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A6cTpaxkT

IIpencTaBieH KIMHMYECKUIT C/Iydall MallMeHTKY C CeMelHO IMIepXoaecTepyHEMMEN, ¢ BBIPa>keH-
HBIM IIOBBIIIEHVEM YPOBHS X0/IeCTepyHa IunonpoTenos Huskoi mnornoctu (XC JIHIT) (B anamHe-
3e 10 10,57 MMOJIB/T) ¥ ABYMS TeTepPO3UTOTHBIMI BEPOATHO IATOT€HHBIMYU BApMAHTAMU B IBYX I'eHaxX
LDLR (ENSP00000454071.1:p.Gly592Glu) 1 APOB (ENSP00000233242.1:p.Arg3527Gln). Ha ¢one
COOMIONIeHNsT CTPOTOil TUIOMUNIUIEMUIECKON JUEThl C OTPAHMYEHMEM XONeCTepUHA U >KMBOTHBIX
JKUPOB, IIpUeMa TPEXKOMIIOHEHTHO TUITONUINIEMUYECKON Tepalun, COCTOsAMEeN U3 aTOpBacTaTn-
Ha 40 Mr/cyT, a3etumuba 10 mr/cyT n anupoxkymaba 150 Mr mogkoxHo 1 pa3 B iBe Hefie/nn, YAAIOCh
causnutb yposerb XC JIHII ¢ 10,57 mmonb/n go 3,29 mmons/n (-68,9%). HemocTmxenue ueneBo-
ro yposHa XC JIHII y maumueHTKM CBA3aHO, BO-TIEPBBIX, C MICXOAHBIM KpalfHe BBICOKMM 3HAa4YEeHMEM,
a BO-BTOPBIX, O-BUAVMOMY, CO CHYDKEHHOM 9 (PEeKTUBHOCTHIO ITUIIONINIINeMIYeCKO Tepaluy Ipn
CJIO>KHBIX TeHeTMYeCKMX HapyIIeHUsAX.

KiroueBbie crmoBa: ceMeliHas runepxonecTepuHeMus, 4BoliHasd retreposurora, LDLR, APOB, aTopsa-
CTaTHUH, 93eTUMUO, aIMPOKyMab.
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Abstract

We present a clinical case of a patient with familial hypercholesterolemia (FH), a marked increase in low-
density lipoprotein cholesterol (LDL-C) (in the anamnesis up to 10.57 mmol/L), and two heterozygous
probably pathogenic variants in two genes: LDLR (ENSP00000454071.1:p.Gly592Glu) and APOB
(ENSP00000233242.1:p.Arg3527Gln). While following a strict lipid-lowering diet with restrictions on
cholesterol and animal fats and taking a triple lipid-lowering therapy consisting of atorvastatin 40 mg/day,
ezetimibe 10 mg/day, and alirocumab 150 mg subcutaneously once every two weeks, it was possible to re-
duce the level of LDL-C from 10.57 mmol/L to 3.29 mmol/L (a reduction of 68.9%). Failure to achieve the
target level of LDL-C in the patient is associated, firstly, with the extremely high initial value and, secondly,
apparently, with the reduced effectiveness of lipid-lowering therapy for complex genetic disorders.

Keywords: familial hypercholesterolemia, double heterozygote, LDLR, APOB, atorvastatin, ezetimibe, ali-
rocumab.
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BBepeHue

CemenHasa runepxonectepuHemua (CIXC) — 310
HacnenCTBEHHOE MOHOreHHoe 3aboneBaHWe C npe-
MMYLLLECTBEHHO aYyTOCOMHO-KOLOMWHAHTHbLIM TUMOM
HacnefoBaHWA, XapakTepusylolleecs MOBbILLEHHbIM
yposHeM XC JIHIT 1 paHHUM pa3BUTUEM CepLeqHO-
COCYOUCTbIX  3aDOMeBaHNN  aTePOCKIIEPOTUHECKOTO
redesa [1]. CIXC BbI3bIBaeTCA MYyTaLMAMK TEHOB,
KOTopble KOAUPYIOT Oenkn, ydacTsytoliMe B MeTabo-
JIM3Me NNONPOTENAOB, B pe3synsrate 4ero Hapylla-
€TCs 3aXBaT KJIeTKaMu YacTUL, IMMONPOTEULOB HA3KOW
NJIOTHOCTV U B KPOBW MOBbILLaeTcs yposeHb XC JIHTT.
Hanbonee vyacto CI'XC BbI3bIBaETCH MyTaLMAMU B reHax
LDLR, APOB unu PCSK9 [2, 3]. Bbigensior cnefyiolne
dopMbl  3aboneBaHuns: reteposurotHas CIXC, npwu
KOTOpOW MMeeTcs oauH AedeKTHbIV anneflb B reHe,
CBfA3aHHOM C pa3uTtnem CIXC; romosurotHas CIXC,
NPy KOTOPOW MMEETCS [Ba OAMHAKOBbIX AedeKTHbIX
anfena B OOHOM TreHe, CBA3aHHOM C pPa3BUTVEM
CIXC; komnayHpa-reteposurotHas CIXC, npu kotopomn
MMeeTCs [Ba Pa3HblX LeMeKTHbIX anfiens B OLHOM
reHe, cBsizaHHOM ¢ pa3suTnem CIXC; aBownHasa rete-
po3unroTHas CIXC, npu KOTOPOW MMEETCS ABa Pa3HbIX
OedekTHbIX annensd B OBYX reHax, CBA3aHHbIX C pas-
Butrem CIXC (LDLR + APOB mnu LDLR + PCSK9) [4].
[eTepo3nrotHasa opma CIXC — 370 04HO M3 CaMbIX
PaCNPOCTPAHEHHbIX ~ MOHOTEHHbIX  3aboneBaHWN
yenoeka. Yactota 3aboneBaHus cpegm B3pOCSIOrO
HaceneHus PO coctaBnseT 1 Ha 173 venoseka. lomo-
3UrOTHas M KOMMayHA-reteposnrotHas gopmbl CIXC
BCTpeYatoTcd cylectseHHo pexe, 1 Ha 300000 — 1
Ha 160000 4enosek [4, 5]. PacnpocTpaHeHHOCTb
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OBOMHOM  TeTepo3nrotHon  opMbl  Heu3BecTHa,
O[HaKO, Y4YMUTbIBAs pPaACYETHble [OaHHble W OaHHble
KOrOpTHbIX McCnegoBaHni naumeHtoB ¢ CMXC, oHa
MOXET ObITb elle HUXe, YeM FOMO3UIroTHas U KOM-
nayHnO-retepo3nrotHas opmel [6, 7]. B nutepatype
OMMCAaHO BCEr0 HeCKOoNbKO OeCATKOB MaLVEHTOB
¢ CI'XC — ABOWHbIX reTepo3nroT. B 4aHHOM CTaTbe Mbl
NPVBOANM OMUCAHME KITMHUYECKOro TeyeHust 3abo-
neBaHus 1 3hHEKTMBHOCTM TUNONUMNOEMNYECKON
Tepanuu y nepson naumeHtkn ¢ CIXC — aBonHOM
reTepo3nroThl, BbigBneHHoW B PO.

KnuHuyeckun cnyvyan

MauneHTka 52 net, Habmogaetca B PIBY «HMUL,
TMM»  MwuH3gpaBa Poccn B pamKax perncrpa
nauneHToB ¢ CM'XC 1 naumMeHToB 04eHb BbICOKOTO Cep-
0Ee4YHO-COCYINCTOrO puUcka C HefocTaTodHom addek-
TUBHOCTBIO  MPOBOAVMOM  TUMOANMINAEMNYECKON
Tepanun «PEHECCAHC» [8]. /3 aHamMHe3a M3BEeCTHO,
YTO BMEpPBble MOBbILIEHWE YPOBHS 0DLlero xonecre-
puHa (OXC) y naumeHTku 66110 BbisBeHo B 2005 rogy
B BO3pacTte 35 NneT, 04HAKO TOYHbIEe 3Ha4YeHMs OHa He
noMHUT. B Bo3pacte 39 net B 2009 roay BbISB/IEHO
nosbllleHne yposHa OXC go 12,8 mMmonb /N, B CBA3U
C YyeM npoxoauna obcnenoBaHne y nunuaonora. Mpu
ocMoTpe 0bHapyKeHbl KCAHTOMbI axMNNOBbIX, KOMEeH-
HbIX, TMACTHLIX CYXOXWNWIM C 0benx cTopoH. Poct —
167 cm, Bec — 60 kr, UMT = 21,51 kr/m?. MaumeHTka
Bena MasionodBVXHbIM 00pa3 XM3HW, He Kypuna,
ankoronb He ynotpebnsna. [laHHble CeMenHOro aHam-
He3a: MaTb 76 neT, umea. OTel, ymep B Bo3pacTe 75 net
OT NHeBMOHUW. C pofHOW cecTpon 42 nNeT KOHTaKThI
He nopaepxwuBaet, ypoBeHb OXC HemssecteH. CbIHY
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24 rtopga, OXC B HaCToALWMA MOMEHT Hen3BecTeH
(8 12-netHem Bo3pacte OXC — 6,3 mmonb/n). B
aHanmsax KpoBW Ha (hoHe ymepeHHoW runonunuae-
Muyeckon aueTbl ypoBeHb OXC — 10,22 mmonb/n,
XC JIHIT — 8,31 MMosib/ N1, XonectepuH nUnonpoTen-
L0B Bbicokow nnotHoctu (XC JIBM) — 1,53 mMmonb/n,
Tpurnuuepuapl (Tr) — 0,84 mmonb/n. Mpu gynnekc-
HOM CKaHMPOBAHWM KapOTUAHbLIX apTepUI BbisBNEHbI
[lBe aTepocknepoTmyeckme OBRALWKW: OfHa B NeBOW
BHYTPEHHEN COoHHOM apTepun (BCA) co cTeHo30M
20%, ppyras B Oudypkaumm npaBon obLLEeN COH-
Hon apTepun (OCA) co crteHosoM 20%. [laHHbIx
32 Hann4me nwemmdeckom bonesHn cepaua (MBC) He
Nony4eHo. YUUTbIBAsS HanM4mMe BbIPaXeHHOW runep-
XOnecTepuHeMMM, AaHHbIX aHaMHe3a W OoCMOoTPa,
YCTAHOBMEH «OMpefeneHHbI» AMarHo3 retepo3mnrot-
Haa cdopma CIXC (no wkane The Dutch Lipid Clinic
Network (DLCN) — 11 6annos). MNauueHTke Obinn
JlaHbl pekoMeHAaLMM No M3MeHeHMIo 0bpasa Xu3Hu,
COBMIOAEHMIO TUMONNMNAEMUYECKON AMETbI, BbINOS-
HEHWIO PErYNSAPHbIX a3POOHbBIX PU3NHECKMX HArPy30K.
Ha3HadeHa runonunuaeMmyeckas Tepanms aTopaacra-
TMHOM B J03€e 40 Mr/cyT.

B nexkabpe 2018 rofna naumeHTka BHOBb 0bpatunnach
K nunugonory B ®rbY «HMWLL TMM» MwH3gpaBa

Poccun. MNpr BUOXMMNHECKOM aHanM13e KPOBW: YPOBEHb
OXC — 12,90 mmonb/n, XC JIHM — 10,57 mmonb/n.
PaHee Ha3HaYeHHY0 TMNONMNUAEMNYECKYIO Tepanmio He
nprHMana. Xanob Ha caMo4yBCTBLE He NpeabsBsAna.
Bpayom Oblno HacTosTeNnbHO PeKOMEHA0BAHO HavaTb
NpUEeM rMNONNMMAEMNYECKOM Tepanmm: Ha (POHe Npu-
emMa atopsactatnHa 40 mr/cyT yposeHb OXC cHM3MICA
00 9,14 mmonb/n, a XC JIHM — go 7,28 mMonb/ 1.
YunTbiBas HeQOCTMXKEHME LieNeBbIX 3HAYEHUN YPOBHS
XC JIHM, fononHWUTenbHO naumeHTke Obin Ha3HayeH
annpokymMab B fo3mposke 150 Mr nogkoxHo 1 pa3
B OBe Hefenn. Ha 3ToM poHe B anpene yposeHb OXC
coctasun 6,3 mMmonb/f1, XC JIHIMT — 3,96 mmonb/ 1,
Jin(a) — 83 mr/on. OT fanbHewLwero ycuneHuns rmno-
NUAMAEMUYECKOM Tepanuu  MauMeHTka OTKas3anach.
Brnocnencrsmm otkasanach 1 OT NprvemMa aTopBacTaTvHa,
NPOAOMKNB MOHOTEpPaNnuIo anvpokymabom 150 mr
1 pa3 B 2 Hepenw. Ha 3toM doHe ypoeHb OXC paBeH
8,5 Mmonb /11, XCJTHM = 5,5 mmonb/n (1abn. 1).

B nekabpe 2022 roga npoxomuna nosTopHoe obcne-
noBanue B ®IbY «HMUL, TMIM» MuHagpasa Poccum.
PekoMeHO0BaH MpyeM TPEXKOMMOHEHTHOW TUNONMNn-
LeMUYeCcKor Tepanunn: atopsactatnH 40 Mr/cyT, 33eTu-
Mn0 10Mr/cyTnanmpokymab 150Mr 1 pa3BaBeHeneny,
a TaKke cobniofeHne rMNoNMNUOEMUHECKON ANETbI.

Tabnuua 1. [HaMuvKa nokasatenei MMnuMaHoro CnekTpa

23.06.2009 (38 ner)
be3 tepanuvn

28.05.2010 (39 neT)
[wneta

03.12.2018 (48 ner)
Be3 Tepanun

31.01.2019 (48 ner)
AtopsactatuH 40 mr/cyT
+ overa

04.04.2019 (48 ner)
HweTa, atopBactatH

40 Mr/cyT, annpokymad
150 mr 1 pa3 B 2 Hefdenu

27.11.2022 (52 roga)
[wveTta, anvpokymab 8,5
150 Mr 1 pa3 B 2 Heflenwu

23.12.2022 (52 roga)

Ineta, atopBacTtatuH

40 Mr/cyT, 33eTMMnG 5,2
10 Mr/cyT, anmpokymad

150 Mr 1 pa3 B 2 Hefenun

12,8
10,22 0,84

12,9 1,28

9,14 0,55

6,3 0,81

0,94

MpumedaHmns: OXC — obuym xonectepuH,; TI — Tpurmuyepvasl; XC JIHI — xonectepuH anMnonpoTen[oB HU3KOU MiOTHOCTH,

1,53 8,13

1,74 10,57

1,61 7,28 31

1,97 3,96 62,5 83
55 48

1,48 3,29 68,9

XC JIBI1 — xonecrepuH IMnonpoTer 08 BbICOKOM MI0THOCTHM, Jin(a) — nvnonporena(a).
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Ha 31oMm doHe yposeHb OXC coctasun 5,2 Mmonb/1n,
XC JIHM = 3,29 mmonb/n (cm. Tabn. 1). MaumeHTka
NPOLOSIXKaeT BECTM MAaJSIONOABUXKHbI 00pa3 >XN3HW,
BpenHble MpuBbLIYKN NO-NPexXHeMy oTpuuaeT. XKanob
Ha COCTOsIHWe 300POBbs He NpeabasnseT. [pu ocMo-
Tpe: poct — 167 cMm, Bec — 59 kr, UMT - 21,16 kr/
M2, COXPaHSIIOTCA KCaHTOMbl aXWSINOBbIX, KOMEHHbIX,
MACTHBIX CYXOXUNUIA C 06enx CTopoH. Mpu gynnekc-
HOM CKaHMPOBaHWM KapOTUAHbIX apTepun B 2021
rogy — 6e3 3Ha4YMTeNbHOM OTPULATENIbHOW ANHAMUKMA
B CPaBHEHWW C pe3ynbraTaMy aHanorM4HOro nccne-
[loBaHWs, nposefieHHoro B 2009 rogy. Takxe Obinu
BbIsiB/IeHb! [1BE aTepocKiepoTnyeckne ORsLWKN: ofHa
B neBo BCA co cteHo3oM 20%, 1 apyras B budypka-
umm npasowt OCA co cteHo3oM 25%. Mpu mynsTMcnu-
paibHOM KOMMbIOTEPHOM TOMOrpadum KOPOHapPHbIX
apTepUM  reMOAMHAMMYECKM 3HAYUMBbIX CTEHO30B
He BblsiBfleHO. Y MauMeHTKN paHee AMArHOCTUPOBAaH
XPOHWYECKNN MNOBEPXHOCTHBIM TacTpUT, B KayecTBe
npodunaktnki oboctpeHusi 3aboneBaHnst Tepanes-
TOM ObINO peKoMeHA0BaHO YacToe ApobHOoe NTaHue,
N3 paumoHa LOMOMHUTENBbHO UCKIIOYEHbI NMPOAYKThI,
CUNBHO CTUMYNPYIOLLIME CEKPELMIO XeNyaKa.

JaHHble reHeTU4YeCcKoro obcnepoBaHus

Y4uTthbiBaa BblpaxkeHHoe nosbllleHre ypoBHA OXC
n XC JIHI, naumeHTke npoBOAMIaCh reHeTn4eckas
OMArHOCTMKA Ha HanuymMe NaToreHHbIX WU BEPOSTHO
MaToOreHHbIX BapWaHTOB HYKNEOTUOHOM MoCneao-
BatenbHoct (BHIM) B renax LDLR, APOB, PCSK9,
LDLRAP1, ABCG5, ABCGS8, APOE, cBfi3aHHbIX C pa3-
BUTMEM MOHOMEeHHbIX 3aboneBaHuM C MOBbILLEHWEM
ypoBHst OXC 1 XC JIHMM. WccnenoBaHue Gbino opo-
OpeHo He3zaBUCUMBIM 3TUYecKUM KomuTteTom DIBY
«HMWL, TMM» MuHzgpasa Poccun. TaumeHTka nog-
nMcana MHMOPMMPOBaAHHOE cornacue.

BbloeneHne [e30KCMPUOOHYKNEMHOBOW KNCTOThI
N3 KPOBM MPOBOAMNOCL C UCMOMb30BaHMeM Habopa
QlAamp DNA Blood Mini Kit (Qiagen, Tepmanus),
N3MepeHMe KOHLEHTPALIMI C MOMOLLbIO nyopuMeTpa
Qubit 4 (Thermo Fisher Scientific, CLLA). TeHeTnye-
CKWW aHanm3 Obin BbIMNONHEH METOAOM CEKBEHNPOBA-
HUA cnedytolero nokonernusa (NGS) Ha cekeeHaTope
Nextseq 550 (lllumina, CLUA) ¢ ucnonb3oBaHWem
TapreTHow naHenu n Habopa SeqCap EZ Prime Choice
Library (Roche, Llsenuapus). [uarHoctiyeckas
naHenb BkJoYana 6enok-KooupyloLMe PervoHbl
24 reHoB 1 2095 BHIT, BXxoOALLMX B pa3finyHble LKanbl
FEHEeTMYECKOro PUCKa XPOHUYECKMX HEMHMDEKLIMOHHbIX
3aboneBaHmt [9, 10]. Bce 3Tanbl ceKBEHWPOBaHUS
ObINN BbIMOMHEHbI COMMACHO MPOTOKONaM MPOWN3BO-
antenen. buonHdopmaTUyecki  aHanmM3  AaHHbIX
NPOBOANNCA C MPUMEHEHMEM CMeLManm3npoBaHHbIX
nporpamm: FastQC, Trimmomatic, Bwamem, GATK,
ANNOVAR n VEP [7], n Bkodan reHsl LDLR, APOB,
PCSK9, LDLRAP1, ABCG5, ABCGS8, APOE. B kayecTtBe
pedepeHCHOW MCMonb3oBanacb NocnefoBaTeNbHOCTb
reHoMa udenoseka Genome Reference Consortium
Human Build 37 (GRCh37). Ona onuncanua BHIT

ObIIM  MCMOMb30BaHbl  pekoMeHdaumMmM  Human
Genome Variation Society (HGVS) (www.hgvs.
org). lNaToreHHOCTb BbIABNEHHbIX BHIT oueHMBanach
Ha OCHOBaHWM POCCUNCKMX pPEeKoMeHAauum ons
WNHTEpNpeTaumMmM [OaHHbIX, MOMYYEeHHbIX MeTodamMu
MacCoBOro napansiefibHoro cekBeHvpoBanusa [11],
a Takxke pekomeHpaumn ACMG 2015 [12], kpome
TOrO, Y4MTbIBaNUCh Oa3bl AaHHbIXx OMIM, gnomAD,
ClinVar, HGMD, LOVD u nutepaTtypHble AaHHble [10].

B pe3ynbrate reHeTU4eCKoro aHanmsa Obinu BbisB-
NeHbl Ba reTePO3UTOTHbIX BEPOATHO MaToreHHbix BHI
B reHax LDLR (ENSP00000454071.1:p.Gly592Glu)
n APOB (ENSP00000233242.1:p.Arg3527GlIn).
Opyrmx (BepoatHo) natoreHHbix BHI B reHax PCSK9,
LDLRAP1, ABCG5, ABCG8 1 APOE BbisiBIeHO He OblIS10.

OGcyxaeHune

MNayyenTbl ¢ CIXC Cco CNOXHBIMU reHeTUYeCKMM
dopmMamm, TaKMMKW KakK TFOMO3MIOTHasi, KOMMayHm-
reTepo3nroTHas UKW ABOMHas reTepo3nrotHas gopma,
ABNAOTCA KpariHe pefKnmm, Ho Hanbonee TAXenbIMy
DonbHbIMM B MpPakTUKe Bpada-kapanonora. Bonpocsl
MPOrHO3a M fle4YeHUs MNauMeHTOB C FOMO3UIOTHOM
N KOMMAyHAO-reTepo3nroTHoOM reHeTn4eckumMm dop-
Mamy CMXC OTHOCUTENBHO XOPOLLO M3y4eHbl. B To xe
BpEeMS NaLNEeHTOB C IBOVMHOW reTepo3nroTHoM hopMom
B IUTEpaType OMMUCaHO CPaBHWTENIbHO Maso, NMO3TOMY
aCMeKTbl KIMHUYeCKOro TeHeHNS, MPOrHO3a M NeYeHns
TakMX MAUVEHTOB HEAOCTaTOMHO U3Yy4YeHbl. 34eCh Mbl
npeacTaBuin onmcaHmne KIMHUYECKOro Te4eHns 3abo-
neBaHUs U 3PDOEKTUBHOCTU  TUNOANNINAEMNYECKON
Tepanuu y nepson naumeHtkn ¢ CIXC — gBonHOM
reTepo3nroThl, BbiiBNeHHOM B PO.

Y naHHom naupeHTkn yposeHb XC JTHI 6e3 neveHns
cocrasun 10,57 MMOSIb /11, 4TO CYLLIECTBEHHO BbiLLE, YeM
cpefHVe 3Ha4YeHVst NaLMEHTOB C reTepo3nroTHow hop-
mou u3 pernctpa PEHECCAHC — 6,6%+2,1 mmonb/n,
N MUPOBOTO pernctpa naumnerHTos ¢ CrXC—5,43 (4,32-
6,72) MMORb /11, U CONOCTaBUMO C YPOBHEM Apyrix 23
OMNMCaHHbIX B MUpe ABOMHbIX reTepo3nrot ¢ CMXC — 8,8
(7,01-11,51) MMOnb/ 1N, HO MeHbLLE YeM y NaLMEHTOB
C KOMMayHA-reTepo3nroTHOM 1 roMO31IroTHOW hopMOW
CrxXc — 14,7 (11,6-18,4) mmonb/n [1, 8, 13, 14].
Mpy 3TOM y MauMeHTKM ©e3 aHaMHe3a ONUTENbHOM
MMNONNNMAEMMYECKOM Tepanun Ha MOMEHT 52 neT
He BbISIBNIEHO 3Ha4YMMOrO KOPOHAPHOTO aTepocCKIiepo3a
nUnn atepockrieposa nepudepunydeckix aptepun. Mpu
OYMNeKCHOM  CKaHMPOBaHUM  KapOoTUIHbIX  apTepui
B OMHaMVIKe He OTMeYeHO arpecCcBHOrO NPOrpeccupo-
BaHMs aTepoCcKiepo3a B nepmop, HabnogeHs Npoaon-
XUTENbHOCTLIO 13 neT. Y nauneHTKM HET KIMHUYECKMX
N WNHCTPYMEHTaNbHO MOATBEPXAEHHBIX MPU3HAKOB
NBC, 4To MOXeT OblTb CBS3@aHO C KEHCKWM TONIOM
1 OTCYTCTBMEM APYrUX hakTOPOB puUcka (apTepuasnbHom
TUNepPTEH3N, KYPEHNS 1 caxapHoro avabeta 2 Tvna),
O[LHAKO 3TO He NCKIoHYaeT BO3MOXHOCTY BO3HMKHOBe-
Hua VIBC y Hee B fanbHenLwleM, Tak Kak y NauMeHTOB
¢ CI'XC puck passutmna NBC cyllecTBEHHO MOBbILLEH
1 3aBUCUT OT UcxogHoro yposHA XC JIHTI, npu ypoBHe
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Bbilwe 8,5 Mmonb/n 'y Oonee 26% NauMeHTOB pa3Bu-
BaetcA IBC[1].

B uenom runonunuoeMmnyeckas Tepanms y naumeH-
TOB — [IBOVHbIX FETEPO3UNTOT MOXKET ObITb MeHee 3dpdek -
TWBHA N0 CPAaBHEHWIO C reTepPO3UroTHON (POPMON 13-3a
Dornee BbICOKOIO MCXOAHOIO YPOBHS U HaNIM41s JOMos-
HUTENbHOrO reHeTnYeCckoro aedekra. B gaHHOM ciy4vae
Ha hoHe cobnoaeHWs CTPOror r’MNoONNNNAEMNYECKON
OVETbl C OrPaHUYEHNEM PACTUTENbHBIX W XKNBOTHbIX
XMPOB, MNpuveMa TPEXKOMMOHEHTHOW runoaMnmae-
MUYeCKoM Tepanum, COCTOsILEN M3 aTopBacTaTVHa
40 mr/cyt, 3zetummnba 10 Mr/cyT 1 anvpokymaba
150 Mr NOAKOXHO 1 pa3 B ABe Hefenu, yaanocb CHM-
3uTb ypoeeHb XC JIHIT Ha 68,9% c 10,57 mMmonb/n
no 3,29 wmmomb/n. Takmm obpasom, naumeHTKa
He pocturma uenesoro yposHAa XC JIHI meHee
1,8 mmonb/n. CHuxenve yposHa XC JIHIT y naum-
€HTKM ObINo MeHblle, YeM B rpynne y 23 nauneHToB
C retepo3nrotHon dopmomn CMXC 13 onybnmMKoBaHHOW
Hamu paHee paboThl, rae Ha hoHe TPEXKOMMOHEHTHOM
MAONNNUAEMUYECKON Tepanin (BbICOKOMHTEHCMBHASA

ypoBHa XC JTHIM Ha 45-48% oT ncxogHoro. B apyrom
paboTe y Tpex MauUMEHTOB — [BOWHbIX FETEPO3UrOT
ObINO BbISBNEHO B CpefHeM 58% CHUXEHWe YPOBHS
XC JIHM npu gobasneHun K Tepanun anmpokymaba
B fo3e 150 Mr 2 pasa B MecsL, B OT/IMYME OT JleYeHus
KOMMayH.A-reTepo3nroTHON 1 roMO3UroTHOM hopMbl,
rIe Ha aHaNIorMYHOW J,03€ CHUXEHME COCTaBMIIO OKOJO
30% [16]. HepoctrxeHnve Lenesoro ypoBHsa XC JIHTI
y uenoro psaga naumeHto ¢ CIXC, HeCMOTps Ha npui-
MEHEHMEe TPEXKOMMOHEHTHOW TMNOAUNUAEMUYECKOM
Tepannn, noKasbiBaeT HeoOXOOMMOCTb BHELAPeHUs
B KITMHWYECKYIO MPaKTMKY HOBbIX rMnonMnmaemMmye-
CKMX MpenapaToB, TakMx Kak OemnenoeBas KUCIOTa
1 3BMHakyMab, a Takxxe Honee LWMPOKOro BHeOpeHUs
npouenyp JIHM-apepesa.
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