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Baxunenimue GyHKIMHU MEYCHHA:

1. PervisiTOpHO-roMeoCcTAaTHYECKAA — IIPEACTABIISCT

IPOLECChI, KOTOPhIE MPEUMYIIECTBEHHO WU
MCKJIIOUUTEIILHO IIPOUCXOAAT B MEUYECHU M CIIY>Kar
U9 TIONJICPKAHUST  TMOCTOSTHCTBA ~ XMMHUYECKOTO
COCTaBa KPOBH.

Hanpumep: cuHTE3 OCJIKOB KPOBH, allICTOHOBBLIX TEII,
MOYEBHHBI, XOJICCTCPHUHA, ITIFOKOHEOI'€HE3.



2.

AeaueoOpazoBareabHasds  GVHKIHMA & —

o0pa3oBaHHWE JKEJIYM M BXOASAIIMX B HEE
JIEMEHTOB: JKEIYHBIX KHUCJIOT W JKCITYHBIX
UTMEHTOB, UICTOYHHUKOM KOTOPBIX SIBIISIETCS T'€M
reMorIo0OMHa u cepocoaepKaIIue

AMHUHOKHCJIIOTBHI.



3. JKcKkpeTropHasi (PVHKIMUA — BBIICICHHUEC B
COCTaBE KEITIH psaaa ruIpO(HOOHBIX
META00JIUTOB, MOPOAYKTOB  OOC3BPEKUBAHMS
TOKCHHOB M JICKAPCTBECHHBIX BEILICCTB.




4. JlenoOHUPOBAHUE — B IICYCHU CO3JIAETC 3arac

VIJICBOAOB B (POpME INIMKOICHA JJISI HYXKI
BCET0O OpraHu3Ma.

[IpoucxoauT TakXKe HAKOIUICHUE XKEJIE3a,
MeOu, IMHKA, MapraHia, MoJI1MO/icHa.



.

AHTUTOKCHYECKAS GYHKIHUS —
OPEACTABISICT MCKIIOUYUTECIbHYI (DYHKIIMIO

[ICYCHH, CBI3aHHYIO C 00E€3BPEKUBAHUEM BCEX
SHJAOTCHHBIX M DK30I€HHBIX COCIAMHECHUU,

00JIa1ar0IIMX MOBPEKIAIOIINM JICHCTBUEM.



6. O0pa3oBaHMe JKeJIYHbIX MUTMEHTOB




T'emozcnooun

(hopmennvix Inemenmoe Kpoeu

0enoK

Hemoglobin

Oxygen molecule -
Red blood cell

Hemoglobin carries
oxygen thoughout
the body




T'emoznooun=

Polypeptide
chain

Hemoglobin

(Fe-protoporphyrin IX)
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MOJIEKYIbl 0enKa 2n100UHAs



I em=OoKCcHUTEHAa3a

HyC CH=CH, H,C CH=CH,
Y — s N==
HE\*HC_\\I/:CH CH H\;:\\‘\HC—\\I =% cH
~ N 3 : N
r|’ L 5 L r|’ - 3 S
n N—F¢—N_IT n IVN—Fe*—N__IL
| #i - TOH: HAAD | N o
O | GH, LA =cn CH—CH2U O | ch, e AT =CH CH=CH,
5 | ¢t = +0, > |B | ¢t - J= +CO
m| “%ch, v, TEMOKCHIEHA3A | u | ©%ch,  on,
H ; GHa H ; CHa
~ COOH ;~ COOH
/ TEMOTNIOBMH BEP[IOMOBMH

IreM=0KCuIreHasa

Temornooun + HAJI®H, + O, — Bepaornooun + HAJ®* + CO

JKenmuHble MUTMEHTHI IEPBOHAYAIBHO O00pa3yrOTCs B KIIETKaX

PETUKYJIO=3HIOTEINAIbHOM CUCTEMBbI. Pacmaja remorioOnHa

HaAYMHACTCA C I[GI\/’ICTBI/I}I IeM=0KCUI'€Ha3bl C PAa3pymCcHUCM I'SMOBOI'O
KOJIbIIA«




S Be ornobuH
." _ COOH PA

/nont uu\
L >Keneso
rnobuH

M B M n n M M B

o Ao Lo d Vo Lend L
HO N NH N N OH

GnnueepauH HAZLDH + H-

SnnuBepaMHpenyKrasa C
HALD'

M B M N y n M M B
l\ Len | Lew, | [ end |
HO NH NH = OH

GnnmpybmunH



COOH COOH

| |
CH, cI‘H2 CH,
CH CH,  CH, CH,

N\

N\

v b P
e 10,

H DBunupybuH H

BI/IJII/Ipyﬁl/IH- HEPACTBOPUM B BO/I€y N0 KPOBU TPAHCIOPTHPYETCH B KOMILIEKCE ¢ 0€JIKOM ILIA3MBbI
KpoBH  aJbOyMHHOM. IJTy  (opmy  OmampyomnHa  HaspiBaloT HCKOHBIOTMPOBAHHBIM
OMIMPYOUHOM.

FremornobuH, MUOrnobuH, LIUTOXPOMbI KNeTOK
l buiupyouH xopouo

PacCTBOPMM B JIMIIHAAXy JET'KO
- remM MPOXOAUT Yepe3 JIUIMUIHbIE
ll"eMOKcureHasa MeMOpPaHbI M HAKAILINBAETCH
BunueepanH B TKAHAXy 00raThIX
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BUWIUMPYBEMHMOHOIMIOKYPOHUO

PactBopuMmas ¢dopma OmiaupyOMHa= KOMIUIEKC C TJIIOKYPOHOBOM KHMCJIOTOM:

BUNUPYBUHOUI NTIOKYPOHUO

onnupyOunH=

ITIFOKYPOHH 1« OH MoxeT uMeTh B cBoeM cocrtaBe 1 mwim 2 ocrarka FHIOKypOHOBOfI KHUCJIOTHI=

MOHOITIOKYPOHHUI U AUITIFOKYPOHH 1= B HOPMC OCHOBHAas (bopMa AUTTIFOKYPOHU /I
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JKemuHbple TUTrMEHTHI KPpOBH, MOYH U KdJiId B HOPMC
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HapyiieHuss oOMeHa XKEJTYHBIX MUTMEHTOB. JKenTyxu

['unepounpyonHemMun

KoHeuHblil NPOIYKT MpEBpAIIEHHUS] TEMOINIOONHA —OMIUPYOUH MOXKET B
M30BITKEe HAKAIIMBaThCS B CHIBOpOTKe KpoBH (Bhime 21,9 MxM,i1), 4ro
IpHUJIAaeT KOXKE M CKIIEPE IJ1a3 JKEATYIIHOe OKpaliuBaHne. CyIecTBYeT psil
IPUYMH IS BOSHUKHOBEHHUS KEITYXHa



Kenryxu

Hanneuenounasa [ longneuenounas
Oo0TypanvonHasi. PazBuBaercst npu

I'eMoJnTHYECKASS 3aKyMOpPKe 00IIEro KeJTIHOro

Bo3HHKAaeT NpH AKTHBHOM NPOTOKAy YTO CO3AaeT YCJAOBMA AJIsI
NMPOHMKHOBEHUS NMPAMOro OMJIMpyoOuHa

I'€MOJIN3EC SPUTPOIUTOB H

B KPOBba
Boixone Hb B cbhiBopoTky P

KpoBM. Psi1 npuyuH, B Heququaﬂ

TOM 4YHCJIe W ToOKCHYecKknelARCHXUMATO3HAA Bo3nukaer npu
CoeMHEeH Ul 3200/1CBAHUU TEYCHUy BbI3BAHHbIX

BHPYCHBIMH BO30YyIMTEJIAMHUa
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CopepaHne 6unupybuHa B KPOBM Y 3A0POBbIX HOBOPOXKAEHHbIX NPK
cnabon BbIpaXKeHHOCTH (PU3MONOTMYECKON JKENTYXH

B nepuog pacnaga HBF copepxanune OumnnpyOnHa yBeaIuyuBaeTcs B 3=9 pa3 u
OoJiee 3a cueT HEKOHBIOTMPOBAHHOIO OMIMpPYyOHHA



AeJITYXA HOBOPOK/ICHHBIX

Y HOBOPOXKJICHHBIX B MOMEHT POXKIeHUs coiepkanne bJI B xpoBu B 2 pasa BbIIIe
YeM Y B3POCHBIX

IIpuynHbI:

1)ycKopeHHBIN TeMOIN3 SPUTPOLIUTOB, COASPKAMMUX (HEeTATBHBIN TEeMOIIIOOMH,
JUINTEIILHOCTD JKU3HHU 3PUTPOITUTOB Y HOBOpOXKIeHHBIX = 70-90 nueii;

2) BbICOKas aKTUBHOCTh '€MOKCHUTCHA3BI SPUTPOIIUTOB HOBOPOXKICHHBIX}

3) nedunur Oeaka-epeHOCUrKa, 00SCIICUNBAIONICIO TPAHCIIOPT OMIMPYOHHA Yepe3
MeMOpaHbl T€NaTOIUTOB)

4)orpaHnUCcHHBIA IMEYCHOUHBINH cHHTE3 Y/[D-TIOKYpOHOBOW KHCIIOThI, YYaCTBYIOIICH
B 00pa3oBaHUU OWJIMPYOMH=IIIFOKYPOHHU1Q

5) 3ana3gpiBanue B co3peBaHnH (PepMEHTHBIX cucTeM KoHbroraruu (CHH2KCHA

AKTUBHOCThH Y| D=-TIHOKYPOHUITPAHC(HEPa3bI)




HacnencTBeHHbIC HapYIIEHU MeTa0oan3Ma OWIMpyOrnHa

Cuvhgpom Xunbbepa - 3TO HacneacTtBeHHoe 3aboneBaHune, KOTOpoe
NPOSABNSETCA MOCTOSIHHbIM UMW NEePUOANYECKMM  MOBbLILLEHNEM  YPOBHSA
HernpamMmoro ounupyobuHa B KpPOBW, BCIEACTBUE CHMXEHUS akTUBHOCTU Y[ O-
[MIOKYPOHUITPaHCcdepasbl.

CuHopom Kpurnepa -Hausipa - BPOXOEHHAA HacneacTBeHHas
3noka4vyecTBeHHad HEKOHBbIOrMPOBaHHAs rmnepounmpyonHemus,
XapaKTepusyrLwWasncs XenTyxom U TAXeNnbiM fnopaXeHnemM HepBHOU
CUCTEMbI, BCe4CTBMUE MOSIHOIO OTCYTCTBUS UM OYEHb HU3KOMN aKTUBHOCTU
YO®-rntokypoHuUnTpaHcdepassbl.




BUOTPAHC®OPMAILIUS],
KAK MOJICKYJAPHBIA NYThH
AHTUTOKCUYECKOU (PYHKIINHU
[eYECHU



KceHOOMOTHKY= BEIIECTBA, MOCTYIIAIOIIME U3 OKPYKAKOIIEH Cpelibl U HE

MCIOJIb3YEMbIE OPraHU3MOM JIJIsl 00pa30BaHUs YHEPIrUM WA MOCTPOCHUS TKAHCH.

1)

2)

3)
4)

9)

NHnycTpranbHble KCCHOOMOTUKHUE CHUIIBLHBIC KUCIOTHI M OCHOBAHMS
TUOKCHHBI, OKCHIBI a30Tay, MOHOOKHCH/ yIJIEPOay, aMMHAK, ITHAHHIbI,
apOMaTHYECKUE yTIEBOIOPO/Ibly CHIIbHBIC OKUCIISIONINE areHThI

[IuieBbIie KCEHOOMOTUKUE TSKEJIbIE METAJIIbly OCTATOUHBIC MECTUITUIbI,
TOPMOHBI, OMOJIOTHYECKH aKTHBHBIC aMHHbBI, aJIKOTOJIby OaKTECpPHAJIbHBIC
TOKCHUHBI

KocMeTnueckne KCEHOOMOTHKHE HEKOTOPhIE TOKCUYHBIE BEIIECTBA B KpEeMaX,
IyXax, MOMaJaX U Tals

KceHOOMOTHKHM CUTAPETHOTO JIbIMa: HUKOTHH, TSDKEIIBIC METAJIIbl, MOHOOKCH/T
yIIEpoJia, MONTUIUKINYECKUE THIPOKAPOOHATHI

MenuiuHcKkre KCEHOOUOTHKK= OO0IBITUHCTBO JICKAPCTR

DHJIOTeHHbIE TOKCHHBI= O0Opa3yloluecss B OpraHuM3ME€ COCJIUWHEHUS, OO0JIalatlole TPHU BBICOKOM

KOHIEHTPAIIUU TOKCUYEeCKUM 3 PekToms

Bce coenuHenwus, oOnagaroripe OHOJOIMYECKOM aKTUBHOCTbIO (TOpMOHBI, OHOTCHHBIC aMHUHBI,
HEHPOTPAHCMUTTEPbl, BUTAMHUHBI);

[IpoaykTel THHEHUS OeakoB (MHIO, CKAaTO, (hEHOI, KPE30II);

[Tponykrel aBToaM3Kca KiaeTok (BHUCMM w1 onuronenTu ibl)

EcTecTBeHHBIC MPOIYKTHI 00OMEHa, TpeOyromue aeTokcukanyu (OnaupyOnH, aMMHaK);



KceHoOHOTHKH ObICTpee MOCTYMAOT B TKAHW C MHTCHCHBHBIM KPOBOCHAOKCHHEME MO3Ty NICUCHby MTOYKH
cepirie, Jerkue (opraHbl MEPBOOUYEPEAHOTO BO3ACHCTBUS TOKCHUSCKUX BelecTB). HO MbIIIIBI HITH
’KMPOBBIC TKAHU COCTABJIIOT OOJIBIION MPOIEHT OT MAcCChl TeJla= TOKCHYECKHE B=Ba B HUX
HaKarIMBaroTcs (Ierno KCeHOOMOTHKOB)

[ I’MIIPOQMHI:HI:IEJ [ FUAPO®OEHBIE ]
BbIBOAOATCA U3 MOIyT 3aAepPXUBATbCA B TKAHAX,
OpraHu3mMa e CBA3bIBAACH C benkamu unu °6pa3y5|
HEUIMEHEeHHOM BUae KOMNNEeKChl C NMNHaAamMmm MeMGpaH.

C MOHOﬁ MM nochne BblBOMTCﬂ nocpeacrtrsom

HEeMMKpPOCOMAaNbLHOro
oKMcrneHuUa (B UMTO30MeE,
MMTOXOHAPUAX, NN30COMaX,
nepoKcucomax)- CMpThI,
anbpaerngbl, Kap6oHoBbIe K-Thl

6uoTpaHcdopmMaLum C JEeNYbIo UK MOYOMN



buorpanchopmanus - 3TO KOMILIEKC

IIPOLIECCOB, KOTOPBIC 00CCIICUNBAIOT

AHTUTOKCUYECKYIO (DYHKIIHIO TCYCHH.

AHTUTOKCHYECKAA (GVYHKIMUA TMEYEHH = OITO

OGCBBpC}KI/IBaHI/IC OHJAOI'CHHbBIX TOKCHUYCCKHUX

COCOIUHEHUIN U KCEHOOMOTHUKOB



Bbuorpanchopmaiusa — npouecc cocrossmuii u3 2 ¢as:

YEBEEJIMMEHVME TMOAPOOUMUIIBHOCTM

Adaza: Hecunmemuueckas= TmpAMOe MeTaOOIMYECKOE MPEBPAIICHHE C
00pa30BaHWEM KOHEUYHBIX MPOAYKTOB WM B JaJbHEHIIIEM MOABEPraloIIUXCs
KOHBIOTAIlAU

=OKHCICHUE

=BOCCTAHOBJICHUSI

=TUPOJIN3a

2bdaza: Cunmemuueckas uau KoHbl02ayuy — CBI3bIBAHNE KCEHOOMOTHKA UJIH

JIPp= COCAUHEHUN C ONPEACIIEHHBIMUA KOHBIOTATAMMUA
=[JIIOKYPOHUPOBAHUEC

=CyJb(aTupoBaHue
=al[CTUIITPOBAHUE
~[IPUCOETUHCHUE TIIyTaTHOHA
~[IPUCOETUHCHUE TIIUIIMHA

=MCTHUJIMPOBAHHC



Jce pepMEHTHI MUKPOCOMAJILHON CUCTEMBI = MEeMOpaHHbIE OENIKH, aKTUBHBIE IIEHTPHI KOTOPHIX
JOKAJIM30BaHbl HA TTOBEPXHOCTHU SHAOIIA3MATHUYECKOTO PETUKYIYyMa. DEPMEHTHI,
KaTaJlM3UPYIOIIHe BOCCTAHOBICHUE OJHOTO aromMa MoJiekyibl O, ¢ 00pa3oBaHHEM BOJIbI U
BKJIFOUEHHUE JIPYTOTO arOMa KHCJIOPOJa B OKUCIAEMOE BEIIECTBO, MTOTYYUIIN HA3BAHUE
MHUKPOCOMAaJIbHBIX OKCHAAa3 CO CMEIIAHHOW (yHKIIMEH MM MUKPOCOMAJIbHBIX MOHOOKCUTE€HA3A

KiroueBEIM (PEPMEHTOM CHCTEMBI MUKPOCOMAIIBHOTO OKHCIIEHHUs siBisiercss [UToxpom P-450.

HO 8 O OH
CrpykTypHas opranu3aius nuroxpoma P 45



MoHooKcureHa3sHasl nenba

Cybcrpar: HAJIOH,;
B cocrag Bxomur: NADPH-P ., penykrasa, kopepmentor ®AJLl u ®MH u lur.P ., xoTOpHIi

COLCPIKUTCA TOJIBKO B IICUCHU -
[ur.P, ., nepenaer osnexrponbl Ha O,y a TaK K€ HAa OKUCIAEMOE BEIIECTBO,

TMIAPOKCHUIIUPYA CIOx

[Ipu 6nokazne Hut.P ., HacTynaer rubesns opraHu3Ma.

Fe’ (Paso) 0%+ 2H— H,0

NADP' XF/:\m-iz FMN Fe’ (Paso) ROH

NADPH,—FP — cyt. P,., — 02 — H,O

N =

RH ROH




PeqykTasHas uem:

Cybcrpar: HAJTH,;
B cocrap Bxomaut:s HAJIH muroxpom bS-penykrasza (umu ®IIL, 5 KopepmeHT ®Al) u [ur. Bg, KOTOpBIN

HE MMEET BBIXOAAa HA MOJEKYJISIPHBIN KHACIOPO/Ia
Lut. B, nepenaet aneKTpoHbl HA MOHOKCUTCHA3HYIO LICIba

NADH+H' Fe"(bs) Fe* (Paso) 0%+ 2H—» H,0
X FADH, X Fe*(bs) Fe* (Paso) ROH
NADH, — FP — cyt.B; — cyt. P450

7N

R RH,



B cocraBe MUKpPOCOM HMEETCS 0C00ass MHUKPOCOMAJILHASI 3JIEKTPOHTPAHCIOPTHAS
enb, KOTOpas oOpa3oBaHa 2=Ms ICIISIMHE

* M oHOOKCUTEHA3HA 11EMba
ePenyvkTasHas 1enbs

Uuronnasma
NADPH+H' NADH+H'
NADP* 8 NAD'
DPH NADH
UMTOXPOM 0; ~ LUTOXPOM
Paso RH e ¢ peaykTasa
e A s
Luroxpom Creapoun-KoA-
Paso Aecarypasa
J
| cucrema

Il cucrema



BHeMHKpoOCOMaJIbHbIE NMPOLHECChl = BKIIOYAKOT PEAKIUU
OKMCJICHHS, BOCCTAHOBJICHUSA 5 THUIPOJIN3a,
COBEPUIAIOIINECS B IIUTOIJIA3ME,y JIM30COMAX, MEPOKCUCOMAX

U IPs OPraHCIIJIAX KIICTKH. Oxucnenne crnmproB, aibiernioB, KapOOHOBBIX KHCIIOT,

AIKWIIAMAHOB, HEOpraHwdeckux cyinbdaroB, 1,4-HahTOXUHOHOB, CYIb(OKCHIOB, OPTraHUICCKUX
IUCYIb(UI0B, HEKOTOPBIX 3(PUPOB; C €r0 MOMOIIBI0 MPOUCXOAUT THUAPOIN3 F3(PUPHON U aMUIAHOU CBS3EH,

I'MAPOJIMTHYICCKOC ACTAJIOICHUPOBAHUC



B muToruiasMe ocoOyro poib UIpacT (PEpMEHT

ajJkorojapaeruaporenasa (A/ll'), npu ygactuu
KOTOPOT'O MPOUCXOAUT OKUCICHUE 3TUIOBOIO M

APYTUX COUPTOB.
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3TAHON ALETANBbAErUA
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/H
CH3—0OH ‘LA’ C=0

AﬂKOl‘Ol’IbAGI’VIApOI‘EH&S& '

METAHON
¢0PMAHbﬂEI' /1]



2 baza. Cunrernyeckas nin KoHbIOranus: B peakiusax
BTOpOM (hazbl MOAU(DUIIMPOBAHHBIEC B XOJI€ IIEPBOro ATana

OuoTpaHCPopMallMid KCEHOOMOTHUKHU aCCOLMUPYIOTCS
(xoHBIOTHPYIOTCS) ¢ TUAPOPUIBHBIMH SHIOTCHHBIMHU

COCHIMHCHUAMM s B pesynsrare emie Gonblie yBEIUIUBAETCA UX THAPOPUILHOCTE U

YMEHBIIIACTCI TOKCUYHOCTha Bee pepmenThl, (hyHKIITMOHUPYIOIIUE BO BTOpOH (paze 00e3BpeKUBaAHUS
KCEHOOMOTHKOB, OTHOCAT K Kjaccy TpaHcdepaszs OHM XapaKTepU3yIOTCsl IMIUPOKON CyOCTpaTHOM

CeU(pUIHOCTBIO, JIOKAJIM30BAHbI B PA3JIMYHBIX KOMIIAPTMCHTAX KJICTOK .



1.[l1I0KYpOHUIHAS KOHBIOTAalMA — CBA3BIBAHHE C D[IIOKYPOHOBOM KHCIOTOM U 00Opa3oBaHHe
ITIOKYPOHH/JIOBA JlokanuzoBana B OIIP.
JIOHOpOM TJIFOKYPOHOBOM KHCJIOTHI sBIIsieTcs Y D=ImroKypoHOBasg KuCIoTa. Bce
[JIIOKYPOHU/IBI PUOOPETAIOT PaCTBOPUMOCTh B BOJICa
OOpa3oBaHUE TIIOKYPOHHUIOB XapaKTEPHO sl OWJIMPYOHHA, CTEPOUIHBIX TOPMOHOB,
apoOMaTUYECKUX aMUHOB, BUTaMUHa /[ 1 Jp.

B o6miem Buze peakius ¢ yuactuem Y/ D-
[TIOKYpOHUITpaHC(epas3bl 3aTUChIBACTCS TaK:

ROH + V][-C.H,0, = RO-C,H O, + VO

OH OH
Ypununaudocporaokyponosasi kuciora (YAP-C H,O)).



2. Kouporanus ¢ XUMHMYEeCKMMH TPYINIUAPOBKAMM:

CyJIb(paTHOM, allETUIbHOM, METUJIBHON U JIP. Jloxamusamus-

OHUTO30JIb

OcHoBHBbIC (DepMEHTHI U META00JMThbly YYACTBYIOUINE B KOHBIOTAIMHU

depMeHT MetabonuT, UCHOJb3yeMbI 1Is1 | AKTHUBHas Gpopma METaOOIUTOB
KOHBIOTAITUN
Cynbdotpanchepasza Cynbdar DOADC
Aueruntpancdepasa Auerar Aunerun KoA
Metuntpancdepasa MeTtun SAM




HaubGonee pacnpoctpanena cyiabhaTHas KOHBIOTAIUMSA C y4YacTHEM CYyJb(aTHBIX aHUOHOBy HCTOYHHKOM

KOTOPBIX ABJIAIOTCA CCPOCOACPKAINUEC aMUHOKHUCIIOTHI.

Peaknusa ¢ yyactueMm cynbdorpancdepassl B 00IIeM BHUAE 3alMCHIBACTCS TaKs
ROH + ®AD-SO,H = RO-SO_H + DAD.

[lepenocumnkom cynbdarHbix aHUOHOB siBsAETCS 3-Pocdoaneno3un-S-pochocynbdpar (PAPC) (k
(deHonam, cnupraM, aMUHOKUCIIOTAM);

NH;

7. _-N
LY
NN

3-bochoagenosnn-S-pochocynbpar (PADPC)



AueTUnbHaa _ KOHbKrauusi- CBA3bIBAHWE  TOKCUMKAHTa C
auetunbHbiM  octaTtkom  oT  auetun-KoA.  OcyuwecTtenawoT
aueTunTpaHcdepasbl, nokKanu3oBaHHbIE B UuTOMMasMe. Tlak

o0e3BpexmBalOTCad apomMaTuyeckne amuHbl, cynbdaHunamuabl,
rmgpasvitbl, 6UoreHHble aMUHbI.

% S
\NH_NH2 \NH‘NH'C\CH
7 y 7 :
+ CHy-CnSKoA —
S auemn-Koa Sy +hskoA
HBOHHABH] N-anemn-
(MPOTHBOTYOEPKYIE SHAIN HBOHHABK]
npenapar)

RNH, + CH,~COKOA ---------- RNH-COCH, + HS—KoA



MeTunbHaga KOHbIOraumsa- CBA3biBaHNE TOKCMKAHTa C
aLeTUSIbHbIM OCTaTKOM OT S-ageHo3unmeTnoHnHa (SAM).
KatanmanpyoTt peakumm MeTuntTpaHcdepassl, ToKkann3oBaHHbIE B
OCHOBHOM B LuTOM1a3Me, B MeEHbLLUEN CTENEHU HA MeMDpaHax.
CybcTtparamu ansa metuntpaHcdepas cnyxat deHornbl, TMOonMbI U
aMWHbI, B TOM 4YMCIe N 3HOOreHHble BellecTBa: ryaHugnHauerTar,
HopagpeHanuH, docdartnanndaTaHonammH, TMCTaMuH.

CH—CHs 4+ S-AnEeHOBMI-

_ + S-ANeHOBuI-
/N \ CH» (IJH2 EpE e e / \ | NOMOLMCTEHUH
k NH» NH2
N N

[
H CHg
'MCTaMHUH N-MeTHJI-

{(BMOIeHHBH rMCTaMHUH
aMHH)



3.1yrarnoHoBas 3ammTa, KOTOpas BKIIIOYAET ydacTHE IIyTAaTHOHA, a TaK e (EPMEHTOB
ITyTaTHOHTPaHC(epas3bl, TITYyTaTHOHPEAYKTA3bl M TIyTAaTHOHTIEPOKCHIa3bl. [ T UTparoT BaKHYIO POJb B
WHAKTHUBAIlU COOCTBEHHBIX META00IUTOBE CTEPOUTHBIX TOPMOHOB, IIPOCTATNIAHANHOB, OUIUPYOHNHA,

WETYHBIX KUCIOT,; TpoayKToB [10J1.

H
l |
HOOC -(?H— (CH3)2— (lf ol ) b CIJH - ﬁ,— N— CH,— COOH
NH, O CH, O
éH I'mytatrnon (GSH) TpunenTun
[my=I{uc=1n

[myTaTHOH KOHBIOTUPYET C  OOE3BPEKMBAEMBIM  BEIIECTBOM C  Y4aCTHEM
IIyTaTUOHTpaHC(hepa3bla ITO HAaMOOJIEE€ MOIIHBIN MyTh JETOKCHUKAIIMH

R+ GSH - GSRH
Konbwranus cyocrpara (R) ¢
[JIyTAaTHOHOM



4. lMMenTaHas KOHbLIOrauusa — CBA3biBaHME C aMUHOKUCIOTOMU

MUUMH N OPYrTMMM  aMUHOKUCIIOTaMn.  XapakKTepHo O
apomMaTndeckmnx KapboHOBbIX KUCIOT (DeH30MHas K-Ta).

COOH CO—NH —CH,—COOH
rnMumH
TpaHcgepasa
+ NH;~CH;— COOH~——» + H,O
FnvumH
Bex3onHan Mnnyposasn

KcnoTa Kmcnora



5. TuvouuoHaTHass KOHbKOrauusas - An4

06e3BpeXnBaHUs 3HAONEHHOIO LIMAHUCTOrO MOHa,

poianesa

CN *+ 3,0,——> (CNS * S0,

NHAHHCTBIH THOCYIAb(AT THOIHAHAT
HOH



HawuoOouiee CYIleCTBEHHbIMH
nmpoueccaMd B OuorpaHchopManuu
CUUTACTCS:

* | TFOKYpOHUTHAS KOHBIOTAIIMS;
» Cynb(aTHasi KOHbIOT ALK,

| nyTaTHOHOBAsA KOHbBIOI AU



KinHH4Yeckasi OlleHKA nmpouecca

onorpanchopmanuu.
1 ha3a orileHMBaAECTC MO:
- ArTuUnMpuHoBas 1poba Ha L{uToxpom
P 5o
- AJII'-akTHBHOCTP KAk  TE€CT  Ha
JATCHTHYIO HEIO0CTATOYHOCTh IMEYECHU

(y meren);




2 da3a OIICHUMBACTCI B OCHOBHOM IIO
LJIYTAaTHOHOBOM 3AIIUTE:

- CogepkaHue  TIIyTaTHOHA B €r0
OKHUCJIIECHHOW ¥ BOCCTAHOBJICHHOMU
hopwme;

- AKTMBHOCTbB ITyTaTHOHTPAHC(EpassI;

- ComepskaHue TIIyTaTHOHA COBMECTHO CO
BCeMH (PEepMEHTAMHU IIIyTaTMOHOBOU
3aIUThI

OyHKIIMOHUPOBAHME P-

TJIMKOIIPOTECHHA (TpaHCHOpTHAs
AT®d-a3a)




OAKTOPLI, BJIMAIOIME HA bUOTPAHCOOMAIINIO

1) BO3PACTHBIE PA3INYNA
2) BUJJOBBIE PA3INYNA
3) TEHETUYECKUE PA3JINYIA
4)10JIOBBIE PA3JINYUNAI
5) TEMICTBUE TOPMOHOB
6) FEPEMEHHOCTb
7) IINTAHUE U TUETA
8) CIIOCOBb BBEJIEHUS JIEKAPCTB

9) ®AKTOPLI OKPYKAIOILEN CPE/ILI



PEAKIMU BMOAKTUBAILIMN KCEHOBNOTHUKOB

Peakuuu 6notrpanchopMaliiv, B KOTOPBIX 00pa3yroTcs MPOAYKThbly UMEIOIIINE

OOJIBIITY}0 TOKCUYHOCTh MO CPABHEHHUIO C MCXOJHBIM KCEHOOMOTHUKOM, HA3BIBAIOT
peakuusiMu bBUOAKTUBAIIWNU

HAOQY HALH+H™*

H
/
CH3—OH = \_./ - (':=O

Anxoaons- H
deaudpoaeNaza oorPVMANILLOEIr AL

Peakiuusi npeBpalieHusi MHCEKTUIIMIa apaTUOHA B MapaokCcoH. [lapaTtnon=tuodocdar,
HEUPOTOKCUYHOCTh OCHOBAaHAa Ha B3aMMOJCHCTBUU (DEPMEHTOM alETUIXOJIUHICTEPA3Oiia
CpoacTBo 31010 pepmMeHTa K NapaokCOHY BO MHOTO Pa3 BBIIIE, YEM K MCXOJHOMY
COCAMHEHUIO= MapaTUOHY

TsxkecTh OTpaBICHUS ATUIICHIIMKOJIEM MPSAMO MPONOPIIMOHANIbHA CTEIIEHU OKUCJIEHHS €ro 10
1aBEJICBOM KUCIOThl. B X0/1¢ OMomnpeBpalieHus maBesieBasl KUCiI0Ta, CIOCOOHAs MOBPEXKAATh
NapEeHXUMAaTO3HbIE OPraHbl Uy B YACTHOCTH, MOYKH.

METAHOJ7



BJIIMAHUE KCEHOBMOTHUKOB HA AKTUBHOCTb MUKPOCOMAJIbHBIX ®EPMEHTOB

MHorre KCeHOOMOTHKHU BJIUSAIOT Ha CHHTE3 WM aKTHBHOCTh MHKPOCOMAJIbHBIX MOHOOKCHICHA3.
Haubonee BaxxHo ux Biauguue Ha nurt P-450.

WHAYKTOPbI

( WHAOYKTOPbl 1
IUMPOKOr 0 CNMEKTPA Y3KOr 0 CNEKTPA
NEWCTBUA ! NEWCTBUA |
\m-myuupylor CHHTE3 ’ MHAOYLUMPYHOT CHUHTE3
uutoxpoma P-450 uuroxpoma P-448
bapburyparsbli MEeTHUNXONAaHTEeH U Aap.
apoMaTu4yecKune
yrnesoaopoasbl

OT10T peHOMEH OOBSACHSICT MPUBBIKAHWE K JICKAPCTBEHHBIM IIpenaparaM, €CIM UX MeTaOOIHThI
(hapMaKoJIOTUYECKN HEAKTHUBHBI



IIYTHU OBE3BPEXNBAHUSA 3TAHOJIA B IIEYEHHA

2
NADPH"+H" NADP’
ALl

AraHon /1\ - Aueransgeriy

NAD® NADH'+H'
H,0, 3 H,0
\__J

Karanasa

1- oxucnenre sranona NAD®- 3asucumoii ankoronsaeruaporenasoi (AI);
2 - MDOC - MUKpOcOMaIbHas 3TAaHOJIOKHUCIISIOIIAsl CUCTEMAj
3 - OKHMCJICHHE dTaHOJA KaTajaa3ou




Humoxpom P . =3a6ucumas MuKpocomaibHas
smanonoxucagrowas cucmema (MIOC) soxammsorana & vembpare

rnaakoro JP renaronutoB. MOOC urpaetr He3HAUUTEIBbHYIO POJIb B METa00JIM3Me HEOObIINX KOJUYECTB
AJIKOTOJIsl, HO MHAYIIUPYETCS dTAHOJIOM, OapOUTypaTaMu W MPHOOPETAET CYyIIECTBEHHOE 3HAUCHUE TIPH
3710yNOTpeOICHNN UMH. [Ipr XpOHUYECKOM aJIKOTOJIM3ME OKHCIICHUE dTaHojia yckopsercs Ha 50 - 70% 3a
cuér runeprpopun IP u unaykuun nuroxpoma P, Il E, .

C,H,OH + NADPH + H" +0O, — CH,CHO + NADP* +2H_0.




OKkucienue Imanona_Kamaaas3ou

BropocTeneHHyo posib B OKMCIEHUN TAHOJIA UIPAET Karajas3a, HaXOAALascs B IMEPOKCUCOMAX
ITUTOIUTa3Mbl 1 MUTOXOHJPUN KJIETOK MeUYeHU. DTOT PepMeHT pacuiervisieT npumepao 2%
ATAHOJIAy HO IIPU 3TOM YTWIM3UPYET MEPOKCU BOIOPOIaa

CH,CH,OH * H,0, — CH,CHO * 2H,0




