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Ha cerogHsAWHWIN AeHb rMaBHOW NPUYMHOW CMepT-
HOCTW BO BCEM MUpe ABrstoTCA «b6onesHn cncremsl
KpoBoOOpaLleHnsi», BKMoYas aTepocknepo3 U ero
nocneacteusa [10, 12, 13, 17, 25]. [locTaTo4HO AaBHO
M3BECTHa TeCcHas B3aMMOCBSI3b MEXAY Pa3BUTMEM
cepaeyHo-cocyancTeix 3abonesaHni n aTepockrie-
po3oM. MHOroYMcrneHHble UccnegoBaHuS nokasanw,
yT0 B Poccum aTepocknepos passmBaeTcs y nuu, Mo-
noxe 50 net, npoTekaet 6onee TAXKeNO, Bbi3biBas
Takne 3aboneBaHusi, kak MHAPKT MMokapaa U MH-
cynbT [20]. BoisiBneH uenbin pag aktopoB pucka
pasBUTUSI aTepoCKNepo3a, K OCHOBHBIM M3 HUX OT-
HOCATCSl HapyLleHMe nMNuaHoro obmMeHa, KypeHue,
ynoTpebneHne ankorons, oXXupeHue, oTsaroweHHas
HacnegcTtBeHHocTb [7, 11, 18, 20]. K coxaneHuto,
A0 cuX Nop NMNUAHbIN Npodunb onpeaenseTcs He
BO BCEX KMMHUMKAX, a Tam, rge aTo Aenaetcs, Bpayu
NNOX0 MHTEPNPETUPYHT MNOMyYeHHble pe3ynbTaThl
W1, KaKk cneacTere, He Ha3Ha4valoT aJekBaTHYo Tepa-
nuto.

JInnnabl — 3TO OAWMH N3 BaXXHENMLUMX KINaccoB CrOX-
HbIX MOMEKY, NPUCYTCTBYHOLUX B KNETKaxX N TKaHAX
XMBOTHbIX NPENMYLLIECTBEHHO B COCTaBE XMPOBOW
TKaHW, UrparoLLen BaXxKHY (prM3Monornyeckyto posb
[4, 22]. B kpoBu cogepxatcsa oTAeNbHbIe KOMMNOHEH-
Tbl NMUNNAOB (HacblWEeHHble, MOHOHEHACbILLEHHbIE
MONMVHEHACHILWEHHbIE XMPHbIE KUCMOThI), TPUIMK-
uepuapbl (TI), xonectepuH, acupbl XonectepnHa u
docconumnuapl [13]. Bce atn BeliecTBa HepacTBo-

pyvMbl B BOAE, MOSTOMY B OpraHn3Me MMeeTCs CroxX-
Hasa cuctema TpaHcnopTa nunuaos [11]. CBobogHble
(HeaTepuMUNPOBaHHLIE) XUPHbIE KWUCMOTbI Nepe-
HOCSITCSA KPOBbIO B BMAE KOMMMEKCOB C anb0yMUHOM
[11, 13]. Tpurnuuepwnabl, xonectepuH n gochonunu-
bl TPAHCMOPTUPYIOTCA B hopMe BOAOPaCTBOPUMbIX
nunonpoteungos [11, 13]. Komnnekcebl nunonpoten-
HOB JensTcs Ha NATb rpynn. TO XMNOMUKPOHLI (XM)
M OCTaTkM XMUITOMUKPOHOB, NMMNOMPOTEUHbI OYEeHb
HuM3kow nnotHocTu (JITIOHI), nunonpoTenHbl npo-
MexyTouHow nnoTHoctu  (JIMMM), nunonpoTenHsi
Hu3kor nnotHocty (JINHIT), NnMNnonpoTenHbI BbICOKOM
nnotHocTn (JINBI) [13].

OucnunonpoTtenHemum knaccuuLmpyoTcsa B 3aBu-
CMMOCTU OT TOrO, YPOBEHb KaKMX MMEHHO NUnugos
N NUNOMPOTEUHOB BLIXOAUT 3a Npeferibi HOpMbl.
CornacHo knaccudgukaumm 1. dpegpukcoHa (1967),
BbloensawT 5 beHOTUNoB gMcnmnonpoTemHemMun [3,
11, 21, 26]. Ans | TMna xapaktepHo nosbiweHne XM
n TI, ana lla Tvna — nosbiwenune JIMHM n XC, ansa
116 Tvna — noebiwenwne NMHM, JINOHM, T, XC, gna
Il Tvna = NOMAM, T, XC, anga IV Tuna — noBbllWeHne
JINOHM v TI, ana V tuna — nosbliweHue JIMOHI,
XM, TI [11, 13]. K coxaneHuto, gaHHasa kraccu-
dukaums He pasgensieT nepBuYHbIE, BTOPUYHbIE
W pegkue TUnbl AUCAUNOMNPOTEUHEMUUN, HE YUUTbI-
BaeT ypoBeHb JIMBI1 n reHetnyeckne pedekTol,
nexatime B OCHOBE MHOTMX HapPYyLUEHWIA NUMUOHOIO
obmeHa.
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Hanbonee Bblpa)xeHHbIMW aHTUATEPOreHHbIMN CBON-
ctBamn obnagatot JIMNBI (anbga-nMnonpoTenHsbl)
[1, 2, 5, 11]. x ypoBeHb perynupyeTcs ne4eHo4HOn
nunason. JIMBI — cnoxHble Muuennsl, cocToswme
n3 docdonmnuaos, cneunduryecknx 6enkoB, CUH-
Te3upyeMbiX B renaroumtax, — anorimnonpoTenmHoB
(anobenkoB) 1 rMapodobHbIX NMMNMAOB, NPENMYLLE-
CTBEHHO xonectepuHa [8]. BeigensaoT aBa nogknac-
ca NMBM: NMBMn-2 v JINBrM-3 [14, 19]. Oxu BbINON-
HSIOT ABe BaXHble PYHKUMMK. Bo-nepBbiX, SBNAOTCA
NCTOYHMKOM anonpoTtenHoB ans XM u JINOHTI. Bo-
BTOPbIX, OCYLLECTBMASIOT B KPOBU TPaHCMOPT NMnu-
poB, Bknovas XC, oT kneTok nepudepnyecknx Tka-
Hel, B TOM 4uMCre KPOBEHOCHbIX COCydOB cepAaua,
B MEYeHb, I4e OHW MOryT BbIBOAUTLCS N3 OpraHMama
B BUAE XKEMYHbIX KUCMNOT Unmn xonectepuHa. CHUXEH-
HbIi ypoBeHb JINBI1 paccmaTpuBaloT kak hakTop pu-
CKa pa3BuTus aTepocknepo3sa [8].

Mwnep-anbda-nunonpotenHemusa (6onesHb Ho-
pyma) xapakTtepusyeTcs yBenmyeHnemM CoaepKaHus
B kposu JIMNBIT n xonectepmMHa n MOXET ObITb OTHE-
CeHa K MaTonorMsm ycrioBHO, €Crnv He SIBNSieTCH BTO-
pu4HON, Tak Kak anbda-JIl He obnagaloT ateporex-
HbIMK cBOMCTBamMu [21]. Y nvu ¢ gaHHOM naTonorven
peako HabnoaalTCs KCaHTOMAaTOo3 U MopaXkeHue co-
Cy[oB, HET pucKka pasBUTUS aTepockreposa u ulle-
Muyecko ©onesHu ceppua. Yactota BbISIBNEHUSI
rmnep-anbga-nunonpoTeUHeMUN CoCTaBnseT Me-
Hee 1% [21].

BoigensawT cemenHyto ¢dopmy 6onesHn Hopyma,
KOTOopasi XxapaKTepuayeTcs OTYETNMBLIM MOBbILIE-
Huem yposHA JIMBI1 npu HopmanbHOM copepxa-
HMM OCTamnbHbIX NMNUZOB. YpOBEHb 0OLIEero Xxo-
nectepuHa, Kak npasBufo, HaxoauTcsa B npegenax
5,2-6,4 mmonb/n. Mpu aTon dbopme runepnmnonpo-
TEUHEMMUUN HET KITMHUYECKUX NPOSIBNIEHUI U He ObiBa-
€T OCNOXHeHWN [21], a NPOAOIMKUTENBHOCTb XU3HU
y 1L C 3TMM HapylleHvem 4aule yeenunyeHa. Ce-
MEeWHyI0 runep-anbda-nMnonpoTemHeMnio cneagyet
nogo3peBaTtb y foboro Manbyvka Unm MyX4YuHbl C
yposHewm JIMBI1 Beiwe 1,81 MMonb/n, a y AeBOYEK U
XEHLLUMH — Bbiwe 1,94 MMonb/n, 4Ns nogTBEPXKAEHMS
AnarHosa HeobX0OUMO WCKITHOYMTL ApYrne NpuYmHbI
noavema JIMBI, K KOTOPbIM OTHOCAT NPUMEHEHME
HEKOTOpbIX NMpenapaToB (LUUMETUAMH, LMKNOgEHWN,
3CTpOreHbl, Npou3BoAHble UOPUHOBOW KUCMOThI,
CTaTWHbl, HUKOTUHOBaA kucroTta, deHobapbuTan)
[8], Hannune BpeaHbIX NPUBbLIYEK, YpE3MEPHYIO DU-
3MYECKYI0 Harpysky Wunu BO3OEeNcTBME renaToTOK-
CMYECKMX XIOPHbIX MPOU3BOAHBLIX YrrieBogopoaa.
eHeTU4eckMe nccnegoBaHMs nokasanu, YTo cemen-
Has runep-anbga-nMNoNpoTeEMHEMNS HacnegyeTcs
KaKk ayTOCOMHO-AOMWHAHTHbIA MNPU3HaK C MOMHOW
NMEHEeTPaHTHOCTbIO Y HOBOPOXAEHHbIX U aeTen [23].
YacToTa 3TOro coctosiHus B obLien nonynsumm He-
n3BecTHa, Ho, BeposATHO, npesbiwaeT 1:3000. OHo

ABndaeTca ﬂ,O6pOKa‘-IeCTBeHHbIM n He Tpe6yeT nede-
HUA.

K coctosiHuaM, npu KOTOpbIX HabnwgaeTcs CHuxe-
Hue yposHs JIMNBI1 B KpoBK, OTHOCATCA aTepockne-
po3, wuwemunyeckass GonesHb cepaua, OXMpeHue,
XorecTtas, XpoHuyeckme 3aboneBaHus neyeHu, ca-
XapHbll anabeTt, HedpOTMYECKUA CUHAOPOM, XpO-
HMYecKass noyevyHas HeJoCTaTOYHOCTb, OonesHb
ocTtpoBa TaHxep. Kpome Toro, k cHwxkeHuto JIMNBI
MOTyT MPUBOAWUTb KypeHue, NMpuMemM HEeKOTOpbIX Ne-
KapCTBEHHbIX npenapaToB (6eTa-b6nokaTopsbl, gaHa-
3011, UHTEPMEPOH, ANYPETUKM, NPOreCTUHbI, aHApPO-
reHbl), boraTtbIvi yrmeBogamu paunoH nutaHus [8].

M'no-anbca-nMnonporenHeMus (6one3Hb
octpoBa TaHxep) — Hanbonee pacnpocTpaHeHHast
dopma HacnegcTeseHHoro geduumta JMBI, npueo-
ASWas K HakonneHuio aupoB XonectepuHa B Cu-
CTeMe MOHOHyKneapHbix ¢harouymTtoB. [Ona aton 60-
nes3Hn xapakTepHo cHmkeHue yposHs JIMBI, a Takke
paHHee pasBUTME KOPOHAPHOro aTepockrneposa
[21]. 3aboneBaHve nomy4uno cesoe HaumeHoBaHWe
no HasBaHwWio ocTpoBa TaHxep (Tangier) y BOCTOu-
Horo nobepexbd AMEpPUKM, Ha KOTOPOM Yy NMOTOMKOB
nepeceneHueB B 1686 r. ObINn BbISABMNEHbLI NepBbIe
OonbHble. N3BECTHO, YTO 3aboneBaHne Bbi3bIBAET-
csa myTtaumammn reHa ABC1 (ATP-binding cassette
gene), pacnonaratouieroca B nokyce 9q31 [24]. MNon-
HOe NposiBreHne 6onesHn BCTpeyaeTcs y nuu, romo-
3UrOTHBIX MO AaHHOMY MPWU3HaKy, YTO COOTBETCTBY-
eT ayTOCOMHO-AOMWHaAHTHOMY TWUMNYy HacrnegoBaHus
[23]. Y reTepo3nroT yacto 0GHapyXmBatoT CHUXKEHNE
ypoBHs xonectepuHa JMBI1 (meHee 0,64 mmonb/n)
M yMEHbLUEHME KOHLEHTpauMu anonunonpoTenHa
A-1 (ano-A-1) (meHee 50% oT HopMbl) [23]. Y 6onb-
HbIX, ABMASIOWNXCA OBNMraTHbIMU reTepo3nrotTamu,
OTCYTCTBYIOT Kakne-nnbo npusHaku, Habnwogaemble
npv roMmo3nroTHom oopme 601e3HU, N OHU He Npeab-
SABNAIT HUKaKuMX xanob. Tepanua runo-anbda-nu-
nonpoTeMHeMnn orpaHudeHa 1 ManoaddekTnBHa.

Momumo BonesHn octpoBa TaHxep, MyTaummn AaHHO-
ro reHa BbI3bIBalOT Apyroe 3aboneBaHne — ceMeMHbIN
aedununt JINBM, koTopbi sBNSIeTCA annenbHbIM
6ones3Hun octpoBa Tawxep [15]. Fen ABC1 kogupyet
npoteuH ATP-binding cassette transporter 1, B Hopme
nomorawLuiA Krnetkam ocBobo)aaTbCs OT M30bITKa
XonecTepuHa, KoTopbli 3aTeM 3axsaTtbiBaeTcs JINBI1
KPOBU U C HEl0 NEpPeHOCUTCS1 B NeYeHb. Y B0oNbHbIX
¢ myTtaumen reHa ABC1 HapylweHa anuMuHauus
N3 KINeTOoK XOnecTepuHa, YTo NpMBoaUT K HAKOMNNEHUIO
3a(hMpoB xonectepuMHa B CUCTEME MOHOHYKMEeapHbIX
dparoumToB. Nnasma KpoBW NpospayHas Unu crierka
MyTHas, cogepxarue JIMNBI pe3ko ymeHbLUeHO, co-
aepxaHue obllero xonectepmHa B nnasme HU3Koe,
KoHUeHTpaumst Tl noBblweHa. KnuHuyeckn Habnio-
0alTCA yBENUYEHHbIE MWHAANUHBLI SPKOrO KenTo-
OopaHXxeBoro LuBeTa (MaTOrHOMOHWYHbLIA MPU3HaK),



44 Anbda-gucnunonpoTenHemMus

renato- 1 crnneHoMmeranusi, ygenuienvne numdaTnye-
CKUX Y3I10B BCIEeACTBUE HaKOMMEHMS B HUX 3UPOB
xonectepuHa [21]. BcTpevatoTca paccTponcTea CTy-
na, a TaKkke PeTMHUT U NOMYTHeHMe porosuubl. Mo-
ryT pa3BMBaTbCs MonmMHenponaTtusa (cnaboctb, nape-
cTesuun, NTo3, BeretatmBHas AMCKYHKUUSA), aTakcus,
HO HET NpPU3HaKoB aTepockrnepo3a. B nyHkTaTe kocT-
HOro Mo3ra OOHapYXXMBAKTCS NEHUCTbIE KNeTkn [21].
InarHo3 noateBepxpgaeTcs OOHapy)XEHMEM B KPOBU
HU3KMX KoHUeHTpauwuin JIMBIM n ano-A-1 B codeTaHnm
C BbICOKWM YPOBHEM Tpurnuuepuaos. Ha ocHoBaHum
obBHapyxeHus y 6onblUoro uncna onuxanwmnx poa-
CTBEHHMKOB OOnbHbIX HU3KOro copepxxanusa JIMNBI
BblCKa3blBAeTCA MHEHWe 06 ayTOCOMHO-peLeccuB-
HOM HacnegoBaHWMKM 3TOro CUHAPOMA.

Oeduvunt anonunonporenHa A-1 — HacneacTBeH-
HbI AeUUNT NIMMNONPOTEMHOB BbICOKOW MITOTHOCTH,
BO3HMKAIOLLMIA BCNeacTBMe MyTaumm reHa ano-A-1,
KOTOpbI pacrnonoxeH B nokyce 11g23. Monynauu-
OHHasi yacToTa 3aborneBaHust HemsBecTHa. Ano-A-1
B HOPME COOEPXKNTCS B Ma3me B BbICOKOW KOHLEHTpPa-
umm 1,0-1,5 mr/mn. Ano-A-1 sBnsieTca kodakTopom
depMeHTa neuuTUHXONecTeponaunnTpaHcdepassbl,
OTBETCTBEHHOIO 3a hopMupoBaHue 6ONbLUMHCTBA
acmpoB xonectepuHa. Kpome Toro, ano-A-1 cno-
cobcCTBYeT yganeHunio ahupoB XonectepuHa us kne-
ToK. Mectamn cuHTesa ano-A-1 saBnAKTCA NevYeHb
N TOHKUA KULIEYHMK. KnuHuyeckme nposiBNeHus xa-
PaKTEPU3YIOTCA PaHHUM pPas3BUTUEM aTepOCKNepo-
3a, NOSIBIEHNEM KCAHTOM, NMOMYTHEHVWEM POrOBULibI.
YacTto nartonorusi ObiBaeT accouumpoBaHa ¢ cemen-
HbIM amunonao3oM. [marHo3 noarBepxaaeTcsa HU3-
Knum cogepkannem JNBI n ano-A-1 B CbIBOPOTKE KpO-
Bu. C nomowpto [IHK-npo6 obHapyxumBatoT MmyTaumo
reHa ano-A-1. JleyeHune 3akntoyaeTcsa B NpUMEHEHUN
aHTMaTeporeHHoOW AMeTbl, MO3BONSAIOLLEN YMEHLLUNTL
puCK pa3BuTUs atepockneposa [15].

Tak kak JIMNBI1 obnagatoT aHTMATEpPOreHHbiM 3d-
dektom, TO yBenuyeHue yposHsa JIMBI B nnaswe
OOMMKHO MPUBECTU K CHWKEHNIO CcepaeyHO-Cocyau-
ctoro pwucka. JleyeHne 60nbHbIX runo-anbga-nu-
nonpoTenHemuen ¢ Bbicokum puckom NBC gomxHo
BKIMtoyaTb 60pbOy C M3ObITOYHBIM BECOM Tena, Cu-
ctemMaTnyeckne U3NYeckne TPEHUPOBKKU, YMEHb-
LWeHNe Kanopaxa MuLLW, OTKa3 OT KypeHust U npu-
eMa arnkorons, orpaHu4eHne notpebrneHns caxapa
[7, 16]. Ucxoaa us Toro, 4To HU3KMI yposeHb JIMNBIM —
O[JHO M3 KITHOYEBbIX 3BEHbEB MEeTaboNmMyecKkoro cuH-
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cam no cebe noBbIaeT ypPOBEHb IHOKO3bl KPOBW,
HO B TO X€ BpeMsa MOXeT GrnaronpustHo moaudu-
UMpoBaTb NUMUAHLIA CNEKTP Y BONbHbBIX caxapHbiM
anabeTom npu OAHOBPEMEHHOM MCMNOMb30BaHWUMU U-
NornMKeMmnYeckux npenapaTtos. I3eTUMUO nNpu Mo-
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ALPHA-DYSLIPOPROTEINEMIA
G. Yu. Struchko, O. Yu. Kostrova, N. Yu. Timofeeva

ABSTRACT
Rarely founded disorders of lipid profile stipulated by genetic factors namely hyper-alpha-lipoproteinemia (Norum
disease), hypo-alpha-lipoproteinemia (Tangier island disease, family deficiency of lipoproteins of high density,
apolipoprotein A-1 deficiency) are described, some recommendations for cardiovascular risk decrease by drug
and drug free preparations are given.

Key words: alpha-dyslipoproteinemia, lipid profile, hyper-alpha-lipoproteinemia, Norum disease, hypo-alpha-lipo-
proteinemia, Tangier island disease, lipoprotein of high density, family deficiency, apolipoprotein A-1 deficiency).



