Takvum 06pa3om, AaHHbIN METOA NPOCT B TEXHNYECKOM
BbIMOTHEHNW Y MOXET ObITb LUMPOKO NPUMEHEH B KIUHU-
YEeCKOW NpakTuKe.

Pe3ynbraTbl nevenus. B 40 cnyyasax axoructorpadu-
yeckas KapTvHa cBuAeTenbcTBOBana o 6rnaronpusaTHOM
TeYeHun paHeBoOro npolecca. BbligeneHsl ero axorncro-
rpacduyeckne BapuaHTbl. BeinonHeHo Y3U ¢ UAK no-
crneonepaLmoHHOW paHbl C TPaAMLMOHHBIM BEAEHNEM U C
npvmMeHeHneM 6rnokagbl.

Y Bcex 60nbHbIX NPOCNEXeHo briaronpusTHoe TeYeHne
penapaTvBHOIO NpoLecca, axorpanyecknMmm NnpusHakamm
KOTOPOTO SIBMANNCH: YMEHbLUEHME OTeKa TKaHew C YETKON
aHaTOMMYECKOW CMOWUCTOCTbIO Ha TPETbU CYTKU, HUBENU-
poOBaHMe rMNO3XOreHHbIX NMOMNocTen. IxorncTorpaduio
NpoOBOAMUIN BO BCEX Cryyasx C LeNbio HEVMHBA3UBHON
BepUUKaLMn CoaepXMMoro noriocTHOro obpasoBaHus.
Mony4eHbl KONMMYeCTBEHHbIE AaHHblE pa3nnYHbIX TKaHew. B
KINVHVIKE TeYEHUsI NocreonepauoHHon 60ne3Hn 0TMeYeHO
KynvpoBaHue 60rneBoro cMHApOMa, PaHHsSA akTUBU3auus,
yepes3 3—5 MyH nocne 6rokaabl 0OTMeYanock NoTenneHne
COOTBETCTBYIOLLEN CTOPOHbI M MOBBILLIEHNE KOXHOWN TEM-
nepartypbl Ha 2—3 rpagyca u coxpaHeHve NOBbILLEHHON
B TeyeHun 1,5—2 4. OnpegeneHa KpaTHOCTb BbIMOTHEHNS
6nokag ucxoas U3 ANUTENbHOCTU HAXOXOEHNS aHeCcTeTH-
Ka 1 onTMManbHasi Touka BBeAeHus. [Ana onpeneneHus
OCHOBHbIX NMoKasaTenemn AUarHoCTU4eCcKon 3Ha4YMMOCTH 1
[OOCTOBEPHOCTW NMpeanaraemMor METOAUKM MpW CTaTUCTK-
Yyeckorn obpaboTke, conocTaBneHbl AaHHbIE AMHAMUYECKON
axorucrorpadmm nocneonepaLmoHHbIX paH C TpaguLMOoH-
HbIM BeJEHUEM U C NpUMeHEeHVeM briokag.

MpenmyliecTBa permoHapHon aHectesmn nog Y3
KOHTPONEM 3aKIi4aeTcsi B CrieayloLem: NpsiMon Bu3ya-
NM3aLMM OKPYKaoLLIMX aHAaTOMUYECKUX CTPYKTYP( COCYa0B,
MBbILLLL, KOCTEW, CYXOXWIUIA), 4TO obrieryaer ux naeHTndu-
KaLmIo; BU3yanu3aumm UMbl U pacrnpoCTpaHeHNs aHecTeTu-
Ka (Mpsimas 1 KOCBeHHasi BU3yanuaaums);npeaoTepaLleHmm
no6oYHbIX 3h(PEKTOB — MHTpPaHEBparnbHOro BBoAA U
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NYHKLMN COCYAa; YMEHbBLLEHWUM KONMYECTBA NMYHKLMA(MOYTK
B 100% cny4aeB B13yanusauum BbINMOMHAETCA NWLLb OAHA
NyHKUWSA) M [03bl aHECTETUKA; 6ornee ObicTpom adpdekTe 1
BO3MOXXHOCTWN 3PP EeKTUBHOM NPOSTIOHIMPOBAHHOM aHecTe-
3UM C YCTAHOBKOW KaTeTepa.

MpepnoxeHHas mMeToavka npoBefeHns brnokagbl C
KOHTpONEeM MecTa BBeAEHNSA aHECTETMKA U ANTUTENBbHOCTU
€ro HaxXOXAEHWS B TKaHAX C MOMOLLb0 KOMOVHMPOBaHHON
CoHorpadum No3BoNsEeT akTMBHO BO3AEVCTBOBATL Ha Teve-
HVe MECTHOrO KOMMOHEHTa NnocreonepauyroHHoON 6onesHu,
COXPaHEeHU MUKPOLIMPKYISILIMK, PE3KOTO YKOPOUeHns ¢hasbl
aKcygaumm, CTUMynaLMmn penapaTuBHO-NponMgepaTMBHbIX
NPOLECCOB, CHWXEHWS YPOBHS THOMHO-BOCMANUTENbHbIX
OCMNOXHEHMIN CO CTOPOHbI MOCNeonepaLoOHHON paHbl,
onpeaenuTb KPaTHOCTb BBEAEHUSI aHECTETUKOB M €ro pac-
NpOCTPaHeHNe B TKaHSX.
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NABOPATOPHAA AUATHOCTUKA HAPYLUEHWUIA JIMNUAHOTO OBMEHA

TFAJIMHA BJIAOUMUWPOBHA TYXBATYJIJTUHA, 3aB. KnvHVKO-AMarHoCTM4eckor naboparopueii
KnuHunyeckoro rocrimtans ®KY3 «Meauko-caHutapHas 4acte MB/ Poccum no Pecrnybnvike TatapctaH»
AJIbBEPT BAJIEPbEBUY CITUPULOHOB, kaHp. men. Hayk, Bpa4y-racTpO3HTEPOJIOr, 3aM. HaYalbHyKa
KnuHunyeckoro rocrivtans, ®KY3 «Meauko-caHutapHas 4acte MB/L Poccuu no Pecrnybnvike TatapcTaH»
UPUHA AHATOJIbEBHA TMUMAJIETAWHOBA, Bpay-racTpoaHTeposor KimHn4eckoro rocnutans
OKY3 «Meauko-canutapHas Yyactb MB/] Poccum o Pecnybnvke TatapctaH»

Pecpepar. /13BeCTHO, YTO BaxKHEWLLMM (paKTOPOM pucKa pasBUTUS U NPOrPecCUpPOBaHUS pasnnyHbIX 3abonesBaHui,
CBS13aHHbIX C aTEPOCKEPO30M, CryXXaT HapyLLueHWs nunuaHoro obMmeHa. CBoeBpeMeHHas 1 npaBuiibHas AnarHocTuka
N MHTEpnpeTauns N3MEHEHHOTO NUMNUAHOTO NPOdUNs, OLEHKa COMNyTCTBYHOLUX hakTOPOB pucka pa3BUTUS — Heob-
X0OMMble YCMOBUS OpraHvM3aunn paunoHanbHol U 3ddEKTUBHON NMPOUIaKTUKN OCHOBHbBIX CepAeYHO-COCYAUCTbIX
3aboneBaHui..

Knro4yeebie crioea: hakTopbl pucka, runeptpurivuepuaeMus, nunonpoTenabl BbICOKON NNOTHOCTU, nunonpoTtenapl
HW3KOW MIOTHOCTU, UeMmnyeckasi 6onesHb cepgua.

LABORATORY DIAGNOSIS OF DISORDERS OF LIPID METABOLISM

GALINA V. TUKHVATULLINA, ALBERT V. SPIRIDONOV, IRINA A.GIMALETDINOVA

Abstract. It is known that the most important risk factor for the development and progression of various diseases
associated with atherosclerosis, are disorders of lipid metabolism. Timely and correct diagnosis and interpretation of
the altered lipid profile, assessment of related risk factors — necessary conditions for the organization of a rational and
effective prevention of major cardiovascular disease.

Key words: risk factors, high triglycerides, high density lipoproteins, low density lipoproteins and ischemic heart
disease.
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A Tepocknepo3 — 3aboneBaHne cocynoB, KOTOPOe
COMPOBOXAAETCS X YMITOTHEHWEM U CTEHO3UPO-
BaHMeM npoceeTa. PasBuTre atepockneposa BefeT k oopa-
30BaHUI0 B UHTUME COocyAa NMNUAHO-OMOPO3HbIX BNsILLEK,
KOTOpbl€ YMEHbLLAKT MPOCBET M OFPaHNYMBAIOT KPOBOTOK K
cepALy, rorioBHOMY MO3ry, MOYKaM, HKHUM KOHEYHOCTSM.
[Mpun paspbiBe NOKPBILLKMA aTEPOCKNEPOTUHECKON BnsALLIKM
B MpocBeTe cocyaa obpasyeTcst TPOMO, YTO BeET K BHe-
3arnHOMy NMPEKPAaLLEHNIO KPOBOTOKA B XM3HEHHO BaXKHbIX
opraHax 1 conpoBoXaaeTcs pasButuem nubo nHdapkra
muokapga (M), nubo mosroBoro mHcynsta (MU), nubo
OCTPON NLLEMUUN HMKHUX KOHEYHOCTEN.

ExxerogHo B Poccum oT cepaeqHo-cocyamncTbix 3abone-
BaHun (CC3) ymunpaet 6onee 1 MnH yenosek (NPUMepPHO
70 yenoek Ha 100 TbiC. HaceneHus).

3T nokasartenu ropasao Bbille, YeM B pa3BUTLIX CTpa-
Hax Esponbl, CLUA n Anoxun. Cpeam CC3 BeayLlee mecto
3aHumatot UBC (51%) n MU (27%), koTopble obycnosne-
Hbl aTEePOCKINEPOTUYECKUM NMOPaXKEHNEM KOPOHAPHbIX 1
MO3rOBbIX apTepun.

Llenb Hacmosujel pabombl — 03HaKOMWUTb Bpa4ven
C OCHOBHbIMW BMAAMW HapyLUeHW nNUnugHoro obmeHa,
OCBETWUTb BOMPOCHI AnarHocTvku gucnunvaemun (ONTT)
y 6onbHbix CC3, a Takke y nuy, npeapacnonoXeHHbIX
K HUM.

JNvnnpgbl n nunonpoTteuabl

K nunngam nnasmbl OTHOCAT xonecTtepuH (XC), Tpu-
rnvuepuapl (TT), doconunugbl (P1).

XosiecmepuH BbINOMHAET BaXHble OMOXMMUYeckue
yHKUMM B YenoBeveckom opraHname. OH Heobxoaum Ans
CMHTE3a CTEPOMIHbIX M NOMOBbLIX TOPMOHOB, 06pa3oBaHus
*enun. OH BXOOWT B COCTaB BCEX KINETOYHbIX MeMBpaH op-
raHnama. XC cuHTesmpyeTcs rmaBHbIM 0Opa3om B MeYeHu
n3 auetata. 20—30% XC noctynaeT B OpraH13m C NuLLen.
XC 6biBaeT cBOOGOAHBLIM 1 3TEPU-PULNPOBAHHBLIM. DTEPU-
drumposaHHbIv XC npeobnagaet B aTepocKnepoTU4ecKmx
onswkax, a cBO6OAHbIN — B KNETOYHbIX MeMOpaHax.

Tpuanuuepudbl — 310 3PUPbI KUPHbIX kncnoT (PKK) n
cnupTa rmuuepuHa, KoTopble BXOASIT B COCTaB pPasnmnyHbIX
JIMN, npeobnapgaloT B XMIMOMUKPOHAX M nunonpoTemaax
o4eHb Hu3kon nnotHocTy (JINOHTIM). Mocne npuema xup-
HOW MULLM KOHUeHTpaumsa TI B KaHAMCXOOHOMY YPOBHIO.
Y 60nbHbIX C caxapHbiM guabetom (CL), oxupeHnem TI
anutenbHoe Bpems (6onee 12 4) He NPUXOAST K HOPMeE.

XupHbie kucrriomsbi (XKK) cMHTE3MPYOTCS B OpraHnsme
13 NPOAdYKTOB pacnaza yrneBoAoB U NOCTYNatoT C NULLEN.
YacTtb XKK noctosiHHO obpasyeTcs B pesynsraTte nunonmnsa
TI B >xxumpoBon TkaHu. KK ncnonb3ytoTcd opraHM3Mom B
Ka4yecTBe MCTOYHUKA 3Heprum, kotopas obpasyercs npu
ux okucnernmm. XK vrpatoT BaxHy pornb B NIUMUAHOM
obmeHe, atepuduumpyst XC u rmuuepuH. BolgensaioTt Ha-
CblueHHbIe upHbie kucriomsi (HXK) — ato nanemmnHoBas
N CTeapUHOBAs; MOHOHEHACLIUWEHHbIE XXUPHbIE KUC/TOMbI
(MH >KK) — 310 0nenHoBasi; nosluUHeHaChIUEHHbIE XUPHbLIE
kucriomel (IMH XXK) — a10 nuHonesas, apaxmaoHoBas, aii-
ko3aneHTaeHoBas. HXXK npeobnagatoT B )XMpax >KMBOTHOIO
npouncxoxageHuns. MH n NMH — B pactutenbHbIX Macnax m
pblObeMm Xxupe.

®docponunudbi SBASATCH BaXHbIM CTPYKTYPHbLIM
KOMMOHEHTOM KNETOYHbIX MeMOpaH, OHaKO UX coaepxa-
HMe B KPOBM HMKAK HE CBA3AHO C PMCKOM MLLIEMUYECKON
©6onesHu cepgua (MBC).

Jlunonpomeuodsi. Nunuabl TPAHCNOPTUPYIOTCS B KPOBU
B COCTaBe CMOXHbIX HAAMOMNEKYMAPHbIX KOMMIEKCOB —
nunonpotengos (J1M). 1M npeacTtaensaoT cobon Bogopac-
TBOpPUMbIE NUNNAHO-6ENKOBbIE rMOBYNSPHbIE CTPYKTYPHI,
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B COCTaB KOTOPbIX BXOAAT MOreKynbl 6enkos, cBobogHoro
XC, achmpoB XC n cpocponunuaos. benkn, Bxogsawme
B cocTtaB JII1 4yacTuu, Ha3biBalOT anonunonpoTemHamm
unu anobenkamm. AnoGenku BbIMOMHSOT CTPYKTYPHYHO 1
appecHyto yHkumn. OcHoBHbIMK JTT B 3aBMCMMOCTU OT
MX NMOTHOCTU, Pa3MEPOB N COCTaBa BXOASALLMX NUNNO0B
1 anobenkoB SABMNAKTCA: XMIOMUKPOHbI (XM), JITTOHTIM,
nunonpoTenabl NpomexyTodHorn nnotHoctn (JINMM), nu-
nonpotenabl HA3Kow nnotHocTu (JIMHIM), nMnonpoTenabl
BblcoKkon nnoTHocth (JINBIM).

XunoMukpoHbl — Hanbonee kpynHble 1 Hanbonee
nerkve JIMN yactuupbl. CUHTE3UPYIOTCS B anuTenManbHbIX
KrneTkax TOHKOrO KMLIEYHWNKA U3 NMUMNUAOB 3K30reHHOro (Nu-
LLIEBOr0) MpOMCXOXAEHNS, Yepes cnctemy numdaTnieckux
COCy[0B MOCTYNalT B rpyaHON nMumdaTnyeckuii MpoTok
1 oTTyga B KpoBb. B coctaB XM Bxoaat TI, B MeHbLueM
konmyectBe achmpbl XC, hocchonunmabl

n anopbenku. MlsonnpoBaHHasa runepxuriomMmukpo-
HeMus BCTpeYyaeTcsl peako M 0ObIYHO CBUAETENbCTBYET
0 HacrneacTBeHHOM AdedekTe nunonpotrenanunasbi.
[MNepxnnomMmKpoHeMums He SIBNAETCS OMOXMMUYECKUM
MapKepoM aTepockKrepo3a, HO COMyTCTByoLWasa en rm-
nepTpurnMuepuaeMy MoXeT CNpOBOLMPOBaThL pasBuUTUE
OCTpOro naHkpeartura.

Jlunonpomeudbl 04YeHb HU3KOU nMJomHocmu
cuHTesupytoTca B nevyeHn. OCHOBHble CTPYKTYpPHO-
dyHKUMoHanbHble 6enkn JINMOHIM — anoB-100, anoE u
anoC-1. IMNOHI B 0CHOBHOM COCTOAT U3 3HAOrEeHHbIX TI 1
B MeHbLLEeN cTeneHn u3 acmpos XC, NOSTOMY UX MOBbILLIEH-
Hoe copepxaHue B nnasme nposengetca [T T yacto
amarHoctupyetcs y 60MnbHbIX C MHCYNUH-He3aBucumbim C[,
rMnoTMpeo3omM, oxmpennem. ' B codeTaHumn C HU3KUM
yposHeM JMBI1 cnyxuT hakTopom prcka pas3Butus ate-
pocknepo3a. JINOHI noaeepratoTcs NMMNonu3y B nnasme
n npespawatorca 8 JIMMMM.

Jlunonpomeudbl NPoMexXymo4yHol niaomHocmu
cogepxar B CBoeM cocTaBe bonbLue adupoB XC, Hexenu
JINOHIM. OcHoBHbIE TpaHCMNOPHbIE U YHKLUNOHANbHbIE
6enku JINMNM — anoB-100 n anoE. MNoBbilwleHHas KOHLEH-
Tpauus B kposu JIMMM nposensetca TXC n 'TI. B Hopme
yacTtb JIMMI 3axBaTbiBaeTCca peuenTopaMmmn neyeHu, a
YyacTb rmgponusyetcs v npespaiiaetcs B JIMHIM.

Jlunonpomeudb! HU3KOU MJIOMHOCMU COCTOSIT B
OCHOBHOM 13 3¢pmpoB XC. OyHKLMOHAmNbHbLIM anonpoTen-
Hom siBnisieTcs 6enok anoB-100. MNMoBbieHHOEe coaepxa-
Hue B nnasme JIMHIT oTtyeTnNnBO CBA3aHO C pasBUTUEM
KopoHapHoro, KapoTtugHoro n nepudepmnyeckoro atepo-
ckneposa. OgHako ans toro, 4ytobbl JIMHI cTtann atepo-
FEHHbIMW, OHU OOIKHbI MOABEPTrHYTbCS MOoAMdUKaL MK,
MpuynHoOM MognduKaLum vaile BCero CryxuT npouecc
nepekncHoro okucrieHms JINMHMM. AKTMBMpOBaHHbIE MOHO-
UUTbl NPOHUKAKOT B CyB3aHAOTENManbHOe NpPOCTPaHCTBO
cocyna, npeBpalasicb B Makpodaru, kotopble daroum-
TUpytoT MmoandmumpoBanHble JIMHI n npeBpallatoTes B
NEHUCTbIE KNETKN, T.€. KNETKU, NepenonHeHHble adoupamm
XC. AKTMBMpOBaHHbIE MaKpodaru 1 NEHUCTbIE KMNETKM
BbICBOOOXAAOT OMONOrMyeckun akTMBHbIE BELLECTBa: pak-
TOPbl POCTa, MPOBOCMONUTENbHbLIE LIUTOKUHBI, MOMNEKYIbI
agresuu. B pesynbsrarte ycunmnearoTcsa npoLecchl npoHuLae-
MOCTM SHOOTENNSA U pOCTa aTepOCKNepPOTUYECKON BMSLLKM,
4YTO B KOHEYHOM UTOTE BEAET K CY)XEHMI0 NpOCBeTa cocyaa
W paspbiBY MOKPBbILLKM BrisilkM ¢ o6pa3oBaHneM BHYTpU-
cocyauctoro Tpomba. MimenHo XC JIMHI, yuntbiBas ero
Ba)XHYI0 pOrib B (POPMMPOBaHNM aTepOCKNEPOTUYECKON
OnsLKN, ABNAETCS rMaBHOW MULLEHBIO TMNONUNMAEMNYE-
CKOW Tepanuu.

HAYYHbBIE CTATbI




Jlunonpomeuds! 8 bICOKOU MI0MHOCMU — aHTnaTe-
poreHHble nunonpotenHoBble (JTT) YacTuubl, KOTOpblE
OCyLLecTBMAT 06paTHbI TpaHcnopT XC 13 cocyamcTon
CTEHKM M MakpodaroB B MeyeHb, OTKy4a OH BbIBOAUTCS
13 COCYAMCTON CTEHKM MU MakpodaroB B neyveHb, OTKyaa
OH BbIBOOUTCS M3 OpraHn3Ma B COCTaBe XEMYHbIX KNCIOT.
Ano6enku anoA-1 n anoA-2. Yposerb XC JIMNBI1 B nnasmve
nmeeT obpaTHyo 3aBUCUMOCTb C pa3BUTUEM aTEPOCKIIEPO-
3a; Yem Hke cogepxxanune XC JMBI, Tem Bbile BeposAT-
HOCTb Pa3BUTUSA aTepocKepo3sa.

Knaccudmkauus runepnunuaemMmn

TepmuH TN o3HavyaeT noboe MoBbILLEHNE YPOBHS
nvnunaos v JIMN B nnasme.

Onsa xapaktepuctukn M nonb3ytoTca knaccudmka-
umen BO3 (mabnuya):

Knaccudmkauusa runepnunugemun BO3

q;ﬁ:g:;? OXC T | Usmenennsa NN r:;ﬁgg;b
| MoBbiweH | 1 vmm | 1 XM HeateporeHeH
BN
lla MoBbiweH | B N 1 NIHN Bbicokasi
IIb MoBbiweH | 1 1 NrHN Bbicokasi
n NNOHIM
1] [MoBbiweH | 1 1 Arrn Bbicokasi
Y Yawe 1 1 INOHMN YmepeHHasi
B HOpMe
\% [MoBbIweH | 1 1t XM Huskas
n NINOHMM

lMpumeyaHue: T — NoBbIeHne KoHUeHTpaummn, N — KOHLEH-
Tpauusi B HOpMe.

| dheHOTMN xapakTepusyeTcs N30NIMPOBAHHbLIM MOBbI-
weHnem XM. XC u TT moryT 6bITb yMEPEHHO MOBLILLEHbI.
3701 peHotun [N BCcTpeyaeTca pegko M 0ObIYHO He
accouunpyeTcs ¢ pa3BUTUEM aTepoCcKepo3a.

Ons lla deHoTMNa xapakTepHO MOBbILLIEHNE KOHLEH-
Tpaumm XC NMHM n OXC, Tl HaxogsaTcs B npegenax
HOPMbl. OTOT (PEHOTMM AOBOSMbHO PacnpoCTpaHeH B
nonynsuMm U TeCHO CBA3aH C pPa3BUTUEM KOPOHapHOro
aTepockreposa.

Mpwu lIb dpeHoTMNe noBbiweHbl kKoHUeHTpauun XC
JINHM » XC JINOHM. Y nuy, ¢ aTum heHOoTUNoOM MmeeT
MecTo KOMOMHupoBaHHas TN, Tak Kak NoBbIWEHbI KOH-
ueHTpauun OXC u TT.

Il peHoTun nposengaetrcs nosbiweHvem MMM n,
kak crieacteme, XC n TI. 3T0 [OBONBHO peakuii BUA Ha-
pyLieHun nunugHoro obmeHa. OH 0ObIYHO BCTpevyaeTcs
npu onpegerneHHbIX MeTabonnyecknx HapyleHuax — y
GonbHBIX C MeTabonMyeckuM CUHAPOMOM W CaxapHbIM
anabeTtom. MNpu nogo3peHun Ha lll peHoTUN cywecTBeH-
HbIM MOACMNOPbEM SABMSAETCA 3neKTpodopes CbIBOPOTKM
KPOBW B arapo3HoMm rerne. Ha anektpocoperpaMmme B 3TOM
crnyyae nosiBNseTCA XxapaKkTepHas Wwupokas 6eTa-nonoca,
oTpaxatLlasa BbiICOKOe copepxaHue B kposu JITMMIM.
Hocutenu |l dbeHOTMNA UMEIOT BBICOKMIA PUCK PasBUTUSA
aTepockreposa.

Ons IV deHoTMNa xapakTepHbl MOBbILLEHHAsH KOHLEH-
Tpaumsa JINOHM n I'TT.

310 pacnpocTtpaHeHHbin Tvn OJIM, oH BCcTpevaetca
y 40% 60nb HbIX C HapyLWeHUsMN NUNUOHOro obmeHa.
B kombuHaummn ¢ Hu3Kkom KoHueHTpauuen XC JIMNBIT atot
deHoTUN obnagaeT BbICOKOWM aTEPOreHHOCTbH.

V cheHoTun BcTpedaetca peako. OH xapakTepuayeTcs
OAHOBPEMEHHbIM MOBbIWEHNEM KOHUeHTpauun XM u
JINOHTM, a takke ' n yMEpPEeHHbIM yBENMYeHnem co-
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aepxarnst XC. OBbIYHO He YETKOW CBA3M Mexnay 3TUM
deHoTMNOM 1 pa3BuTMEM atepockrieposda. OgHako Bbl-
paxeHHas ['TI, koTopasa conyTcTBYyeT aToMy (heHOTUNY,
onacHa pa3BuTMEM OCTPOro MaHkpeaTuTa.

Knaccudukaumna BO3 He yunTbiBaeT deHoTUN, AN
KOTOPOro XapakTepHO u3bupaTtenbHoe cHwkeHne XC
JINBIM. 3T10T cbeHoTMN Yalwe HabnogaeTcs y My>XdnH 1
COMPOBOXAAETCS NOPaXKeHNeM KOPOHapHbIX 1 Liepebpanb-
HbIX COCY[OB.

BaxHO OTMEeTUTb, YTO NpMBeAEeHHas Knaccudukaums
He JaeT BO3MOXHOCTU NOCTaBUTb AnarHo3 3abonesaHus,
Bbi3BaBLLero A1, ogHako no3BpnseT Bpayy yCTaHOBUTb
CTeneHb ee aTeporeHHOCTU.

JlabopaTopHoe obGcnenoBaHue 60MbHbLIX C AUC-
nunungeMmuen

HapyweHns nunugHoro obmeHa nposaBnsTCA U3-
MEHEHWNSIMU OCHOBHbIX NMUMNWUAHBIX NApamMeTPOB B KPOBMU.
Haunbonee vactble u3 Hux: XC, I'TT, Bbicokas

KoHueHTpaunsa XC JIMHM, noHwxkeHHOe coaepixa-
Hue XC JIMBI. N3meHeHMs nunuaHbiX napamMeTpoB
HOCAT HE TONbKO KONMMYECTBEHHbIN, HO Y KAYE€CTBEHHbIN
xapakTtep. Tak, Hanpumep, y 6onbHbIx C[l, a Hepeako
n 'y 6onbHbix ¢ UBC, npn HopManbHOM 3HavYeHun XC
JINHM aTK YacTuubl Gonee Menkue U NMAOTHbIE, OHU
nierye OKUCHATCHA U MUTPUPYIOT B cybaHaoTenmanbHoe
NPOCTPaHCTBO, MHULUNPYS 0bpasoBaHme aTepoCKnepo-
TUYECKMX BnsLek.

[na oueHkn nunugHoro npoduns onpeaenstoT OXC,
T, XC NMNBIM, XC JIMNHIM; nocnegHuii paccunTbiBakOT Mo
dopmyne Ppuasanga npu KoHueHTpaumm TI, He npeBbl-
watowen 4,5 mmons/n (400 mr/gn):

XC JINHM = OXC — (XC NNBM + (T/2,2) B Monb/n

XC NMHM = OXC — (XC NNBI + (Tr/5) B mr/an.

Mpn G6onee BbicokoM KoHUeHTpauun TI XC JMHM
onpegensieTca MeTo4OM MpenapaTtyMBHOINO yrbTpaueH-
TpudpyrmpoBaHns. B COMHMTENbHbBIX M HE COBCEM SICHbIX
crnyyasx gnga ytodHeHus deHotuna M nenonbsytoT
ynetpadopes J1IM cbiBOPOTKN.

Y 6onbHbix UBC 1 ee akBMBaneHTamm (nepudepu-
YEeCKU aTepocKNepos, aTepoCKepo3 COHHbIX apTepui,
aHeBpu3Ma OptowHoro otgena aopthl, CO) OXC gon-
XeH OblTb < 4,5 mmonb/n (175 mr/an), a XC JINHM <
2,6 mmonb/n (100 mr/an). OTHoweHne (OXC — XC JTNBIM)
/ XC NMNBIM, npegnoxeHHoe akagemmnkom A.H. KnumosbiM
1995, aBngeTca YyBCTBUTENbHbLIM MOKa3aTenem Hanuuns
1 NPOrpeccupoBaHns aTepocKeposa, a Takke agekBaTHO
NPOBOAUMON FMNONUNMEEMNYECKON Tepanumn. ATo OTHOLLE-
HUe y O0nbHbIX UMK Y NUL, NPeApacnonoXeHHbix k CC3,
He [OIMKHO MpeBbIWwaTh 4.

XC NMNBM cuntaetcs oTpuuaTenbHbiM (©akTopoMm
pucka. Hopmbl 3TOro nokasaTtensi pasHATCH AN MY>X4YWH
N KEHLWMH. Y MYXYUH 3TOT nokasaTtenb JOIKeH ObiTb
paBeH unu nyywe npesbiwatb 1,0 mmonb/n (40 mr/an),

y XeHwuH — 1,2 mmonb/n (46 mr/an). OnTumanb-
Has kKoHueHTpauuss Tl cocTtaBnsaet 1,77 MMonb/n
(155 mr/agn).

BbiBoabl. Hapylwenus nunugHoro obmeHa siBnstoTcs
Ba>KHbIM paKTOPOM pUCKa pasBUTUS U MPOrPEeCCUPOBaHNS
pa3nnyHbix CC3, B nepayto ovepeab VIEC. CBoeBpeMeH-
Hble, MpaBuUIbHbIE AMAarHoCcTMKa 1 MHTepnpeTauns nave-
HEHHOro NMUNMAHOrO NPOMWNs, OLEHKa COMyTCTBYIOLLNX
dakTopoB pucka CC3 — Heobxoaumble ycrnoBust Ansi
opraHusauuun pauuoHanbHOW NpogunakTUK1M OCHOBHBIX
CCs.

O6bekToM 0co60ro BHMMaHKSA criyxat 6onbHble UBC ¢
aTepOoCKepo30M MO3rOBbIX M Nepudepruiecknx aptepui. Y
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TaKMx NauMeHToB HeobXxoauMo AoBUBaTLCS ONTUMMU3aLNA
NUNUAHbLIX NapaMeTpoB, B nepyto odepenb XC JIMHM n
XC NNBM, TT. 3Ton kateropun 605bHBIX HE0OXOANUMO Ha-
3HaYMTb rMMNONUNAEMUYECKME CPeacTBa.

Y 6onbHbix C[ Il TMNa puck pasBUTUSA COCYAUCTbIX
OCIOXHEHWI conoctaBum ¢ TakoBbiM npu MBC, noatomy
OHV TaKke B nofasnstoLem 6onbLUNHCTBE cryyYaeB Tpeby-
toT 6e3oTnaraTensHOM Tepanum No KOPPEKLMU NTMMUAHOTO
npodcuns.

BaxxHbiM acnektom npodunaktmkn CC3 n atepockne-
pOo3a Cny>XWT BbISIBNIEHWE MWL, C HapyLLEHHbIM 06MeHOM 6e3
knuHmnyeckmx MIBC. B aTol koropte GOnbHbIX Takke MOryT
0KasaTbCsi niua ¢ ceMerHbIMW HapyLLEHUSMU NUNAHOTO
obmeHa.

CemenHasg N'XC xapaktepuayeTtcs 6bICTpbIM Nporpec-
CYpPOBaHNEM COCYAMNCTbIX OCITOXHEHUN, Takne GonbHble
Hy>XOalTCs B MOCTOAHHOW, YacTO KOMOWHMPOBAHHON
rMNoNUNUAEMUYECKON Tepanuu ¢ NpuBMEYEHUEM 3KC-
TpakopnoparbHbIX METOAOB. BaxHbIM MOMEHTOM B Ana-
rHocTuke cemerniHon MXC paccmaTpuBaeTcsi reHeTUYECKUI
aHanus, KoTopbIli nomoraet Gonee 4YeTKO onpenenntb
nporHo3 3aboneBaHus n caenatb BbIGOP pauuoHansHON
Tepanuu.

YKeHLMHbI B neprop, MeHonay3abl, NoXunble Moau,
6onbHble C MeTaboNMYeckMM CUHAPOMOM U BTOPUYHBIMU
TN npencTtaBnaoT 60MbLLYIO rPYMNy HAceneHus, B KOTO-
poW YacTo HeJooLEeHMBaeTCa HeobXoaAMMOCTb afeKBar-
HOW runonunuaemmyeckon Tepanuu. CerogHs cyLecTBy-
10T ybeanTenbHble AaHHble JOKa3aTenbHON MeauuUHBI
0 HeobXoAMMOCTU LieneHanpaBneHHOro NeYeHns aTnx
KaTeropun HaceneHus. MpoBoAs rMNONMNUAEMNYECKYIO
Tepanuio H1 B KOe Mepe Hemnb3si 3abbiBaTb 0 KOppeKLUum
BCEX ApYyrux hakTopoB pucka: NpekpalleHun KypeHus,

©T.P. XyauHa, [1.P. 3akupoBa, 9.U. Tyx6atynnuHa, E.H.UkcaHoBa, 2013

CUHAPOM APABE

onTuMmn3aunn Beca M aptepuanbHOro gaslieHUdA, HOP-
Manuaaumsi YpoBHS ITOKO3bl, JOCTaToMHas uandeckas
aKTUBHOCTb — BCe 3TO 0bs3aTenbHble N HeobxoanMMble
KOMMOHEHTbI COBPEMEHHOW Tepanuu, HanpasreHHON Ha
CHMXXeHune pucka n npegynpexageHmne pa3Bsutnda OCHOBHbIX
CCs.
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Pecbepar. CuHgpom [dpaBe — 3TO ayTOCOMHO-AOMMHAHTHas anunenTuydeckas aHuedpanonatus aercrea, KoTopasi
obycnoeneHa, npexae Bcero, SCN1A- n PSDH19-myTtaumnamu. Xotsa cuHgpom [paBe ABnseTcs oOLen3BeCTHbIM,
HO NMPUYMHON OCTPOW 3HUEedanonaTMmn SBMSKOTCS, NO AaHHBIM N0 3nekTpodHuedanorpacdun (33, anunenTnyeckue
NPUCTYMbI, @ TaKKe CTPYKTYpHble aHoManuu ronoBHoro Moara. SCN1A-myTauum 6binn obHapyxeHbl y 25 naumeHToB
(83%). OBe SCN1A-myTaumm 60MnbHbIX MMENV XPOMOCOMHbIE TPaHCINOKaLMKN C y4acTueM XpoMocom 9 n X n mytaumm
B PCDH19. [InutenbHble npunaaku Obinun cBsdaHbl ¢ OCTPOKN aHUedanonatven, B Tpex SCN1A-myTaumsax nonoxu-
TenbHbIX NaumeHToB. OQHO M3 UCCnefoBaHWUA NoKa3ano 3HaYUTENbHOE TMMOKCUYECKO-ULIEMUYECKOe COObITME BO
Bpemsi anunenTu4eckoro cratyca. bonee gemMoHCTpaTMBHBLIMU OKa3anuch [Ba HOBbIX CTOWKUX HEBPOMOIMYECKUX Mo-
CTUKTanbHbIX AeduumTa; oHn oba Hecnu retepo3uroTHble POLG BapuaHThbl (p.Trp 748Ser unu p.Gly517Val). Cknepos
rmnokamna, unu ybbITok cepo-6enoro BeLLecTBa rofloBHOr0 Mo3ra, flokanuayeTcsi B BACOYHON Jone n Habnogaetcs y
7 n3 18 naumeHTOB, KOTOPbLIM NpoBoannack MPT B Bo3pacTe Ao 3 net (39%). MoTtopHble npunagku 15 60onbHbIX Obn
3anucaHbl Ha Buaeo-33l, 12 n3 Hux 6binu mnagwe 6 net, y 11 nauneHToB (73%) BO3HUKANM 3aTbIfIOYHbIE NPUCTYMbI.
Hawm gaHHble nokasblBatoT, YTO retepo3nroTHble X n 9 TpaHcnokauum n pegkme POLG-BapuaHTbl MOTYT M3MEHUTb
KnuHnyeckne ocobeHHocTu cuHapoma [lpase. [ocneaHas MOXeT NOBbICUTb BOCTIPUMMYMBOCTL K OCTPOM 3HLedarno-
naTuun. BucoyHble HapyLLeHMs BCTpeYakoTCs Y NauneHToB nocne 3 ner.

Knroveenie cnoea: cunapom fpase, SCN1A- 1 PSDH19-myTauums, octpas aHuedanonatums.
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