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PE3IOME: B craTtee mpencTaBieHBbl JaHHBIE O
Makpo- M MHKPOXIEMEHTHOM COCTaBE BOJIOC, CBIBO-
POTKHM KpOBH M MOYH TAalHWEHTOB C IUAarHO30M Buiib-
cona—KoHoBanoBa. OrmpeneneHne Makpo- W MHKPO-
JJIEMEHTOB MPOBOIMIM ¢ ToMmompblo Mertoma ADC-
WCII. OO6HnapyXeHBI: pa3HOHANPABICHHBIE W3MEHEHHS
YPOBHS MeIW B CHIBOPOTKE KPOBH W MOYE, KOTOpBIC
CBUJICTENILCTBYIOT O TOKCHYECKOM  BO3JCHCTBUH  Ha
OpraHu3M cBOOOMHONH Menu. BeisBIeHHBIH ancOanaHnc
[MHKA, CeJIeHa, MarHus ¥ Kaublusg B OmocyOcTparax
MOXET TOBOPHTH O HEBPOJOTHYECKUX PACCTPOUCTBAX,
W3MEHEHUSIX  MHHEPAILHOTO obmeHa, HapyIICHUN
(hopMHIpOBaHHS COCAMHUTEIBHON TKAHU.

ABSTRACT: The levels of macro and trace ele-
ments in biosubstrates are important markers in di-
agnostics of genetic diseases associated with meta-
bolic mineral disorders. For example, Cu>- levels in
serum and urine have high diagnostic potential in
detecting the Wilson—Konovalov disease (WK) in
patients. In WK patients, the measurement showed
opposite-direction changes in Cu and Zn levels (de-
creased Cu and increased Zn in serum; increased Cu
and decreased Zn in urine) which indicates that Cu
and Zn excretion mechanism was broken. However at
the same time Se, Mg and Mn in hair, Se, Mg in serum
and Zn, Ca and K in urine exceeded «normaly levels
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for this age group and also the control group levels
thus indicating the imbalance of these elements. In
addition, the difference in Mn, Fe and K concentra-
tions in serum and urine did not reach the confi-
dence level which indicates that the role of these ele-
ments in WK progress is insignificant. The results of
this study confirm that genetic Cu metabolic disor-
der is accompanied by mineral imbalance. Moreover,
when correcting the mineral status of WK patients,
one should take into account antagonism and synergy
of elements.

BBEJEHUE

VIHTeHCHBHOE  TEXHOTEHHOE  3arpsA3HEHHE  OKpYy-
XKAIOIIEH Cpefbl: TOKCHYHBIMU COCTUHEHHSIMH, B TOM
YHUCJIe ¥ TSHKENBIMH METallIaMH, BeIeT K YXYIIICHHIO
COCTOSTHUSI 37I0pPOBBsl HacedeHus (ABumbH U ap. 1991;
Kynpun, I'pomosa, 2006). Ocobyro 00eCrIOKOEHHOCTh B
TIOCNICTHAE TOJIBI BBEI3BIBACT BIMSHHE MHUKPOAIIEMEH-
TOB, M B YaCTHOCTH TSDKENBIX METa/UIOB HA TCHETH-
YeCKMH ammapar deloBeka. Mexb, XpoM, jKele30, IUHK
U Apyrue MeTajuibl: MOTyT BKiIouaThesi B coctaB JIHK.
IlepBbIM reHeTmUeckuM AeeKTOM OOMEHa MHKPO-
JJIEMEHTOB, BBUIBICHHBIM Yy UEJIOBEKa, SBIISICTCS Ha-
pymerne obmena wmemu (Oone3np Buiscona—Kono-

BaJIOBa — IUPPO3 TIEUEHH W pa3MsArdeHHe Mo3ra, CHH-
npoM MeHKeca — KypuaBble BOJIOCHL, CHHIpOM Map-

(aHa — aHOManms CKelleTa, aHeBPU3Ma aopThl M CO-
CyIoB, cuHIpOM Diepca—/laHno — Me3eHXHMHas

nmucrazus) (Mokenbsckast 1 ap, 1989; Asuura u ap., 1991;
Cyxapea, 2003; Lech, Sadlik, 2005; lonescu et al., 2005).
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48 MUKPODJIEMEHTHI B MEJIUITVHE:
OPUI'MHAJIBHBIE CTATbU
B nmarnoctuke 3a0oneBaHUi, CBS3aHHBIX C Te- THYecKass 00pabOTKa IIOMYYEHHBIX pe3yJIbTaTOB IIPO-
HETHUSCKUMH  HapymIeHHSIMH  OOMEHa  XHMHYeCKHX  BOJWJIACh C HCIOJNB30BAaHHEM METOJOB BapHAIHOH-
JJIEMEHTOB, MapKepHbIM SIBIISICTCS ONpEJCICHUE  HOM  CTATUCTUKU C  UCIOJNB30BAHUEM  IIPOrPAMMBI
JJieMeHTOB B OmocyOcrtparax. Tak, mpm OomesHm  «Statistica-6».  Craructmdyeckass — 3HAaYUMOCTh — MEX-
Bunscona—KoHoB"0Ba (BK) JUAarHOCTUYECKOEC  TIPYNNOBBIX OTIMYMH  OLCHUBAJIACH IO  t-KPUTEPHIO
3HaueHue umeer ompenenenne Cu» B CHIBOPOTKE CreronenTa (AHTOMOHOB, 2006).

kpoBd U B Mode. Myrtanuu resa ATP7B mpusopar x
MOSIBJICHUIO  CBOOOMHOM Menu, KOTOpas HaKaluIuBa-
eTcsi B IEYEeHH, MO3re, POroBOil 00OJIOUKe TIia3, Mod-
KaX W Jpyrux opraHax. [luHaMuka TedeHus 3aboe-
BaHMSI XapaKTepu3yeTcss IUCOYHKOHed TedeHu (re-
[aTUT, [UPPO3 TEYCHH), HEBPOJIOTMUECKUMH  pac-
CTpOICTBAMH, W3MEHEHUSIMH  MHHEpaIbHOrO  oOMe-
Ha (CIIOCOOCTBYeT — NEMHHEp M3allMiM  KOCTeH, Je-
dopMupyromeMy apTpo3y, HEKpo3y Xpsmed) u 1p.
(Mxensckas u ap., 1989; Cyxapesa, 2003). O BaxHO-
CTH WCCIICOBAHMS JPYTHMX OHOZJIEMEHTOB IpH 00-
ne3sHn  Bunbcona—  KoHoBasmoBa — CBHAETEIHCTBYIOT
MOJIOKUTENBHBIE  PEe3yJIbTaThl JICYCHHS OOJIBHBIX
mpenapatamMu nuHKa W monmOneHa (Cyxapesa, 2003;
Kynpus, I'pomoga, 2006).

W3BecTtHO, 4TO WM30BITOK MEAW TNPHUBOIAUT K Hehu-
Ty NOWHKa W MoimOneHa. [locmexnme ke croco0-
CTBYIOT DAa3BUTHIO HMMYHOJOTHYECKHX CIBHIOB M Ha-
pymeHnio (QYHKIWH COSTUHUTENBHOW TKaHM, HEPBHOMN
n rematoOminmapHOil cucreM. [Ipm 5TOM IMHK MOXeT
BBICTYIIaTh AHTAarOHUCTOM >kene3a B mpoueccax IIOJL
CHIDKGHHE YPOBHA MEOH B CHIBOPOTKE KPOBH OTpH-
[aTeJIbHO CKa3bIBAeTCsl Ha BCACBHIBAHUH JKelle3a M Kajb-
muss. OOMEH MarHust TECHO CBs3aH C T'OMEOCTa30M
Kanplys, Kanus W Hatpus. B mocriemHwe Toxsl: celew,
KalpIMi, MarHuif, a TaKkKe WX XHMHYECKHE (OPMBI
(MOHM3WPOBAaHHBIE, OCIKOBOCBSI3aHHBIE) CTAIM  BaXkK-
HBIMH MapKepaMH COCYIUCTBIX M KJIETOYHBIX ITOBPEXK-
nernii [ITHC (Lech, Sadlik, 2005; lonescu et al., 2005;
Kynpun, I'pomosa, 2006; Fujimara et al., 2007; Bost et

al., 2007).
OpHAaKoO OCOOCHHOCTH OJIMMHHAIMU JPYTHX JKU3-
HCHHO BaXKHBIX JJIEMCHTOB HUCCIEIOBaHbl HEJOCTa-

ToyHo. [losToMy menblo paboTEL: OBLIO H3YYUTH H3Me-
HEHUSI MHHEpaJIbHOro OOMEHa B BOJOCaX, CBHIBOPOTKE
KPOBH W MOYE IIAI[MEHTOB C JAWAarHO30M remaronepeo-
panbHast guctpodus (ILLT).

MATEPHAJIBI U METObI

B wuccnenoBaHuM mnpuHUManM ydacrue 66 mamu-
E€HTOB ¢ Jjuardo3oM Buibcona-Konosanosa. Kont-
PONBHYIO TpYIIy COCTaBIJIM 370POBBIE HCIBITyeMbIC
(20 marmmenrtoB). Bospact Bcex 00CIeIOBaHHBIX CO-
ctaBunl 9—16 mer. IIpoOer BOJOC, CHIBOPOTKH KPOBH H
MOYH OTOMpaIM COIJIACHO OOMICTIPHHATEIM  METOJaM
orbopa ¥ XpaHeHHs JaHHBIX cyocTtparoB (Kympum,
I'pomosa, 2006; Mertonndeckue ykazaums, 2003). Co-
nepxxkanue xumuyeckux snementoB: K, Mg, Ca, Cu, Fe,
Zn, Mn n Se B OmocyOcTparax ompenesl METOIOM
AQTOMHO-OMHCCHOHHOIl ~ CIIEKTPOMETPHH C  HMHIYKTHB-
HO-cBsi3aHHOM  mmmasmoit  (ADC-MCII) mwa mpubope
Opiita 2100 DV  ¢upmsr Perkin-Elmer (CIIIA) co-
IJIACHO  M3BECTHBIM  crocobaM — MOATOTOBKH  IIPOO
(Mulligan et al., 1988; Vanhoe et al., 1989; Pietrashek
et al.,, 1998; Meromnueckue ykaszanus, 2003). Marema-

PE3YJIbTATBI U OBCYXXJIEHUE

B mepuox 2007—2010 rr. GbUIO NMPOBEIEHO AHKETH-
poBaHHEe OOCIEOBaHHBIX, KOTOPOE IIO3BOJIMIIO BBISI-
BUTH Hamboliee BBICOKYI0O YacTOTy 0OpaImaeMocTH
HACEJICHUS, TPOXKMBAIOIIETO B IEGHTPAIBHBIX PErHO-
Hax Ykpamssl: (Kuesckas, JKurtommpckas, YepHuros-
ckast obmacti) u Ha rore crpansl (Kpsmv, XepcoHc-
kag u HukomaeBckas oOnact). Bce mammeHTtsr: ObuiH
NEPBUYHBIMU M HE HUMEIM OTATOLIECHHOH TIeHeThdec-
KAMH W OHKOJOTHMYECKUMH 3a00JCBaHMSAMH HAacilen-
CTBCHHOCTH. B aHaMHe3e MalUeHTHI: HMEIU IOA03pe-
HUC Ha TeNaTUT M LUPpPO3 IEYCHH, HAPYIICHHE 3PHT-
pomo’3a U Jpyrue CUMIITOMBI, XapaKTepHbIC Ul 3a-
6onreBanmst Bunmscona—KonoBanosa.

PesynpTaThl: IpOBENCHHBIX HCCIECIOBAaHUN IO OLEH-
ke OamaHca Makpo- M MHKPOIJIEMEHTOB B OHOJIOTH-
YeCKHX CyOCTpaTax pEeNWIHEHTOB MPEJCTaBICHHI B
tabmumax 1—3. BBIIO yCTaHOBICHO IOCTOBEPHOE CHH-
xeHue Se, Mg u Mn B Boiocax IAaLUEHTOB C JHArHO-
30M remaroOWiaMapHas — IUCTPOQHsS  (COOTBETCTBEHHO
Se B 4,28 pa3, Mg B 3,45 u Mn B 1,93 paza). B 1o xe
BpeMsl HaOIIOJall POCT ypoBHS Zn B BOJOCAaX IaIH-
enroB ¢ quarHo3som BK nHa 18%, a K — ma 95% coot-
BercTBeHHO. IIpu sToM ypoBHH Ca, Fe B Bonocax ma-
nueHtoB ¢ BK He oTnuuamuch OT BBIABICHHBIX 3HA-
4eHHH 0O0ClIeyeMbIX KOHTPOJBHOH TPYNIEI H ypOB-
HEll «yCIOBHOH HOpMBDY Al OSTHX daeMeHToB. Ilpu
9TOM OBUT YCTAaHOBICH Ooyiee HH3KHH YpOBEHb CO-
ngepxanuss Cu B BoJIoOcaX HALMEHTOB ¢ auarHo3zoM BK
[0 CPaBHCHMUIO CO 3[O0POBBIMH PELUNHECHTAMU M IIPH-
HATOH B JIUTEPATypPe «yCIOBHOH HOPMOI».

BrriBiieHa 3HauMTeNbHAs pasHHLA MEKIY COHEp-
JKAHUEM MAaKpo- M MHKDOIEMEHTOB B  CHIBOPOTKE
KPOBU KOHTPOIBHOM U ombITHOW rpymn. Tak, ypoBHHU
colepKaHUs MeAM U MapraHna y mnanueHtoB ¢ BK
ObBUTH HIDKE YPOBHEH, BEIIBICHHBIX B KOHTpoie (co-
oTrBeTcTBeHHO Ha 48,5% u 44,8%). B 10 Xe Bpems
HaOMIOfAIM  POCT YpOBHEH coxepkaHmst Zn u Se B
CBIBOPOTKE KpOBHM Yy MalUEHTOB ¢ auarHozoM BK mo
CPaBHEHHMIO C OOCIeIyeMbIMH IalMeHTaMH  KOHT-
ponbsHOI rpymma! (coorBeTcTBeHHO Ha 32,2% 1 38,6%).

B Moue BBIIBICHBl pa3sHOHANPABICHHBIC —H3ME-
HEHUSI YpOBHEH Mequ M IMHKA (MOBBIICH YpPOBEHb
Cu B 13,75 paza u cumxen mst Zn B 2,36 paza). Ilpu
9TOM  HAOMOA“OCh  yBEIMYEHHE OKCKPEIUH  Kajb-
nus nodykamMu B 2,95 pasa, Torza Kak YpOBHH JKellesa,
celleHa U Kanusa B Mode y manueHToB ¢ BK mocrosep-
HO cHKamuch (B 2,39 pasa, 2,21 paza, 1,21 pasa co-
OTBETCTBEHHO).

CpaBHUBasi IOJIYYCHHBIC PE3YJIbTaThl: C «yCIOBHOM
HOpPMOI», MOYKHO 3aKIIOYMTh, 4TO y manueHtoB ¢ BK
HAOIOMAIOTCS HU3KHE YPOBHU COJCpIKaHUS — CEJICHA,
MarHusi ¥ Maprainma B BOJOCAaX, MEAM M Mapraima B
CBIBOPOTKE KPOBH U YCHJICHHAs 9KCKPELUs MEAIH,
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Tabnuya 1. Codepicanue XumMuuecKux 371eMeHmMO8 8 60710CAX NAUUEHM 08 C OUAZHO30M
Bunvcona—Konoeanosa (mxe/2)

CopnepxaHue B BOJIOCAX
XuMHu4YeCcKnil 3IeMEHT VYcnoBHast Hopma
KonTpoins OnebiT
Menp 8,17+ 0,04 4,47 £0,98* 7,5-20
Luak 80,52 + 15,98 95,41 £21,26* 50-250
Keneso 23,31 +3,61 22,83 £2,39 5-25
Cenen 0,30 + 0,04 0,071 + 0,04* 0,2-2,5
Maruunii 106,55 + 17,04 30,92 + 4,94* 19-163
Mapranen 0,60 +0,13 0,31 +0,09* 0,5-2,93
Kanprmit 1435,92 + 19,68 1224,23 +30,06 200-2000
Kamuit 222,11 + 13,94 432,57 + 18,27* 150-663

*
JlocToBepHOE pasznuune Mex”\y OIBITOM U KOHTposeM, p < 0,05.

Tabnuya 2. Codeprcanue XumuuecKux 1eMeHmos é ColeOPONKe KPOgU RAUUEHI 08
¢ ouazno3om Bunvcona—Konosanosa (m2/n)

COL[Cp)KaHI/IC B CbIBOPOTKEC

YcnoBHast HopMa

XUMUYECKHH 3JIEMEHT
Konrpoins OmnbIT
Mens 1,03+ 0,10 0,50+ 0,11%* 0,83-1,52
sk 0,90 + 0,21 1,19 £ 0,04* 0,65-1,18
Kerneszo 0,95 + 0,05 1,10 + 0,04 0,43-0,60
Cenen 0,07 + 0,006 0,097 + 0,001 * 0,045-0,083
Maruwuit 20,71 £0,70 34,74 + 1,77 16-23
Mapranen 0,029 + 0,006 0,013 £ 0,0002* 0,004-0,014
Kanpunii 120,9+ 3,91 89,9+ 5,91 90-120
Kammit 148,86 = 9,07 134,19+ 2,93 144-195

*
JlocToBepHOE pa3uyue Mex”"y ONbITOM M KOHTpoJieM, p < 0,05.

Ta5ﬂuua 3. Codepm‘auue XUMUYUECKUX I]IEMEeHmM 06 6 MOoUe nayuenmoe

¢ ouaznosom Bunvcona—Kon

osanoea (ma/n)

CopnepxaHue B Moue
XuMu4ecknil 3IeMeHT YcnoBHast HOpMa
KonTpons OnebiT
Menp 0,032 + 0,008 0,44 +0,17* 0,018-0,12
Lunk 0,45+0,15 0,19 £ 0,04* 0,48-0,72
Kenezo 0,43 +£0,11 0,18 £ 0,04* 0,22-0,30
Cenen 0,17 + 0,054 0,077 £0,021* 0,007-0,16
Marnwuii 139,81 + 80,99 125,46 £ 67,48 53-133
Maprasnen 0,012 0,005 0,017 £ 0,003 0,016-0,032
Kanbunii 235,38 + 78,05 713,21 £37,12% 66,7-167
Kanwuii 918,33+ 71,24 757,8 £20,79%* 533,3-1600

* JlocToBepHOE paznuure Mexy OIbITOM U KOHTposeMm, p < 0,05.
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MUKPOSJIEMEHTBI B MEJIMLIMHE:
OPUI'MHAJIbHBIE CTATbU

KaJgbLUs M Kajusd II0YKaMH, 4YTO CBUJIETEIbCTBYET O
HapylIeHUU UX SIUMUHanuu B opraHusMe. Conepxa-
HUE IIMHKAa H3MEHSETCS pa3HOHAIPABICHHO B [aH-
HBIX OHMOJIOTHYECKHX Cpelax, 4YTO IIOJTBEpXKIaeT H3Be-
CTHBI (haKT aHTAaroHm3Ma ero ¢ Menapro. OIHAKO BEI-
SIBICHHOE IIPEBBILICHUE YpPOBHEH coxepxkaHus Se, Mg
B BOJOCAaX U CHIBOPOTKE KpoBH, a Takxke Ca u K B Moue
[I0 CPaBHECHUIO C IIPUHATON «YCJIOBHOH HOpPMO» Ui
JIaHHOM  BO3pacTHOM TIpyNIbl JOKa3bIBAaeT HAIM4HE
mucbanmaHca Makpo- M MHKPOAJIEMEHTOB, CBSI3aHHO-
IO ¢ TCHeTHYECKUM HapyIIeHHeM 0OMeHa MEIH.

3AK/IIOYEHUE

Pe3ynbTaTtel COOCTBEHHBIX HCCIENOBAaHWH ¥ JaH-
HBIC JTepaTypsl: (ABu.bIH, 1991; Pietrashek, 1998; Kyn-
puH, I'pomoBa, 2006; Cyxapesa, 2003) cBHIETEIBCTBY-
IOT O TOM, 4TO TCHETHYECKOe HapyIIeHHe oOMEeHa MeIH
CONPOBOXKIAETCS JIUCOATaHCOM MaKpo- W MHKpOdJIe-
MEHTOB (Yy4acTBYIOIIMX B KJIETOUYHOH auddepeHnua-
I[UM, amoNTO3e, OKCHUAATUBHOM 3alIUTe TKaHEH KIIETOK,
paboTe HEpBHOH CHCTEMBI, (OPMHPOBAHUM KOCTHOMN
n XpsmieBoi TkaHeit u ap.). IIpm sTom mpobiema kop-
PEeKIMH MHKPODJIEMEHTHOTO CTaTyca IpH JaHHOM 3a-
OoJIeBaHMM HEBO3MOXKHa 03 ydera B3aHMOOTHOIIE-
HUH MEXIy CAaMUMH MaKpO- 1 MHKPO3JIEMEHTAMH.
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