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Qa0

HacneacreenHas sH3uMonennyeckad Metremornobunemusn (HOM) —
peAKOoe TeMaToNOTHYECKOe 3a00IeBaHue, KOTOPOE BCTPEUAETCH BO BCEM
Mupe. BpoXaeHHBIH LHHAHO3 NMPU OTCYTCTBUM BBIPDAXEHHBIX TMOpaXeHMH
CEpALA M JIETKHMX, HO CBA3aHHBIH C MOBHINIEHHEIM COAEPXaHUEM METre-
morno6uHa (MetHb(Fe**) unu MetHb) B umpkynvpyowmx spuTpouu-

YIK 612.16 + 616.963.43

B.B. Hlapoiiko, E.C. Bannmkora., 5.M. Kepiienroibi

NCCJIIETOBAHUE

INEPEKCHOI'O OKUCJIEHUA JUIIUI0B

1 CUCTEMbI AHTUOKCUJIAHTHOW 3AIINTHI
DPUTPOLINTOB BOJILHBIX
HACJIEJACTBEHHON DH3MMOIEHNYECKO
METTEMOTTIOBUHEMMEM.

HOBBIN IIOJXO0J K TATHOCTUKE

N BUOXUMUYECKU ATEKBATHOE BEJIEHUE
NOAJEPXKHUBAIOUIENA TEPAIIUU BOJBHBIX

J Hxymckuii eocydapcmeennuili ynugepcumem, e. Axymck

Peszwme

H3ygena akTHBHOCTH NEPEKHCHOTO
OKHNCJIenHs JIANNAI0B H CHCTEMbI AHTH-
OKMCHAAHTHOMR 3alMMTHl IPHTPOLMTOB
00BHBIX HACAEHACTBSHHOM IH3AMOICHH -
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Tax, 61 onucax Oonee Beka Ha3ax [14]. B Hacrosmiee BpeMst B MUPOBOiL
JMTEpaType onucaHo okoio 500 cayyaeB BPOXACHHOM METreMOrIoGHHe -
muu [5]. YcraHOBNEHO JIBa S3HAEMUYECKMX O4ara JaHHOro 3aboneBaHus
cpean 3CKUMOCOB M HHAeieB AJISICKH, a Takke cpeau akyros [5, 14]. B
SAxytuu BuisgneHo 6oee 60 roMo3uroTHBIX 60nbHLIX [3, 8]. DTO 3a60s1€-
BAHME BbI3BAHO HACIEACTBEHHO OOYCIOBIeHHBIM CHIDKEHHEM AKTHBHOCTH
tepmenTa metremornobunpenykrassl (HAA®H- n HATH-uuroxpom- B, -
PEAYKTa3bl) WiN HEAOCTATOYHOCTHIO Kodaxtopa (mtoxpoma B {5, 8].
Tak xax KHCJIOpOA, TpaHCopTupyeMblil remortobunom (Hb), apisa-
€TCS CHJIbHBEIM OKHCITHTENIEM, YaCTh XeJjie3a B COCTABE AKTHBHOTO reMOor-
Jobuna oxucnsiercsa ot Fe?* go Fe’*, yto coorseTcTByeT okucieHuio Hb
10 mertremorio6uHa (MetHb). BTo npuBoauT K HapyieHHIO cioco6HO-
ct¥ Hb cBaswiBaTh kucaopoa. B Hopme MetHb cocrasnser He 6onee
0,5-3,0% ot o6uero kosrmdectBa Hb, a Kucmopoa BoccTaHABIMBAETCS 4O
OYEHb PEAKLIMOHHOCTIOCOGHOrO ¥ TOKCHYHOI'0 aHHOHA CYNepOKCHAPaIH-

qeckoit Merremornodmmemueit. Odocno-
BAaHO NPUMEHEHME KOMOMHALMH ACKOp-
OuMHOBOI KMCA0TH! ¢ BATAMAHOM PP u
JHM3NHOM [JiA NOBLILEHYA TEPAINeBTH-
9eckoro 3¢dexra.

V.V. Sharoyko, E.S. Banshikova,
B.M. Kershengolts

INVESTIGATION OF LIPID
PEROXIDATION AND
ANTIOXIDANT PROTECTIVE
SYSTEMS IN PATIENTS WITH
HEREDIATRY ENZYMOPENIC
METHEMOGLOBINEMIA. THE
NEW DIAGNOSTIC APPROACH

kana - O, (peakums 1).

Hb(Fe?") 6e3 depmeHTa

o, *0,~

B apuTpoumTax 300pOBBIX JIIOAEH aKTHBEH (PepMEHT METTEeMOTTIOOHH~
pexykra3a (MetHb-R), soccranasnupatouniit MetHb no Hb (peaxius 2).

MetHb-R
—— -

MetHb{Fe®*) Hb(Fe?")

HADH HAL® + H*

ITpy cHuxenun aktuBHOCTH MetHb-R B 5puTpoINTax HakaIIMBaeTcs
dyHkuMoHanbHO HeaKTHBHEIHM MetHb, B peaysnraTe 4ero yxe B paHHEM

JETCKOM BO3pacTe, KOTga MPOROIKAIOT Pa3BUBAThLCA
LEHTpaTbHasl HEPBHASI U MBILICYHAs CUCTEMBI, B TKa-
HaAx dopMmupyerca aepuuUT Kuciaopoaa. Jletu, crpa-
jgaomue HOM, oTcTalor B pocTe U NCUXOMOTOPHOM
Pa3BUTHH, IJIOXO y4aTcs, Majo ABHUTAIOTCH, YTO MO-
KET MPUBECTH HE TONBKO K PA3BUTHIO 3a00NeBaHUM
Pa3IMYHBIX OPraHOB, HO YU K CEPbE3HBIM COIMANBEHBIM
nocneacteusaM [2]. IToaroMy paHHSIS AHArHOCTHKa M
MpaBHJIBHO NONOOPAaHHOC JieYCHHE JeTel, GOJIBHBIX
H3M, ssasercs BaxHoi ripodiemoit. ITokasaHo, 4o
aKTHBHOCTb METTEMOTJIOOMHPENYKTA3bl B SPUTPOLUTAX
y 60apHBEIX HOM cHuxena B 3,3-10,0 pas, 3a cuet 4ero
YPOBCHb METIeMOIIOOMHA 0Ka3bIBACTCS IOBHIIIIEHHBIM
B 33-100 pa3 [2]. IIpu 3TOM B XauecTBe (PHINOIOIO-
OMOXMMHNYSCKON aJaNTHBHON peaxkiiy OpraHusMa B
1,1-1,2 pa3a mosbliiaeTcd YpOBeHb FeMOIIOOHHA U B
1,3 paza — KOHIIEHTPALUS SPUTPOLHITOR {2].
HanMmeHee M3y4E€HHBIM ACHEKTOM B IMaTOreHese
HOM saBnsieTcs: COCTOSHHE AHTUOKCUIAHTHOMN CUCTe-
MBI (AO-CHCTEMBI) U TIEPEKUCHOTO OKUCTEHUS JIUIIU-
noB (ITOJ) sputpouutos. [IOJI — npouecc, npore-
Kamluuil B HopMe B N1000# KIETKE, 3anycKaeTcs ak-
TUBHBIMU dopmamu kuciopona (ADK), xkoropsie 06-
PA3YIOTCH TPKU HENONHOM (OXHO3JICKTPOHHOM) BOC-
cranopieHuu O, B Ka4yecTse NOGOYHBIX NMPOAYKTOB B
NpoLECcCe ABIXaHUs, TEpeHOCca KMCI0POaa, OKMCIEHUS
TOKCHYHBIX A1 OPTaHM3Ma BEILECTB, a TAKKE IPU
okucnenun Hb (peaxuus 1). Mponykrel TTOJI spns-
10TCS TOKCHYHBIMM JJIs JTIOO0H KIETKU, HO CYIHECTRY-
10T BHYTPHKJICTOYHBIE CUCTEMbI 3aUIUThI, HHAKTHBH-
pytouiue xak AQK, tak # coequHeHus, 06pasyiomme-
cs1 B pesynbrate I1OJI. AHTHOKCHAAHTHBIE CHCTEMBI
BKJIIOYAIOT KaK BLICOKOMOACKYIAPHBIC AHTHOKCHIAH -
Thl (Hanpumep, GepMEeHTH CYNEPOKCHIIUCMYTA3y,

MetHb(Fe3")

AND BIOCEMICAL ADEQUATE
SAPPORTING THERAPY

) Yakutsk State University, Yakutsk

Summary

We have studied an activity of lipid
peroxidation and antioxidant protective
systems of erythrocytes in patients with
@ hereditary enzymopenic methemoglobi-
naemia. It is shown the combination of
ascorbic acid with vitamin PP and lysine
to be therapeutically more effective than
separate appointment of this remedies.

nepoKcugas’y, Karamasy, DIyTaTHHOHIIEPOKCHIA3Y),
TaK 1 HU3KkoMonekyasapHbie (HMAOQO; BuTaMuUHBL 1 UX
MPOU3BOIHBIEC, (GIIABOHOMIBI U3 COCTABA PaCTeHHUH U
psap apyrux Beniect) [3]. Ilpu CHUXEHMM aKTHBHO-
ct MetHb-penykrasp (peaxuusi 2) NPOMCXOIUT Ha-
komnenne APK (peaknus 1) u, xak crencrsue, —
akruBanua [TOJI, xoTopas MOXET NPUBECTH K HApy-
LIEHUIO OKUCTUTENbHO-aHTHOKUCIUTEIBHOTO TOMEO-
cTa3a 3PUTPOLUTOB.

Lensio Hauieit paboTsl GLLTO HCCIENOBAHWE HHTEH-
cuHoctd ITOJI u akTHBHOCTH cucteM AQ-3aiIUTH
SPUTPOLUTOB GONBHBIX HACTENCTBEHHOM SH3UMONTEHH -~
yeckoit MeTreMornoouHeMueit. IToxydyeHHble pe3yinb-
TaThI TO3BOJISIOT NPEIIOKUTE OMOXMMHYECCKY AfeKBaT-
Hbli crmoco0 mopaepxusaloniei tepanuu npua HOM.

Marepnaiibl ¥ METObI

HccnenoBanu KpoBb U3 JIOKTEBOM BEHHI, B3ATYIO ¥
60 nauueHTOB 10 Havana cneuuduIecKoi Tepanuy ac-
KOPOMHOBOM KUCJIOTOI; U3 HUX 25 Yesl. COCTABIITH IPYII-
Iy KOHTPOJISI. AHAJIU3 NPOBOAUNH B eHb 3a00pa Kpo-
BH. VI3 renmapMHM3MpOBaHHOU KPOBU JBaX/bl OTMBI-
BAJIM SPUTPOLUTH U30TOHNYECKNM PACTBOPOM XIIOPH-
Jia Hatpus B cooTHouleHuu 1:4. Cmech teHTpudyru-
poBanu B teueHue 10 MuH npu 1500 06/mut. Cynep-
HATaHT OTOPACHIBAIU, OCANOK COIEPKA OTMBITbIE IPUT-
POLMTHL, U3 KOTOPHIX TOTOBUJIM TEMONK3AT.

AXTHUBHOCTH METTEMOIJIOOMHPENYKTA3Hl ONpeAcsi-
au no MoaucdMMpoBaHHON MeTomuke Xaremia [12].
Ckopoctb hepMeHTaTHBHON peakliuy U3Mepsuty rpu pH
4,8 1 KOHUEHTPALMAX CYOCTPATOB, KOTOPHIE ABSIOTCS
HACHILAONMMHE JJIT HOPMATBLHBIX H30thopM depMeH-
ta: MetHb — 8,08 MmxM, HAIH — 0,5 MM. Ckopocts
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peaKili{ PETHCTPUPOBAIH IO POCTY OMTHYECKOH TUIOT-
HOCTH B TeucHHe 6-8 Mun npm A=575 uM. Kornenr-
panuio Hb 1 MetHb onpenensau Ha GHOXMMUYECKOM
adamusarope Beckman [1]. MHTeHCUBHOCTD nepekuc-~
HOTO OKHCJICHHA JIMITHAOB OLICHUBATH 110 0OPa30BAHUIO
TPUMETHHOBOTO KOMILieKca THOOapOUTYpOBOH KUCTO-
Thi ¢ MaJIOHOBLIM avanbaeruaoMm (MJIA) — KOHEYHBIM
npoaykroM ITOJI npu A=523 um [9]. AKTUBHOCTS Cy-
nepoxkcuaarcmyrassl (CO) ompenensiyin o METOLy,
onuca”HHoMmy B pabore [11]. CymmapHOe conepxanue
HMAO (acxopbunoBas ¥ MoueBast KHCJOTH, SH-amu-
HOKHUCJIOTH, Gesiku-akuentopsl O, o-Toxkodepos, you-
XHHOHBI, KADOTHHOMAB! U AP.) ONPENESINU, OKHCISNA
MX pacTBopoM xiopuaa xenesa (IIT), koTopsiit Boccta-
HasnuBaica 1o xnopuza xenesa (1I). Komryecteo noc-
JIEAHETO U3MEPSUTH 110 MHTEHCUBHOCTH OKPAaCKH KOMIT~
aekca o-peHanTposnua ¢ Fe** npu A=490-510 um [71].

Pesyabratsl n ofcyxnenue

O6cneayemple 6onpHEIe HOM GBUTH pa3iie/ieHs! Ha
TPH IPYNIB N0 BeTHYMHE akTuBHOCTH MetHb-R
(ta6. 1). K nepBoii rpymne 6buIM OTHECEHEI GOTLHEIE,
MetHb-R 3pUTpOIIMTOB KOTOPBIX HE TIPOABIISIA KaTa-
JINTHYECKON aKTHBHOCTH B YCJOBMSX SKCIIEPHMEHTA
(20,6% obcnemoBaHHBIX). Y OOMbHBIX BTOPOY IDYTIIEI
(50% obcnenosanHbix) aktusHocTh MetHb-R spurpo-
LIMTOB II0 CPABHEHMIO C KOHTpOJIEM ObUIa CHHXEHA B
6,0-8,6 pasa, B Tpetbheit rpynme (29,4% obcnenosan-
Hbx) — B 1,9-2,0 pa3a. Bo Bcex rpyrimnax 60abHBIX YPOB-
Hu MetHb mano paznuyanucs mexuy coboit u B 52-76
pa3 NpeBLINATY KOHTPOIbHbIC MoKaszatesin, OTCyTCTBHE
KOppeJsIuN MeXIy CHIDKeHMEM akTuBHOCTH MetHb-
R 3putpoiuTos 601bHEIX U NOBLILEHAEM YPOBHS MET-
reMonIobHHa, O-BHAUMOMY, OGBIACHSIETCS TEM, YTO
MetHb-R sipisiercs npakTnyecky eMMHCTBEHHBIM (hep-
MEHTOM, OTBETCTBEHHBIM 3a peBoccTaHoBieHe MetHb
B Hb {12], u yTOo B 3puTpouuTax 60JbHHIX HET pe3epBa
AKTHBHOCTH 3TOro pepMeHTa.

Poct xoHUeHTpauuK QYHKIMOHATBHO HEAKTHBHO-
ro MetHb nonxen npusectu X runepnpoaykunu O,
(peaxkuus 1), AHHOH~CYNIEPOKCUIPATUKAN B TOBLILICH-
HBIX KOHHEHTPAUUSIX He(hEepPMEHTATHBHO AKTHBHUDYET
TTOJN u oxucaser (pacxoxyer) HMAO [3]. Ilpu co-
XPaHEHWH AHTHOKCHAAHTHOIO aJaNTHBHOTO NOTCHIM -
aJ1a 3PUTPOILIUTOB CJICAYET OXHIAThL AXEKBATHOMN aKTH-
Baunn COJl, unaktnsupyoiled O, (PUCYHOK).

B 1a6s1. 2 npuBeAcHBl PE3Y/ILTATH OMpPEACICHHS
nnateHcusHocTH [10J1, axrusHoctu COJl (Mem6pan-
HOM U IMTOILIA3MATHYECKON N30h0pM) M CYMMAapHOIo
conepxannss HMAO B s3purpouutax GoapHsix HOM.
WUx aHanu3 mokasan, 4T0 ypoBeHb MATOHOBOIO JHAb-
aerufa (MZIA) B aputponuTax 6osbHEIX HOM cymre-
ctBeHHO (B 20-343 pa3a) noBrlleH. BTO CBHAETE -
ctByeT 06 aktuBauuu I1OJI, onnako aktuBHOCTE COJ
IIPY 3TOM yBeanuuaach Bcero B 1,1-2,7 paza.

OueHb Manag creneHs akruBaluud COJl ykaspiBaeT
Ha ucTouIeHue GPepMEHTATHBHOIO AHTHOKCHAAHTHOIO
NoTeHIUaIa 3puUTpouUTOB GonbHex HOM. B spurt-
pouutax 37% oGcienoBaHHEIX GOBHBIX KOHLIEHTPALMS
HMAOQ Bo3pocia 1o CpaBHEHMIO ¢ KOHTPOJIEM BCETO B
1,2-1,7 pasa, a B oCTAIbHBIX CAY4Yasix COREpXKaHUe
HMAO oka3zanoch gaxe yMEHbIIEHHBIM B 1,2-2,9 pasa,
4TO OOBIACHAETCSA MX pACXOMOBAHUEM P TAILICHUH CBO-

Tabauua 1

PesyinTaThi B3Mepends akmaBHoctd MetHb-R
u Konnenrpanun MetHb

T'pynmna MetHbA-K;ju;i]g/c;;meq [MetHb], %*
KonrtponsHas (n=25) 2,40%0,11 0,30+0,10
Tlepnas (n=7) 0 22,90+10,0
Bropas (n=17) 0,34+0,06 18,46%3,36
Tpetss (n=10) 1,25+0,03 15,6015,05

Tpumenanue. * — xoruexTpaums MetHb BoipaxeHa B MPOLIEHTaxX OT
obuero copepxanns Hb.

00MHOPAIMKAILHBIX ¥ OKHCIMTEIBHBIX peakuuit. Takum
00pa3oM, y OONbHEIX JeTel aHTHOKCHIAHTHAS! CHCTEMA
0Ka3aJ1aCh NPAaKTHYECKN He aKTUBUPOBAHHOH U HYHK-
LHMOHUPOBANa MOYTH TaK Xe, KaK y 370poBuiXx. MHTe-
PECHO OTMETHTh, YTO JaXe B TeX CAy4asX, KOraa KOH-
uventpaunss HMAO Briliie, yeM B KOHTpOJe (MaldeH-
TH 2, 14, 20), comnepxanne MetHb ocraBanocs oueHp
BBHICOKMM — B 20-48 pa3 Beluie Hopmbl. ITo-Buanmo-
MY, 3TO CBA3aHO ¢ xapakTepHbIM mid HMAO mupo-
KMM CTPYKTYPHBIM pa3HooOpasueM. M3 coeanHeHui,
orHocsiuuxed K HMAO, npHHUMAaTh y4acTHE B peak-
uuy BoccTaHoBReHHs MetHb, nono6Ho ackop6uHOBOH
KUCHoTe (peakuusi 3), MOTYT He BCe 110 HMpHYUHE
nu60 HU3KOW PAa3HOCTH OKUCIHUTEIbHO-BOCCTAHOBH-
TeABHBIX noreHuranos nap MetHb/Hb u BoccTaHoB-
neHHblt AO/okucneHHbin AQ, THGO BCACACTBUE He-
COOTBETCTBHS CTPYKTYPHI U pa3MepoB Monekynsl HMAO
M aKTUBHOrO neHTpa MetHb.

MetHb(Fe®*) 6e3 depMenra

Hb{Fe?*) ¢*=+0,17 B
)]

C,H0, - 2¢° CHO, + 2H* ¢°=-0,08 B

[pu HopManbHo# akTuBHocTH MetHb-R pasnnuue
cBoitcts HMAQ He BHOCHT CBO#i BKJIAJ B CyMMapHLIi
AHTUOKCHAAHTHHIM noTeHUual, IIpH CHUXEHHHU ak-
TUBHOCTH MetHb-R npossnsiiorcs cneuuduyeckue
ocobeHHoctTH dpakuuoHHoro cocraba HMAO opra-
HU3Ma JaHHoro 60mbHOro. JaHHbIN (akT NOATBEPX-
JaeTcs OTCYTCTBMEM KOPPEISLUMU MEXAY BO3PacTOM
OOJBHBIX H COCTOSIHUEM cHcTeMbl AQ-3amuTs (Tabi.
2). U3 manusix 1abia. 2 caeayer Takke, YTO YpOBeHb
angoreHHBIX HMAOQ HepoctaTtouyeH I MHAKTHBAILMH
BHICOKMX KOHIICHTpPALIMi TOKCHYECKHUX NPOAYKTOB
T1OJI, noatomy ans HopMmanu3auuu npouecca I10J1 B
apuTpouutax 60;pHbIX HOM HeobX0mMMO 3K30TeHHOE
MOCTYIUVICHHE aHTHOKCHAAHTHEIX BATAMUHOB (Halpy-
Mep, aCKOPOUHOBOIN KUCIOTH B BHICOKHX J03ax). Ta-
KO METOA KOPPEKUMHM BBISBICHHbBIX HADYWICHUH TpH-
BEJ1 K KIHHUYECKM BHIPAXCHHOMY YAYUILICHHIO COCTO-
STHUS 310pOBbs HeTeil GonbHbix HOM, yto 66110 Mox-
TBEPXJIEHO J1a0OPAaTOPHBIMH TIOKa3arensaMmu [4, 5, 8].
K coxanenuio, agdexr Onin KpaTKOCPOYHBIM, T.K.
acKOpOMHOBAsk KUCJIOTA B ITOBBINIEHHBIX KOHLIEHTpa-
LMSIX HAYMHAET IPOSBIIATEL CBOMCTBA MpookcuaanTa [10]
(peakuuu 4-6). Kpome Toro, meiicTBue gaxe BBICO-
KMX H03 acKOpOMHOBOH KMCIOTH (10 5-10 r/cyT) He
IIPOJIOHTHPOBAaHO BO BpeMeHH. Yepes 2-3 CyT KOH-
ueHTpauus MetHb BHOBb JOCTHTANIA HCXOXHO ITOBEI-
HIEHHOTO YPOBHS.
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HOCH, HOCH,

HOCH HOCH
e~

/O
-e/-H*

+e /+H*

-0 OH

AckopGat-anuon (AH™)
AH—+ Fe** — °A-+ Fe? + H* (5)
H,0,+ Fe* — °*OH + Fe’ + OH- ' {(6)

{

CHO
HOCH,

HOCH Ogo
HO OH

HonyaueransHag ¢popma AK

HOC

|

H
°¢
HCOH

HOCH
H,COH

Anpaerunnas ¢opma AK

CHO CH =HN —(CH,),
HOC H0<“3 NH, —CH
! ®)
HCOH (CH,), HCOH
HOCH  NHM, -CH HOCH
|
H,COH COOH H,COH
MetHb(Fe®) Hb(Fe*") ¢°=+0,17 B
CH,O, - 2e CeH,Os + 2H'  ¢'=-0,08 B ®
HAQH HAD" + H* ¢*=-0,32 B

TIpookcunanTHoe aeiicteue n3bbTka AK MoXeT ObITh
CHKHXXEHO BBEACHMEM JN3MHA, KOTOPHIH criocobeH 06-
paTuMO CBSA3BIBATH TAYTOMEPHYIO aNIBIETHAHYIO HOpMY
AK B ocHoBanust [ludda, tem cambim aeronupys AK
U NMPeOTBPALLAs €€ YyJacTHE B IPOOKCUIAHTHAIX peak-
msax (peakuus 8). st Toro yto6BI NPEUTOXUTE HoJtee
>bPeXTUBHEIH CIOCO0 MOMAECPXKHUBAIONIEH Tepanuun
HOM 3a cuer cHuxenus ypoHs MetHb ripu ctabunb-

-

Acxopbun-paguxan (AH*)

HOCH,

HOCH o}

——— (4)

/

0 o

HernagpoackopGuronas
kHucnora (DHA)

HOM CHmXcHHMM uHTeHCHBHOCTH ITOJI 6€3 moGoyHbIX
IIOCIECTBHIA, MBI IIOCTPOMIY MeTaBOTHYECKYIO MOJICIb,
ONUCHIBAIOUIYI0 GHOXMMHYECKNE TIPOLECCH, IPOTEKAI0-
nine B aputpourTax 601sHbX HOM (prcyHoK).

AHaM3 MOJE/TM TIOKAa3hIBAET, YTO, BO-TEPBHIX, ac-
KOpOHMHOBASA KMCJIOTAa MOXKET PEBOCCTAHARIMBATLCS f10C-
Jie yyacTusi B BocctaHosieHWd MetHb 8 Hb [8] ¢ yua-
ctuem HALH [9]. CnenosaTenbHo, BBEACHME OOb-
HeiM HOM BMecTe ¢ ackopOMHOBOF KMCN0TOH BHTA-
munua PP (mpemnectBernunka HATH) MoxeT crioco6-
CTBOBATh VCKOPEHUIO PEBOCCTAHOBIEHHUS aCKOPOUHOBO
KMCJIOTBL ¥ CO3[IaeT NMPEANTOCUIKH JUIS €€ HCIIO/1b30Ba-
HUS B MEHBLIMX JI03aX. DTO MOXET BHI3BAaTh CHUXEHHUE
IMPOOKCHAAHTHOM akTHBHOCTH AK H dopMupoBaHue
peluKia ackopbara, IIPOJTOHIUPYIOLIErO BO BPEMEHU
€r0 BOCCTAHOBHTEIBHYIO AKTUBHOCTS!

Jlnst ycKOpeHHOM MHAKTHBaUWU nepekrceil [4] Tpe-
oyeTcsa BoccTaHOBIEHHBIN myTaTHOH (G-SH), is pe-
BOCCTaHOBJIEHMS Xotoporo HeoOxomum HAIDH (3].
O6pa3oBaHue H0C/IEIHEro MPOUCXOOUT B IIEHTO30(]0C-
(daTHOM mpouecce OKUCISHN DIIOKO3H [2], uHAynu-
pyemom HAIID?, npeauiecTBEHHHKOM KOTOPOLo Tak-
xe apjterca suTaMuH PP. ChemoBarenbHo, CHUXe-
Hue yposHa MetHb u ITOJT mpu HOM moxet Onith
JOCTHIHYTO OJHOBPEMEHHBLIM BBEIEHUEM B OPraHM3M
60abHOro acKopGHHOBOH KUCIIOTH, BUTaMUHa PP, -
3uHa (MM IVIMIINHA),

Jnsg HOpMaau3aUMM OKHMCIHTCIbHO-aHTHOKHUC/IH-
TEBHOTO FOMEOCTa3a SPUTPOLMITOB BOBMOXHO Ha3Ha-
YeHHe B KOMIUIEKCE ¢ BHIILEHA3BAHHBIMM Tpenapara-
MH HIMPOKO TIPMMEHSIEMBIX B KJIMHHUKE BRICOKO3(Ddek-
TUBHBIX AHTHOKCHUAAHTOB. PYTHMHA, HEHACBIIUEHHBIX
BBICIIMX JKHPHBIX KHCJIOT, KOTOPbIE BXOIST, HAIIpUMED,
B Ipenapar “DcceHunane”.

ONHUM U3 NEPCNEKTUBHBIX MOAX0A0B K JaTbHEH e
MY U3Y4EHUI0 OMOXMMMYECKHUX MexaHH3MOB HOM B
AMArHOCTUUCCKUX LIENSIX SBASETC ONpeaesieHue KOH-
cranTtel Muxasnuca (K,,) nedexrHoro ¢pepmenTa
MetHb-R no MetHb u HAIIH. K,, xapakrepusyer
CpONCTBO depMeHTa K CcyOCTpaTy, T.€. BAMSIHHE SHIO0-
resHbIx KoHnentpaunit HAIIH n MetHb nHa axtHeHOCTD
MetHb-R. Wabimu cnopamu, sennunna K, otpaxaer
cnoco6HocTs MetHb-R peBoccranasnusate MetHb 8 Hb
TIPY 3HAOTEHHBIX KoHIeHTpauusx MetHb u HAIOH »
IPUTPOLUTAX, KOHTPOIIMPOBATEL BEPXHIOIO IPAaHULLY SH-
JIIOTEHHBIX KOHUEeHTpauuit MetHb.

Ecnu snavenue K, y MetHb-R no MetHb npesbi-
H1aeTt augoreHysiit ypopeHs MetHb B sputponurax Go-
nee yeM B 10 pa3 (HanpumMep, B pe3ysbTaTe MyTalMii
CTPYKTYPHOTO I¢Ha, KOZUPYIONIEro AAHHBIN SH3UM),
(EepMEHT NMPOCTO “HE 3aMeyaeT” CTOAb HU3KUE KOH-
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Hb+0, ———— s HbO,

1
MetHb(Fe®*) _._——————> Hb(Fe?)

neHTo30docdar

T0K030-6-docdat

\

)

HAL®OH HALLD*
HARH HAD’+ ' \\/ U
'/\ TII0K032
2G6—SH G—S—5—-G
16
/—\‘ 4
20 2°0, +2H* < : H,0 PII0K030-6-docdar
W
Hb(Fe?*) MetHb(Fe3*)

X

CH,0,-260  CHO,+2H"

HAQH HAL* + H*

< .

i TpHO30-Gocdar
12

1,3-mudocdornuuepar _—Y MHPYBAT

14 ATD

2,3-nmudocdornuuepar

/ W‘\/:\
l

O—O

MAaJIOHOBBI
AUANBACTUL

ROO" + AOH ———— AO" + AQ"

ROO*+AQ* ———  » ROOAO

aktuBaums ITOJI

JIAKTAT

VYA

O—-0e

/‘\/@‘\

/“\/\/\

MeraGonuyeckast MOZE/b, OMUCHIBAIONIAS B3AUMOCBA3b GHOXMMHYECKHX MPOLECCOB
B JPUTPOLMTE B CBSI3U € AeDULIUTOM METTeMOITIOOHHPEAYKTa3hI

AOH ~ HU3KOMONEKYIAPHBIC AHTHOKCHU/IARTHI, PACTBOPUMBIC KaK

B MemGpaHe, TaK M B LMTOIIA3ME;

ROOH — runpornepekucs

ROO« — ruaponepoxcuHbLA pagvKan

AQO- — TePMOIMHAMMYECKHU YCTONYUBLIA panuKai
AHTHOKCUIAHTA

[3{02) — IepPeKUCHOE OKUCIIEHUE JTHITHIOB

G-S5-S-G — OKMCREHHBIN ITYTaTHOH

G-SH  — BoccraHOBAEHHBIN TAYTATHOH

HALDH — auxotunaMugafe HUHARHYKIeOTHIDOC AT
BOCCTAHOBJICHHbBIH

HAA®* — HUKOTHHAMHIANEHHHANHYKIeOTHADOCDAT OKUCTEHHBIH
HAIH - HMKOTMHAMHOaZEHMHIUHYKIEOTHI BOCCTAHOBICHHAIN
HAIl* ~— HUKOTHHAMHUAAACHMUHIUHYKNEOTHS OKUCICHH R
CH,O, — acxopbunopas xuciora

CHO, — nermapoackop6rHOBas KHCIOTA

Hb — reMOrNo0HH

HbO, — OKCHIeMOIIOGUH

MetHb(Fe’*) — METTeMOTNIOGHH

1 — MeTreMODIOGUHpENyKTA3]

2 — moKo30-6-hocdaraerugporeHasa

3 — mayraTHHpeayKTasa

4 — DIYTaTHOHIIEPOKCHAA3a

5 — Zn-, Cu-3aBucuMas cynepoxcumaucmytasa (CO)
6 — KaTanasa

7,8,9, 15 — HedepmeHTaTUBHHE peaxunvx
10 — TpaHcruaporeHasa

11 — rauuepanbaerun-3-docdarnernaporeHaa
12 — nupysaTKuHAa3a

13 — naxrataernaporeHasa

14 — 6udochoruuepaT™MyTasa

16, 17 — rekcokuHasa
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Tabnuya 2

Conepxarme MetHb, MJIA, HMAQ, axrusuocts COJf apurpourros ofciegosannnx Gomunix HOM

Cnyyait Bospacr, ner [Meth;], % [MIA}, MxMonn/Mn %mgﬁgﬁ;‘l’qﬁgﬁn’ MKI‘SKB[EBfgpAL[?l!l:HH a/m
KoHTponbHas rpymmna orlpgo 15 0,3010,10 0,007+0,004 0,16£0,06 818124
[Mauuenr 1 1 13,0£0,3 1,31£0,08 0,2319,03 568+2
Maunenr 2 2 10,040,2 0,48+0,08 0,2210,02 139248
[auuenr 3 4 11,0£0,2 0,30+0,01 0,21£0,02 -
[MauuenT 4 4 10,0£0,2 1,12+0,10 0,224.0,02 —
IauueHt 5 5 26,010,4 1,0940,05 0,23+0,02 68115
[MauueHT 6 6 14,0£0,2 0,4210,02 0,20+0,01 39742
Manuent 7 9 37,5%0,1 0,4410,02 0,22+0,01 70516
Tauuenr 8 9 10,8+0,3 0,87+0,01 0,20+0,01 62515
Nauuent 9 10 28,010,1 0,59+0,01 0,1910,02 39744
Iauuenr 10 11 25,0+0,1 0,4310,02 0,19+0,02 685+3
Maument 11 11 10,810,6 0,2840,02 0,2310,01 284+38
Mauuent 12 11 26,9+0,2 2,40%0,03 0,20+0,02 710+8
Mauuenr 13 13 25,0+0,2 1,39+0,01 0,2110,02 568+4
[auuenr 14 13 21,004 0,6310,02 0,21+0,02 13635
[Mauuent 15 13 12,9+0,2 0,5240,02 0,22+0,01 —
TauuenT 16 14 23,0+0,4 0,14%:0,01 0,20+0,01 -
Mauument 17 14 12,0£0,6 0,28+0,01 0,22+0,03 —
TMaunenr 18 14 5,0£0,6 0,98+0,02 0,2140,03 -
[aument 19 14 13,040,3 0,7610,04 0,2240,02 369+5
[Tauuent 20 14 14,0+0,4 0,42+0,02 0,21+0,02 1007+8
IMauuent 21 14 14,0+0,3 0,9240,01 0,20+0,02 85214
Mauuent 22 15 30,040,2 0,46+0,03 0,16%0,01 82313
MNanuenT 23 15 26,1+0,3 0,42+0,04 0,2110,02 1054+5
[auuenT 24 15 14,8+0,2 0,80+0,02 0,2110,02 994+4
Iauuent 25 15 18,010,2 0,44+0,01 0,1510,01 100714
MauwveHT 26 15 4,21+0,2 1,42+0,03 0,2310,02 -
ITauuent 27 15 31,0£0,3 1,1240,01 0,2110,02 -
Tlaument 28 15 18,0+0,2 0,72+0,02 0,22+0,01 e
MNaunenr 29 15 22,7£0,5 0,5610,03 0,17£0,04 -
Mauuenr 30 15 25,0£0,2 0,84+0,02 0,21£0,02 —
TaumenT 31 15 13,0+0,3 1,564:0,05 0,2010,05 —
[auueHT 32 15 25,0+0,2 0,8410,02 0,1410,01 —
Mauuent 33 15 8,020,2 0,4710,01 0,22+0,01 —
TMannent 34 15 14,610,3 0,51£0,03 0,20+0,04 —
ManuenT 35 15 14,0+0,4 0,50£0,04 0,20£0,03 —

nenrpaun MetHb, ero akTHBHOCTB pe3Ko CHUXa-
ercst ¥ mpuoOperaeT Gosiee BHIPAXKEHHYIO 3aBUCH-
Mocth OT KoHueHTpauuu MetHb. IMo-Buaumomy,
3THM MOXHO OBBSICHHUTH PE3YJIBTATHI, MpPEACTABICH-
Hble B Tabn.l.

Ha cerogHauHuit 1eHb M3BECTHO OKOJNO 18 Bapuan-
TOB MyTaudi rena, koaupyioouiero MetHb-R [13].
OnHako BAMSTHME 3THX MyTalldii Ha KaTanHTHYECKHE
ceoiictea MetHb-R moka we miyueno. Coxpanenne
BesyuHpl K, B mpenenax HOpMbl Hapsmy ¢ BBICOKOH
koHuenTpaume MetHb Moxer cBUIeTE/ILCTBOBATE O
KaKo#-JIH6O0 MOCTOIHHOW MHTOKCUKALMM OpraHM3Ma
OKHUCIHMTEIIMH FK30TeHHOM MPUpPOasl (HanpuMep, Ka-
THOHAMH METALIOB, HHTPUTAMM ), YTO XapaKTEPHO LI
IpuoOPETEHHOH 3H3UMONICHHYECKOH METTEMOTITOOHHE

MUHK. bojee geTanpHOe M3yYEHHE KATATUTHYECKHX
cpoiicts MetHb-R spurtpouuros Gosibirix HOM mo-
3BOJIUT HE TONBKO YTOUHHUTDL JIOKAJIU3ALHUIO MYTALUH,
OTBETCTBEHHOM 3a 9TY [TaTOIOTUIO (B CTPYKTYPHOM WU
B PETYJISITOPHOM rene), AuddepeHUHpOBaTh XapakTep
3aboneBaHuA (HACACACTBCHHBINA MJTM MPUOBPETEHHBIL),
HO U NPeIoXUTh Gonee 3GheKTUBHBIE PEKOMEHIALIMI
IO MATOTeHETUIECCKOH MPOGWIAKTUKE H JISYCHHIO DH~-
3MMONCHUYCCKIX METTEMOTTIOOMHEMMA.

Brsogp

1. B spurpoumtax xpoBH jgeredl GonpHbix HOM
AKTHBHOCTb METTEMOTJIO0MHPEIYKTA3bl CHUXEHa B 1,9-
7,1 pasza, ypoBeHb METIEMOTIOOMHA TTOBHIIIEH B 52-76
pa3. I[Tpu aTOoM B paMKax QH3UOIOT0-OMOXMMHUYECKOM
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aganTUBHOM peakuuu opraxusMma B 1,1-1,2 pasa mo-
BBILLIAETCS] YPOBEHb reMoroouna u B 1,3 pa3a — KoH-
LEEHTpAallKs SPUTPOLIUTOB,

2. VYposenr MJIA, T.. aKTMBHOCTb IPOLIECCOB
TTIOJI y nereit, 6Gonbubix HOM, B 20-343 pa3a Bhiiue,
YeM y 300POBHIX, B TO BpeMs Kak akTHBHoCcTh COJ
noBeiLieHa Beero B 1,1-2,7 pa3a, a coaep)XaHue HU3-
KOMOJEKYISPHBIX aHTHOKCHAHTOB JaXe CHWKEHO B
1,2-2,9 pasa, 1.e. B LIeJIOM aHTHOKCHUAAHTHAasg CUCTE-
Ma y GONBHBIX U 3T0POBBIX AeTell GyHKLUUOHUPYET MO~
YTH OJMHAKOBO.

3. CHIDKeHMe YPOBHS HU3KOMOJIEKYJIAPHBIX aHTH-
OKCHIAHTOB {[POM3BOAHBIX BHTAMMHOB), MMEIOLIMX
MPEUMYLIECTBEHHO 3K30r¢HHYIO NMPUPOIY, BEPOSATHO,
¢BA3aHO ¢ AehUUUTOM DTUX BUTAMHHOB B palllOHE,
0COBEHHO Y CENLCKOro HaceAeHus [6], 4To yeyrybnser
TeYeHUEe MeTreMoniodnHeMuH y aeTeit. CrnenopaTesnb-
HO, oboraweHne aueTh! nereit 6GopHEIX HOM Husko-
MOJIEKYJIAPHBIMUA AHTUOKCHIAHTAMMU AODKHO CTIOC006-
CTBOBATh YMEHLIUEHHIO BHIIICOIMCAHHBIX KITMHUYIECKHX
IPOSBJIEHUH 3TOH IATOMOTHH.

4. Jlng ponOHTUPOBAHMS AaHTHOKCUAAHTHOTO 3(-
(heKTa aCKOPOMHOBOU KMCIOTHl PEXOMEHAYETCH COBME-
CcTHOE NIpuMeHeHue BUTaMuH PP u nu3uHa.

5. s BepudHKaLuKM AUArHO3a M YCTAHOBJIEHHS
Iu¢hepeHIINATLHOTO TUATHO3a NIPEAIAraeTCsi TIPOBO-
JUTh HETPYAOEMKHI U 3KCIPECCHBIH TECT 110 ompese-
JIEHUIO KOHCTAaHThI MuXasnuca METTeMOTIOOUHpenyK-
Ta3sl Mo MetHb.
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B pabote 6buH npociexeHs! moka3aTenu remorpamm 191 peGenka pas-
HOTO NOJIa ¥ BO3PACTa ¢ STUOJIOTHYECKU PA3TUYHON XKeNyIOYHO-KMILEY-
HOM MmaToyorueit, ¢ HEOAUHAKOBOH OCTPOTOM M TSXECThIO KIMHUYECKOTO
TeyeHUs 3aboneBaHus, brulM npoaHaNKM3UpOBaHHL 62 reMorpaMMel IIpU
OCTPO¥ Au3eHTEpUH, 20 — IPK OCTPHIX CANIBEMOHEIUIE3HbIX TaCTPOIHTEPH -
Tax, 27 — NpPU raCTPOIHTEPUTAX, BHI3BAHHBIX YCJIOBHO-ITATOPEHHON MHMK-
‘podnopoit, 82 — npu aucdakTepruo3ax KuieyHuka, Bee nmokasarenu re-
MOTpaMMEl paccMaTpuBanu JuddepeHUHPOBAHHO 110 IPYHIIaM.,
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Pezwme

IlpoBeneno M3ydenne reMorpaMm y
Jereli ¢ KameyHo# HHGexnHoHHo# na-
rojorueii. Oueneno 3nagyeHue HHpek-
LAOHHOM NMATOAOTHH B COXPAHEHHH MO-
Ka3zaTe/iell pEAKTHBHOCTH H €€ HH/MKA-
TOpA — TeMOTPAMMBI, 2 TAKXKe ITy0oH-
Hbl OOHAPYXMBAEMBIX CHABAIOB MO OT-
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