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PE3IOME

[Tonyyennsle nanHble y 120 npanMeHTOoB C ceMeWHOW TrumepxosiecTepuHeMuei
CBUJIETEJILCTBYIOT O B3aMMOCBS3aHHBIX HM3MEHEHMSIX CHUMIATHKO-apPEHAJIOBONH CUCTEMBI U
UMMYHHOro ctaryca. [lOBBIIIEHHBIH CHMOATHUYECKHH TOHYC, BEIET K LEIOMYy psny
METa0OJIMUECKUX, TPOPUUECKUX M TEeMOAMHAMUYECKUX H3MEHEHHUH, YTO COIPOBOXKIACTCS
yckopenuem passutuss HMBC npu ceMelHOW TMIEpXOJECTEpUHEMUH, B CBOKO OYEPEIb
XapaKTep U3MEHEHUHN B CUCTEME NpoBocnaiuTenbHblx nuTokuHos (UJI-1, NJI-6, ®HO-a), a
TaKXKe Hajluyue oOLedl BOCHATUTEIbHONW PEaKUMHU MOTYT CIYKUThb KPUTEpPHUEM IPOrHO3a
UIIEMUYECKON O0JIE3HH ceplla y JaHHOW KaTeropuu OOJbHBIX.

Knrwoueswvie cnosa: cemelinas runepxosieCTepuHeMus1, HllleMuyeckasi 00Je3Hb cep/ua,
KaTeXO0JaMUHbl, MOHOAMUHOKCHa3a, UHTEPJIEHKUHbI

SUMMARY:

The data obtained in 120 patients with family hypercholesterinemia attest to the interrelated
changes of sympatho-adrenal systems and immune status. Increased sympathetic tone leads to
variability of metabolic and hemodynamic trophic changes, that accompanied accelerationof
development CHD in patients with family hypercholesterinemia, in turn character of changes
proinflamantory cytokins sistems (IL-1,IL-6, TFN-a), also existing common inflamantory
reaction can be criteries of CHD prognosis at this patients.

Key words: familial hypercholesterinemia, ishemik heart desease, cateholamines,
monoaminoxidase, interleycines.

XVJIOCA:

OwnaBwii TUNepxoicTepuHeMus OwmimaH xactananran 120 nHadap Oemopiapaa
CATHu ¢yHKIMOHAN (aOIUTH Ba MMYHH CTaTYCHHM Vy3rapuiupaa y3apoOofiuK Oopiuru
aHuKJaHrad. Qaosianirad CUMNaTo-aipeHall TU3UM, OMp KaTop MeTaboIuK, TPOPHUK, XaMaa
reMOJIMHAMUK Y3rapuuuiapra oiau0 keiaaau, Oy 3ca oluIaBHii TUIEpX0JIeCTEpUHEMHUsIA FOPaK
HIIEMHUK KacCcaJlJIuTW PUBOXIAHUIIWHU TE3JIAIITHPAON, 5'13 HaB6aTJIa SUIMFJIIAHUIT TU3UMU Jaru
mutokunnap (MJI-1, WMJI-6, ®HO-a) ¥y3rapumm XapakTepy Ba YMYMUH SUUIMFJIQHUIN
peaknusUIapyu MaBXYUITHTH YOy Kateropusiaru OeMopiiapia Iopak HINEMHK KacaJTUTHHHU
Gamopar Me30HM 0YIU0 XU3MaT KHJIUIIN MYMKHUH.

Kanumnu cyznap: OunaBuil THNEPXOJIECTEPUHEMUS, OPAK HINEMHK KaCaJUINTH,
KaTC¢XOJIaMUHJIap, MOHOAMHWHOKCH/1a34, HHTepHeﬁKHHJ’Iap, C-pCaKTUB OKCHII.



AKTYaJIbHOCTb: CewmeliHas TUIIEPXOJIECTEPUHEMMUS (CI'xX0),
XapakTepU3yeTcsl BBIPAKCHHBIM TMOBBIIIEHHEM YypoBHS xosectepuHa (XC) B
miazMe kpoBu U pasButueM MBC y rerepo3uroTHeix mamnueHToB Ha 15-20 ner
panbiie, yeM B cpeadHem mnomyisiuu (1,2,9). OgHako HEKOTOphIE CEeMEHBbIC
uccienoBanus nokasanu, yto pazsutue UbC y namuentos ¢ CI'XC onpenensiercs
HE TOJIbKO YPOBHEM JIMMHUAOB B KpoBU, HO U Hanuuuem WMBC y poJIcTBEHHHKOB,
T.€. 3aBUCHUT OT T€HETHYECKHUX (PaKTOPOB HE CBA3AHHBIX C 00OMEHOM IUIUAOB (4,5).
HccnenoBanusi mocineqHUX JIET CBUACTENBCTBYIOT O TOM, YTO Ui MOHUMAaHUS
natorene3a MbC HeoOXoauMo JajnpHEHIIee H3YyYEHHE CHUCTEM PEryJSIUuu
KPOBOOOpAIIICHHS, B YaCTHOCTH cuMIiaTo-anapeHaioBoi cucteMsl (CAC) (7)

B nocnennue ronel Bce Oouibllie BHUMAHUS YACISETCS W3YUYCHUIO POJIH
JATEHTHOT'0 BOCHAJIUTEILHOIO Mpoliecca B MATOJOTUH COCYI0OB U PA3BUTUHU HA €O
ocHoBe atepockiiepo3a (1). Cumrtaercs, 4TO BOCIAJECHUE BHYTPEHHUX OPTraHOB,
MOTEHUUPYIOT HAPYUIEHUSI CUCTEMBI IPOBOCIAIIUTEIbHBIX TUTOKUHOB, JIMITUIHOTO
oOMeHa, MPUBOJIAT K Pa3BUTHIO aTepockiepo3a (7,8,9).

Heans uccaenoBanusi: V3ydeHue HapyiieHUs MeTa0oIM3Ma
KaTEXO0JJAMUHOB M1 UMMYHHOI'O CTaTyca MPpU CEMENHOMN TUIEPX0IeCTEPUHEMUN
MarepuaJibl 1 METOAbI HCCICTOBAHMS:

O6cnenoBano 120 manuentoB ¢ CI'XC: 120 myxuun B Bo3pacte oT 40 1o
60 roga (cpennuii Bo3pact 46,4+4,2) roga u 20 npakTuuecku 340poBbIX JuIl: 20
My>X4iH B Bo3pacTe oT 40 1o 65 net (cpeanuii Bo3pact 47,4+4,7 rona).
HccnenoBarenbckas padota ObUla MpoBeeHa Ha 0aze 5-ro TepaneBTUYECKOro
OTHEJICHUS, OTACJIICHUS (PYHKIMOHAIBHOW JOHAarHOoCTUKU KiuHuku AI'MU,
[MHWJT ATMMU.

Brisinenne (EHOTUIIOB AMCIUNUIEMUA  OCHOBBIBAJIMCh HAa KPUTEPHUSIX
MEDPED (WHO, 1998; WHO/HGN/FN/CONS, 1998) wu poccuiickux
PEKOMEHJAIMK MO JAWArHOCTUKE auciunuiaeMuili. B uccimenoBaHue He
BKJIIOYAJIUCh  MAIMEHTBI C  BO3MOXHBIMU NpUYMHAMU  BTOPUYHBIX
JUCITUIIAJIEMUI: TPUEM JIEKAPCTBEHHBIX IMPEMapaToB, MEXaHUYECKas KEITyXa,

HEe(POTHUUECKUI CUHAPOM, CaXapHbIil TuabeT, 00JIe3HU IMTOBUIHOM JKeJIe3bl.



B 3aBucumocTH OT mposiBieHH KinHH4Yeckux mnpusHakoB HMBC Bce

oOcnenyemble ObUTM paHAOMU3UPOBaHBI Ha 3 rpynmnbl: | - KOHTpoOJbHAS,
3noposbie; || — CI'XC 6e3 npusnakoB UBC; Il - CT'XC ¢ npusznakamu UBC
CrabunpHas crenokapausa HanpspkeHuss OC 1-111. 13 120 genosek ¢ CI'XC,

BKJIIOUEHHBIX B 00cneoBanue, y 46 (38,3%) knununueckue nposisienus MbC e
OTMEUaJuch, y 74 (61,7%) ormeuarotcs kauHu4eckue npossienus MbC.

Omnpenenenne kouueHtpanuu obmero XC, XC JIIBII, Tpurnuuepuaos
NPOBOJUIM COBPEMEHHBIM OHMOXMMHUYECKHM DJKCIPECC - aHAIU3aTOPOM
«Reflotron Plus» (Roche, I'epmanus). Cogepxanre XC JITTHII, XC JITIOHII
paccuuteiBasi o dopmysre W. Friedwald: XC JITTHII, mmomns/n = OXC — XC
JINIBIT —-TT7/2,2. JIOMOJHUTENBbHO OMNpEASIsId HHACKC aTEPOTCHHOCTH IIO
dbopmyne, npemnoxenHon A.KmumoBeim: MA = (OXC - XC JIIBII) / XC
JITIBII, coornomenune XC JITTHIT / XC JITIBII.

HccnenoBanach cyToyHass OJKCKpemuss C€ MOYOM CBOOOAHBIX H
KOHBIOTUPOBaHHBIX  (popm  karexonamuHoB (KA)  ¢uroopumerpuyeckum
MeroaoM B Mogudukamuu J.111. Matmunoi. Onpenenenne MAO B CHIBOPOTKE
KpoBU npoBoamin no merony A.U. banakneesckoro (1976).

st onpenenenust yposueit NJI-1, NJI-6, IL-10 ucnonb3oBanu HaOOPHI
IL-1, MJI-6, IL-10 (Habop peaktuBoB OO0 «llutokuny», Cankr-IlerepOypr).

PaccunThiBany W aHanu3MpOBaiIM cpeiHue BeauuuHbl (M), cTaHAapTHbBIE
OIMOKA CPEeIHMX BEIMYMH (M), JOCTOBEPHOCTH PA3IUYU OIEHUBAIHA TIO
kpurepuro CTbIOJIEHTA.

Pe3yabTarhl u 00CyKI1eHHE:

CpaBHuUTENBHAS XapaKTEPUCTUKA NTOKA3aTENEH JTUIUIHOTO CIIEKTPa KPOBH
HEKOTOpbIE€ KJIMHUYECKUE T[0KA3aTeIN HMCCIEAYEMbIX TpyNI IPUBEICHBI B
tabmuie 1. B rpynme kouTposns ypoBenb OXC konebancs B mpexaenax 2,7-5,0
MMoJIb/J1. B octanbhbix rpynnax ypoBenb OXC 6w B ipenenax ot 6,2 mo 12,8
MModib/i. Y 48 (40,0%) uccnenyembix ypoBeHb OXC—6,2 - 7,2 MMonw/i, 44-
(37,7%) yposens 7,2 — 8,4 mmoin/i, 28 - (23,3%) — 8,4 - 12,8 MMouIb/1.



Tabmura 1.

HexoTopsblie KINHUYeCKHe M OMOXMMHUYECKHEe MOKA3aTeJ Il KPOBH
o0cseqoBaHHbIX nauueHToB ¢ CI'XC n y 310poBbIX

KOHTpPoJb | CI'XC 0e3 | CI'XC ¢ UBC.
IToxka3zaTenn (n=20) HUBC CraduibHasi CTeHOKApAUs
(n=46) Hanpsikenuss @C 11-111
(n=74)
JaBHocTh 3a00neBanus UBC, roga | - - 6,8+1,4
CyXO0KHUJIbHBIE KCAHTOMBI, a0C /% - 28 (60,1) 52(70,3)
OXC, MMoOIIB/IT 4,5+0,3 7,4+1,2% 8,13+1,3»
TI" ,MMouIB/1 1,3+0,1 1,6+£0,1* 1,8+0,1"
XC JIITHIT, mMoan/1 3,1+0,3 6,3+0,4* 6,9+0,4"
XC JIIBII, mMmoib/n 1,3+0,1 1,0+0,1%* 1,1£0,1°
XC JIITOHII, mmomb/n 0,28+0,02 0,34+0,02* | 0,36+0,02"
HA, en 3.1+0,1 6.4+0,2%* 6.7+0,2"
WJI-1, or/mn 44,1+6,1 97,6+12,1* | 123,8+12,9"
NJI-6, nr/mn 12,2+1,0 101,8+9,5* | 116,4+13,6"
®HO-a, nr/mn 65+4,1 126,4+11,0*% | 184,2+15,0"

IIpumeuanue: OXC — oOmumit xonecrepun; TI" — Tpurnuuepunst; JIIIBII — nunonporen bl
BbicOKOUW tuioTHOCTH; JITIOHIT — nunonpoTensipl oueHb HU3KOW MIIOTHOCTH; MA - uHAEKC
aTEepPOreHHOCTH. *- pa3nuyus MO OTHONICHWIO K KOHTPOJIbHOW TPYIIE JOCTOBEPHBI
(P<0,001). » -pa3nuyms Mo OTHOIICHUIO K KOHTPOJIBHOU Tpymie qoctoBepHsl (P<0,001).

B xoHTposnbHOI Tpytine, nokazaTenu Gpakiuu JUMUI0B ObLIN B IIpeesiax
HOpMEI. [Ipm m3ydeHun ¢pakiuii TUNHI0OB MEXKIY IMOKa3aTeIMH  OOJBHBIX
JPYTUX TPYIII JOCTOBEPHBIE PA3JINUUs HE BHISBICHBI.

[Ipu wusyuenunm cyrounod »skckperun KA, JIODA nabmogatorcs
cienytonue n3mMenenus (taosm. 2). Bo |l-if rpynme orMeuaeTcss craTuCTHUECKU
noctoBepHoe (p<0,05) mMOBBIIIIEHHE CYTOYHOW OHKCKpenuu anapeHaiuHa (A)
cBoOoaHOrO Ha 24,4%, KOHBIOTUpPOBAaHHOTO Ha 28,9 % U CyMMapHOro Ha
26,5% 1O OTHOIICHHIO K KOHTPOJIbHOW Tpymme. ODKCKpelus CBOOOIHOTO
HopaapeHaiinHa (HA) yBenudena nHa 12,1%, konbsrorupoBantoro - Ha 16,8% u
cymmapHoro - Ha 14,4% mno orHomieHuto K rpymnne koHTposs (p<0,05).
Jodamun ([JA) cBOOOAHBINA, KOHBIOTMPOBAHHBINA, CYMMAapHBIM MOBBIINICH Ha
8,5%; 10,%; 9,3% COOTBETCTBEHHO IO OTHOILIEHHIO K KOHTposiro (p<0,05).
JO®A Hna 4,5% yBennueHa no OTHOIIEHUIO K KOHTPoJbHOHU rpymme (p<0,05).
B Il1-i1 rpynne orMeuaercs NOHMKEHHE CYTOYHOM IKCKPELMH KaTeXOJIaMUHOB,
B yacTHOCTH; A cBoOogHoro Ha 31,1%, konbrorupoBaHHoro Ha 23,7%,

CyMMapHoOro Ha 27,7% 1o OTHOLIEHHUIO K KOHTposibHOU rpynme (p<0,001). HA




CBOOOHBIN, KOHBIOTUPOBAHHBIM, CyMMapHbId yMeHbmieH Ha 31,3%, 25,3%,
29,3% COOTBETCTBEHHO MO cpaBHEHUIO co 370poBbiMU (p<0,001). [Tpoucxoaut
yMeHbleHue skckpennn JJA: cBoboaHoro - Ha 51,1%, KOHBIOTHPOBAHHOTO -
46,6%, cymmapHoro - Ha 48,8% mno orHomeHuio K KoHTpomto (p<0,001).
JODA cuuxena Ha 22,0% no otHouienuto k | —it rpynme (p<0,001).

HUCCJICIOBAHUU MAO CI'xXc

AKTHUBHOCTH BBIAABUJIN

[Ipu pH
JIOCTOBEPHOE CHIKEHHE aKTUBHOCTH (JepMEHTa BO BCEX 00CIEAYEMBIX TPYIIIax
[0 OTHOLIEHUIO K KOHTpOJbHOM rpymme (Tabn. 2). B rpymnme KoHTposs
aktuBHOCTh MAO coctaBmia 0,07+ 0,001 en/skc. Bo Il -if rpymnmne akTMBHOCTH
MAO cocraBuia 0,05+ 0,003 en/sxkc., uto Ha 28,6% Hike koHTpos (p<0,001).
B Ill-it rpynme oTmeuaeTcsi 3HaUUTENbHOE MMOHM)KEHNE aKTUBHOCTH (pepMeHTa
Ha 42,9% 1o oTHOILIEHHUIO K rpymnie KoHTpods u coctapuia 0,04+ 0,004 en/>kc.
(p<0,001).

Tabmura 2.

CyTO‘IHaﬂ IKCKpelHuss KaTexX0JaMHWHOB H MOKa3aTe/IM AKTUBHOCTH MOHOAMHUHOKCHIA3 Y

310poBbIX U manueHToB ¢ CI'XC

I'pynnsi KartexosiaMuHbI
Ne A, HA, JA, JODA, MAO,
MKI/CYT. MKTI/CYT. MKTI/CYT. MKTI/CYT. en/3Kc.
1 |1- cB. 4,5+0,1 cB. 9,9+0,1 cB. 140,4+5,2 46,4+0,6 | 0,070,001
KOHTP. KkoH.3,8+0,1 KoH. 8,7+0,1 KoH.152,8+5,5
(n=20) cym.8,3+0,2 cyM. 18,8+0,2 cyM.293,2+9 4
2 [l cB. 5,6%0,1 cB. 11,1+0,1 cB. 152,4+6,3 48,5+0,8 | 0,05+0,003
(n=46) KoH. 4,9+0,1 koH. 10,4+0,1 KOH.167,0+5,2
cym.10,5+0,2 cym. 21,5+0,4 cym.319,4+10,0
3 | I cB. 3,1+0,1 cB. 6,8+0,1 cB. 68,634 36,2+0,6 | 0,04+0,004
(n=74) KOH. 2,9+0,1 KOH. 6,5+0,1 KOH. 81,1+4,2
cym. 6,0+0,2 cym. 13,3+0,2 cym. 149,7+£7.4
P P<0,05 P<0,05 P<0,05 P<0,05 P<0,001
P13 P<0,001 P<0,001 P<0,001 P<0,001 P<0,001
Pys P<0,001 P<0,001 P<0,001 P<0,001 P<0,05




Pe3ynpTaThl NpOBENEHHBIX HcciaeqoBaHU mnokazamu, 4yto npu CI'XC
npoucxoaut ymepeHHas aktuBanus CAC, cBsi3aHHasi C MOBBIILICHUEM
KCKperuu karexonamuHoB: A, HA, JOPA B 1,27; 1,14; 1,05 paza
cootrBeTcTBeHHO (p<0,001), JTA B 1,09 pasa (p<0,05) mo OTHOLIECHHIO K
3I0POBBIM. DTH JIaHHBIE COBNaAaroT ¢ faHHbIMU JI.M. JloGopmxuruauaze, H.A.
['panmanckoro u coarT., A.M. Hecreposoit (2012 1). B cBoro ouepennr mpu
CI'XC y mnamumentoB ¢  xponumdeckumu ¢opmamu HMBC mpoucxomut
pPaBHO3HAYHOE YMEHBIIEHUE CYTOUYHOW AKCKpenuu karexoinaMuHoB: A, HA, JIA
B 1,38; 1,41; 1,96 pa3a coorBercTtBeHHO (p<0,001), JJODA B 1,28 paza (p<0,05)
II0 OTHOWIEHHIO K KOHTpoJro. Y manueHToB CI'XC ¢ HammymeM XpOHHYECKUX
dopm HBC yruerenune aktuBHOocTH CAC 1posiBIsSeTcs TOHHKEHHUEM
TOPMOHAJIIBHOTO U MEIMATOPHOTIO 3BEHA, TAKXKE TMPOUCXOAUT TMOHMKCHUE
pe3epBHBIX BO3MOKHOCTEN 3a cu€T ymeHbieHus Boiaenenus JODA (p<0,05) u
nodpamuna (p<0,001). U3BecTHO, YTO MOHUKEHUE YPOBHSA KATEXOJAMUHOB IMPHU
CEPACYHO-COCYAUCTHIX 3a00JIEBAHUAX MOXKET SBUTHCA MPEIUKTOPOM Pa3BUTHUS
apUTMUM, ACUCTOJUMI, YTPO3bl BHE3AITHOW CMEPTH B CTPECCOBBIX CUTYaIIHSIX.

NHutepecHbie pe3ynbTaThl ObUIH MOTYYEHBI IPU UCCICTOBAHUA UMMYHHOTO
craryca. Pe3ynbrarbl uccienoBanus mokaszanu, uro Bo ll-it u Ill-it rpynme
6ompHBIX ¢ CI'XC uMMyHHasl cUcTeMa pearupoBaia Mo pazauyHomMy, Tak B |1-if
rpymme  WJI-1, WJI-6, ®HO-a npoucxoauT JOCTOBEPHOE TMOBBIIICHUE
nokasarenield, Oosiee BBIpaXEHHBIC HW3MeHeHusi oTmedarotcss B |l1-ii rpymme,
JIaHHbIE MTPUBEICHBI B TabuIIe 1.

TakuMm 00pa3oM, MOJYyYECHHBIC JaHHBIE BBISBWIM, YTO Pa3BUTUIO U
nporpeccupoBannto  MBC  nmpu  CI'XC  comyTCTBYHOT  HapyLIEHHUS
dbyukiuonupoBanus CAC. I[loBbIlIEHHBIH CUMIATUYECKUNW TOHYC BEAET K
eJIoMy psay MeTaboNMMYecKuX, TpoOUUEeCKUX W  TeMOAMHAMUYECKUX
M3MEHEHHM, YTO COMPOBOXKIAETCS YBEIMUYECHUEM PHUCKA CEPJIECUYHO-COCYAMCTHIX
karactpod npu CI'XC.

Omnpenenenue mokaszaTeNleld JUMUIAHOTO OOMEHA, M3YyUYEHHE COCTOSIHUS

CAC, axktuBHoctu MAO, ypoBHA NPOBOCHAIUTEIBHBIX LIWTOKHUHOB, B



gactHoct WJI-1b, NJI-6, ®HO-a MoXxeT 1aTh TOTOTHUTEILHYO HHPOPMAITUIO
st panHed nuarHoctuku UBC u atepockieposa y poactBeHHUKOB ¢ CI'XC,
oneHku Tspkectu Teuenus MbC u atepockneposa npu CI'XC.

BoiBoabi:

1. Kommiiekcnoe uccinenoanue auil ¢ CI'XC 0e3 KIMHUYECKUX MPOSIBICHUM
NBC noka3zao  MOBBIIEHUE SKCKPELUHMH AJpPECHAIMHA, HOpaJApEeHAINHA,
nopamuna, JJODA na 26,5%, 14,4%, 9,3%, 4,5% COOTBETCTBEHHO IIO
OTHOUIIEHUIO K 3JI0POBBIM, UYTO TOBOPUT 00 aKTHBAIMM TOPMOHAIBHOIO
3BeHa CAC

2. Kommnekcnoe wuccnenoBanne — mamueHToB CI'XC ¢ XpOHMYECKMMH
dopmamu  MUBC  BBIIBUJIO  CHIDKEHHE  OKCKpELMHM  aJpeHalIUHA,
HOopaapeHaiuHa, godamuna, JJODA na 27,7%, 29,3%, 48,8%, 22,0%
COOTBETCTBEHHO IO OTHOIIEHUIO K KOHTPOJBHOU TPYIINE, TOBOPSAIINA O
MOHMKEHUH AKTUBHOCTH TOPMOHAJIBHOTO, MEIUATOPHOTO 3BEHA U
pe3epBHBIX Bo3MoxkHOCcTEN CAC.

3. ¥V wuccinegyempix ¢ CI'XC, orMeuaercsi 3HAYUTEIbHOE CHUKECHHE
akTUBHOCTH MAQO 1O OTHOIIEHHUIO K 3JI0POBBIM, YTO CBUAECTEILCTBYET 00
KaueCTBEHHOM M3MEHEHUH KaTaJTUTHYECKUX CBOMCTB (pepMEHTA.

4. KoHneHTpanuu npoBocnaiuTeabHbix nuTokuHoB NJI-1, NJI-6, ®HO-a, y
MAIUEHTOB C CEMENHOM TUNEPXOJIECTEPUHEMUEN MOTYT HCHOJIb30BATHCS B
KaueCcTBE KpUTEPHs ITPOTHO3a 3a00JIeBaHUSI.
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