JIrr(a)] [21]. [ToBbieHue JIn(a) siBasieTcsl BAXKHBIM U 10-
CTaTOYHO arpeCCUBHBIM CEPACYHO-COCYIUCTHIM (haKTOPOM
pucka rnmpu CI'’XC, KOTOpbIii clieAyeT yYuThIBaTh IIPU CTpa-
TUUKALUY pUCKA Y MALMEHTOB U UX JeyeHuu [22].

JlaHHBIE TOKa3aTeIbHON MEIUIIMHBI CBUACTEIBCTBY-
10T, 4T0, mockoJibky npu CI'XC nosbimenne XC JIHIT
sIBJIsieTCSl HauboJjiee CYIEeCTBEHHOM U TOMUHUPYIOIIEi
MOXU3HEeHHO npobjemoii, umeHHO MBC yale Bcero siB-
JII€TCsS OCHOBHBIM, HO HE €IMHCTBEHHBIM IPOSIBJICHUEM 1
ocinoxHeHueMm CI'’XC. BenenctBue CTORKO MOBBILIEHHOTO
ypoBHs1 XC JIHII 6onbHble CI'XC noru6aroT npexaeBpe-
MenHo oT UBC [23]. B Poccuiickoit ®enepaunu cpean
MPUYMH CePAeYHO-COCYIUCTOM CMEPTHOCTH Ha TIEPBOM
Mecte ctouT MBC (397 cayvaes Ha 100 ThIC. yen0BeK, WU
53%), Ha BTOpoM — LiepeOpoBacKyIsipHast 60e3Hb (233
cayyas Ha 100 TeIc. yenmoBekK, uau 31%) [24]. ¥V Bcex auig
¢ CI'XC crapiue 40 jeT, He TTOJy4YaloluX aaeKBaTHOTO
JneyeHms1, puck passutusi MbC u cepaedHo-cocyaucThiX
OCJIOXHEHMI CIIeyeT CUUTaTh OUE€Hb BBICOKHM, ITOCKOJIb-
Ky ypoBHU XC JIHIT y HUX MOBBILIEHBI C MOMEHTA POXK-
neHus [25].

Hcxons u3 atoro, pa3paboTaHa KOHLEIIIHS KyMYJISITUB-
Horo 6pemeHu XC JIHTI, corytacHO KOTOpO¥i TSl CHUXKEHUST
noxusHeHHoi akcno3uuuu I'XC y mauuentoB ¢ CI'XC
BaXXHO paHHee Havaso jeyeHus. Tak, s 55-jeTHero ye-
noBeka 6e3 CI'’XC kymynstuBHoe opemst XC JIHII, nocta-
TouHoe st pazButus MBC, Kak mpaBuiio, COOTBETCTBYET
ypoBHio XC JIHIT 160 mmosnb/i [26, 27]. B To ke Bpemst Iipu
Hanuuuu reCI'’XC nanHoe kymyasaTuBHoe opemst XCJIITT
IIPY OTCYTCTBUU JICUEHUST TOCTUTAETCS K 35-JIeTHEMY BO3-
pacTy, a B cllydae Hauajia jedeHus ¢ 18 jet — K 48 rogam,
U B ciiydyae Hadana jedeHus ¢ 10 jget — k 53 rogam. Ilpu
roCI'’XC paHHBII MOPOrOBHIN YPOBEHb MPU OTCYTCTBUU
JIeUeHUs JOCTUTaeTcs yxke K 12,5 rogam xxusnu [17].

W3BecTHO, uTo y 1ul ¢ CI'XC cepaeyHO-CcOCYyaUCThIi
DPUCK B CpE€IHEM BBICOKMIA, HO IIPX 3TOM OH BapbUpYeT B
JIOCTATOYHO IIMPOKOM JIWara3oHe, YTO TOBOPUT O 1iejIe-
CO00Pa3HOCTU MPOBEACHUS MCCISIOBAaHUM, TTO3BOJISIIO-
IIUX BBISIBUTD aT€POCKIEPOTUICCKUE UBMEHEHUS Y JIUI C
oeccumnToMHbIM TedyeHUeM CI'XC, n11ubo npu HesiCHOM
ceMmeiitHOM aHaMmHe3e. Y mauueHToB ¢ roCI'XC u y nuii ¢ eé
reTepO3UTrOTHOM (hOPMOIi ¢ MOBbILLIEHHBIM YpoBHeM JIm(a)
BM3yaJM3allMOHHBIE UCCIIETOBAHMUS TTO3BOJISIIOT BBISIBUTh
MopdobyHKIIMOHAbHbIE HAPYIIIEHUS, PEMOAEIUPOBaHUE
Kamep cepilia, nepdy3uio Muokapaa, KajJbluduKauo
aopTaJIbHOTO KJalaHa U CTeHO3 YCThsI aopThI [28].

VY muu ¢ CI'XC, oTHOCSIIMXCS K KATETOPUU OYEHb Bbl-
COKOTO PUCKa, CJIEAYeT PACCMOTPETh BOIIPOC O IMATHOCTUKE
6eCCUMITTOMHOIO KOPOHAPHOTO aTePOCKIIEp03a 1 ITPOBe/Ie-
Huu HarpyzouHoro DKI Tecta, cTpecc-axokapauorpaduu,
KOJIMYECTBEHHON OLIEHKM KOpoHapHoro kanabliusg u KT-
anruorpacduu. Hekotopbsimu [29, 30], Ho He BceMu [31] py-
KOBOJICTBAaMM JOTOTHUTEILHO ITOAYEPKUBAETCS] 3HAYMMOCTD
HEWHBa3UBHBIX METOAMK BU3yaIM3alliy aTePOCKIIepo3a It
o0cnenoBaHus 1 BeneHus il ¢ 6eccumntomHon CI'XC.

Hawub6onee 1ieiecoodpa3HbIM U 3KOHOMUYECKU 3 dek-
TUBHBIM TTOAXOIOM K BBISIBJIEHMIO HOBBIX ciiyyaeB CI'XC
SIBJISIETCST KACKAIHbBI CKPUHUHT WICHOB CEME N3BECTHBIX
1po6aH1oB. OH I0JKEeH ObITh CUCTEMaTHYECKMM, KOOPIH-
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HMPOBAThCS LIEHTPATM30BAHHO CIIEIMATM3MPOBAHHbBIM LIEH-
TPOM, a TaK3Ke BKJTIOYATh B Ce0s1 KaK KIIMHUYECKUE TaHHbIE,
M3MEPEHMeE JINITHAOB IJ1a3Mbl, TAK M TEHETMYECKIE aHAJI3bI.
Ecimi Hen3BeCTHO 0 HAIMYMK 3TUOJIOTMYECKOM MyTallY WA
HEBO3MOXHO BBIIIOJIHUTh TCHETUYECKUI aHAJIN3, TOITYCKa-
eTCs TIPOBeAcHNE CKPUHUHTA JIMIITh HA OCHOBaHMU (heHO-
TUMUYECKOM AMATHOCTUKHU Y JIMITUAHOTO CIEKTpa IJ1a3Mbl
KpoBu. C 3TUYECKOI TOUKM 3PEHUST, UCXOMS U3 ITPE3YMIILIII
0€30IMaCHOCTH IMalIMEeHTa 1 ero MpaBa Ha BOJICU3bsIBIICHUE,
U B CBSI3U C TEM, UYTO POAUTEIM HE BCEria MOTYT ObITh 1 OKa-
3aThCsl OMOJIOTMYECKUMU POJICTBEHHUKAMHU, ITPOBEICHUE
aHanzoB JIHK y nerei npencrapisieT coboii onpeaeaéHHYO
nunemMmy [32]. Kpome Toro, yuutbiBasi OTHOCUTEIBHO He-
ooubiyto gosto nomnysuuu ¢ CI'XC, HesIcHO, HACKOJIbKO
MTOIOOHBII ITOIXOJT OKAXKETCS ITPUEMIIEMBIM C IIPAKTUYECKOM
TOYKM 3peHUs. B To Xe BpeMst ero CTOMMOCTb MOXKET OKa-
3aThCSI CIMIIIKOM BBICOKOI C OO0JIBIIOM YaCTOTOM JIOXKHOITO-
JIOKUTEJIbHBIX PEe3YJIBTaTOB.

m JIEYEHUE

BaxHo ormeTuth, yTo CI'’XC — 3a00j1€eBaHUE C U3BECT-
HbIMU 1 3¢ HEKTUBHBIMM MeToIaMu JieueHust. [Toce ycra-
HOBJIEHUS JaHHOTO fuarHo3a 6osbHble ¢ CI'XC mokHbI
MOJIy4YaTh TUIIOJUIMAEMUIECKYIO TEPAIIUIO C IIeJIbIO 3a-
MEIJICHUST pa3BUTHUS aTePOCKIIEPO3a U €ro OCIOXKHEHUIA
[7] mo onpeneneHHomy anroputmy [31]. HazHaueHue cra-
THMHOB B MaKCHMaJIbHO TTIEPEHOCUMBIX J03aX MallueHTaM
CI'’XC B pamMKax MepBUYHON MPODUIAKTUKHN TTO3BOISIET
YAYYIIUTh MPOTHO3 3TUX NMalueHToB [7]. [Ipu aTOM Ha
doHe runoaunUAeMUIECKOM (hapMaKoTeparuu CTaTu -
HaMU PUCK CEPAEeYHO-COCYTUCTHIX OCIOXKHEHWM CHUXKA -
ercs Ha 50%, naxke HECMOTPS Ha HETOCTUXKEHUE LIeyIe-
Boro ypoBHs1 XC JIHII [33]. Mcxonst u3 3TOr0, CTaTUHBI
JOJIKHBI OBITh BKJIFOYEHBI B CITMCOK KM3HEHHO BaXKHBIX
cpencts B Tepanuu 601bHbIX ¢ CI'XC. [To aTnyeckum co-
00paXkeHUsIM He IIPOBEICHO HY OHOTO PaHAOMM3MPOBAH-
HOTO MCCJIEIOBaHMS, B KOTOPOM OBLIO OBl JOKYMEHTAIBHO
MOATBEPXKAECHO MPEBOCXOACTBO TUITOJUNMUAEMUYECKOMN
JIEKapCTBEHHOM Tepanyuy UMEHHO B ITOMYJISIIIMU JIUIL C
CI'XC. IlpennaraeMbie TepaneBTUUYECKUE LIEAU JIEUSHUS
OCHOBaHBI Ha pe3yJIbTaTaX KPYIMHBIX UCCICIOBAaHUMI T1-
MOJUMUACMUYECKOM Teparuu ¢ OIIEHKOI UCXOI0B Y JIUI]
0e3 CI'’XC [34], B KOTOpPBIX YCTAHOBJIEHO, YTO OCHOBHOM
TeparneBTUYCCKOI MUILIEHBIO Yy 3TUX MAIlMEHTOB SIBJISICT-
¢ XC JIHII. bonapiiioit MaccuB JaHHBIX JOKa3aTeJbHON
MEIULIMHBI, TPEICTaBICHHBIX MHOTOUMCIEHHBIMU PaH-
JTOMU3UPOBAHHBIMU KJIMHUYECKUMU UCCIEI0BAHUSIMU
M MeTaaHaJIu3aMu, yOeIUTEIbHO IIPOAEMOHCTPUPOBAI
BkJaa cHukeHus ypoBHs XC JIHII B ymeHblIeHUEe Ya-
ctoThl pa3Butust UbC u ob1ieit cMepTHOCTH y JIMLL 03
CI'XC (IA) [34,35]. ITonpoOHas uHbOpMaLMs IToJydyeHa
B UCCJIefOBaHUIX, MOCBAIEHHBIX TpobaeMe CI'XC, u
oTpakeHa B psiie UICTOYHUKOB [36]. B 11e;1oM 3111 Mccite-
JIOBaHUS TTO3BOJIMJIM YCTAHOBUTD, YTO YMEHbIIIEHUE KaK
CepIeYHO-COCYINCTOM, TaK 1 00IIell CMEPTHOCTU TIPO-
nopuuoHanbHo cTeneHu cHuxkeHuss XC JIHII. I1pu aTom
Ha KaXIplii 1 MMOJIb/J1 CHUXKEHMST JAaHHOTO MoKa3aTeist
S-JIETHSISI CepAeYHO-COCYAUCTast CMEPTHOCTh YMEHbIIIa-
ercs Ha 22%, a oO1iast — Ha 12% [34].

Hayka U MHHOBauUuuMnM B MeguunHe 4/2016

CraTuHBI — IpenapaThl IEPBOro BbIOOpa BCIAEACTBUE
00JIbIIOr0 00BEMA YOS IUTENbHBIX OOBEKTUBHBIX ITOKa3aTe-
JIe 0 CHIDKEHMM YaCTOThI 3HAYMMEBIX CEPICYHO-COCYIUCTHIX
OCJIOXKHEHUI NpU uX npuMeHeHuu [34, 35, 37]. Kpome Toro,
10 JaHHBIM HaOJTI0AaTEIbHBIX NCCIEI0BAaHUI TPUMEHEHUE
ctatrHoB y nanyeHToB ¢ CI'XC 11o3BoIMI0 CHU3UTh YaCTOTY
pasButust UBC [7, 38], BIJIOTh 10 TOTO, YTO B Cy4yae Ha-
yaya jgeyeHusi 1o pa3sutus MbC BerkuBaeMocTs 6e3 UBC
cTaja COrocTaBMMa ¢ TaAKOBOI B 0011Iei momy/siuu. Boli-
coK03((hEKTUBHBINM CTATUH B MAKCUMAJIbHOM 03¢ CIeayeT
Ha3HAYMTb MPU MEPBOM OOpaILIEHUU B3POCJIOro MalueHTa
CI'XC. Ipexnae Bcero, 310 aTopBacTaThH B 03¢ 80 MT, po-
3yBacTaTWH B 03¢ 40 MI WY NMUTAaBacTaTUH B J03¢ 4 MI. B
TO Xe BpeMsl CUMBacTaTUH B 103¢ 80 MI' KCIIOJIb30BaTh HE
cJiemyeT, YYUTbIBasi MOBBIIEHHBIN PUCK Pa3BUTUSI MUO3UTA
U pabaoMMOJIN3a Ha 3TOoM 103e. KIMHUUYECKY0 OLIEHKY 3¢~
(eKTUBHOCTHU 1 0€30MaCHOCTU PEKOMEHIYETCSI IPOBECTU
yepe3 4—6 HeesIb ITocjie Havyasla JIeUeHUsI.

B GonpmuHcTBe ciaydaeB y nanueHToB ¢ CI'’XC Tpe-
oyercs cHikenue XCJIHIT o kpaitHeit mepe Ha 50% oT
HUCcXonHoro. JlaHHbIe JoKa3aTeJbHON MEeIUIIMHBI ITOKa3a-
au, yto nipu CI'’XC 00s3aTeAbHBIM YCIOBUEM CHUXXKEHUS
COBOKYMHOTO MPYXXU3HEHHOI'O PUCKa OCJIOXHEHUM sSIB-
JnsieTcsl focTuxeHue LenaeBbix ypoBHein XC JIHIT B nu-
Hamuke [39]. OkcnepThl pykoBonctBa ESC/EAS (2011)
pexomeHaytoT nanueHTam ¢ CI'’XC cienyiolnue 1ieieBbie
ypoBHu XC JIHIT: y neteit <3,5 mmoub/a (<135 mr/mn),
y B3pocibix 6e3 MBC<2,5 mmomb/n (<100 mr/mn) [35], a
¢ UBbC wnu caxapHbiM guabetom <1,8 mMob/i (<70 Mr/
i) [35]. HecmoTpst Ha mpuMeHeHe MaKCHUMaJbHBIX 103
BBICOKO2(D(EKTUBHBIX CTATUHOB, Y MHOTUX IAILIUEHTOB C
CI'XC uenesble 3HaueHMs1 xoiectepuHa JITTHIT B ycnoBusix
MOHOTEpanuu He JOCTUTAIOTCSI.

VY nmauuenTtoB ¢ CI'’XC, pe3ucTeHTHOI K BBICOKOI(DDeK-
TUBHOMY CTaTUHY B MaKCUMaJIbHOI 103€, TOMOJIHUTEIbHO
Ha3HavyalTCs: 93¢TUMUO (MHTMOUTOP BCaChIBAHUSI XOJe-
CTE€pUHA), CEKBECTPAHT XKeTUHbIX KUCJIOT U adpepes JITTHII
WM MHHOBAIIMOHHBIE MperapaThl, CyIlIeCTBEHHO CHIXal0-
mue ypoeHb XC JIHIT (MunomepceH, JoMuTanug — oJ10-
opeHbl B CIIIA pist neyenust roCI'’XC — uiu 3Bo10KyMab u
nupokyMad). KomOrHaLus cTaTuHA ¢ 93¢ TUMUOOM TTO3BO-
JISET CHU3UTD YpoBeHb xosnecTeprna JITTHIT 1a 60—70%.

OnHako Mpu COBPEMEHHBIX MeTonax (apmakoTepa-
nuu goctuub LeaeBoro ypoBHs XC JIHIT upesBbiuaiiHo
cioxHo. B Tsoxénbix cnyvasx CI'’XC, conpoBoKAAIOLIMXCS
0YEHb BHICOKMM CEPAEYHO-COCYAMCTBIM PUCKOM, IPU Ha-
mnuuu UBC u ipu oueHb Beicokux ypoBHsax XC JIHII,
HECMOTpPS Ha MPOBOAMMYIO JIEKAapPCTBEHHYIO Tepaluio,
JIM0O BCJIEACTBME HEMEPEHOCHMOCTH CTaTUHOB, CIEAYeT
paccMOTpeTh BOMPOC O JOMOJTHUTEIbHOM IPOBEAECHUNU
adepesa JITTHII, koTopklii siBisieTcs 6e3aabTepHaTUBHBIM
BBICOKO3(D(PEKTUBHBIM U O6€30MaCHBIM U METOIOM Jieue-
HUS 00JIbHBIX ¢ TsEKeIbIMU TiposiBieHus MU CI'XC. B xone
npoleayphl adepesa ynaisieTcs B cpeqHeM He MeHee 60%
anoB-coaepxalux JUIONPOTEUI0B.

ITo naHHBIM psifa vcclieqoBaTeNNeil, CHUXKEHUE YPOBHS
XC JIHIT na 30—40% oT MCXOMHOTO YPOBHS MPOUCXOIUT
yepe3 ABe-TPU Hedeau OT Havyajla Tepallii CTaTUHAMU B
couetaHuu ¢ JIHIT-agpepesom [40]. B neuenuun roCI'’XC
abCoJIIOTHO MOKa3aHO Ha3HauyeHue adepesa JUITONpPO-
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TeuA0B BBUAY Maiolt 3((HeKTUBHOCTU (papMaKoTeparuu.
ITo olleHKaM aMepUKaHCKUX CHEHMATIMCTOB, KOJTUYECTBO
6osbHBIX ¢ Tskenoi reCI'XC, KoTopbIM HEOOXOAUMO
npoBeneHue adepesa, cocrasuser 1 Ha 20 000 [41]. U3-
BECTHO, YTO yBeJIMueHKe ypoBHs JIm(a) pe3Ko MoBHIIIAeT
PUCK paHHETro pa3BUTHS CEPAEYHO-COCYIUCTHIX 3a00JIe-
BaHU Y JIUILI C OYEHBb BBICOKMM PUCKOM, O0YCIOBJIEHHBIM
CI'XC. UmenHo noatomy y namueHToB ¢ CI'’XC u BbIcO-
KM ypoBHeM JI1(a) He0OX0AUMO arpecCUBHOE CHUKEHUST
JIHII ¢ nomMouibio cTaTUHOB U IPYIUX penapaToB. B aToii
TIOITYJISILIMY U Y TTAIIMEHTOB OYeHb BBICOKOTO PUCKA C pac-
MPOCTPaHEHHBIM aTepOCKIIepo30oM U,/ win Hanuuruem MBC
clIeayeT paCCMOTPETh BOIIPOC O MPOBEACHUM CEIEKTUBHOTO
acdepesa JIHII [42].

Hna roCI'XC npuMeHsoTcs adepes TUMONPOTeu -
OB U HOBble mpenapathl 1Jis1 cHuxXeHus XC JIHIT u
qunonporeuaa(a) (JInm(a) [43]. Bugumebie apdexThl ade-
pe3a aunonpotenaoB y 60abHbIX CI'XC nposBisioTcs B
YMEHBIIEHUU KCAHTOM M KCaHTeJla3M, KOTOphIe TIPH T10-
CTOSTHHOM MPOBEIEHUM MPOLEAYpP B TE€UEHUE 5 JIET MOTYT
MOJHOCTBIO UCcUYe3HYTH [44]. TTonoxuTtenbHbIl 3(pheKT
adepesa JIHIT nposBiasieTcss B cTabuau3auuu U gaxe
perpeccuu aTepoCKIePOTUISCKUX OJISAIIEK B pa3IMIHbIX
COCYAMCTBIX OacceiiHax [45], 4To BedeT K yAy4ylIeHUIO
CepIeYHO-COCYAUCTOTO MPOrHO3a ¥ 3TUX OOJbHBIX. B
Poccuiickux peKoMeHIaIMsIX M0 JUarHOCTHKE U KOP-
pEeKLUM HapylleHUi nunuaHoro oomeHa agepes JIHII
pekomeHayeTcst BceM 00JbHBIM ¢ TOCI'XC u TsKeIbiM
teueHueM reCI'’XC npu HegocTaTOUHOM 3(P(PEeKTUBHOCTU
MEIMKAMEHTO3HOM TepaIy WK ee TJI0X0M IePeHOCUMO-
ctu [46]. CenexkTuBHBIM adepe3 JIHIT, mpoBoanMEIii exe-
HEeIeJIbHO WK pa3 B 2 HEJeIU, MOXET CHU3UTh YPOBEHb
xonectepuH JIHIT u JIn(a) Ha 50—75%; moka3aHa KJIMHM-
yeckast 3(pHEeKTUBHOCTh TaHHOTO METO/A JICUCHUS IPU
tskénoit CI'’XC[42].

m SAKJTIOYEHUE

ITo pesyabraTaM 3KOHOMHNYECKOTO MOACINPOBAHUA
CHUCTEM 3APaBOOXpaHCHUA JOKa3aHa CyIIECTBEHHAas 3KO-
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