omoﬁ

TOCYOAPCTBEHHbIN
YHUBEPCUTET

umenu U.C. TypreHesa




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenu U.C. TypreHeBa

www.oreluniver.ru

MCTOYHUKN U NYTI
ncnornb3oBaHUA AK B KneTtkax

®onp cBo00aHBIX AK (aMUHOKHCIOT) OpraHu3Ma
coctapisieT npuMepHo 35 1. Conpepxkanue cBoOogHbIX AK B
KpPOBH B CpeaHEM paBHO 35-65 mr/mi. bonbmas yacte AK
BXOJUT B COCTaB OCJIKOB, KOJIMUYECTBO KOTOPhIX B OpPraHU3ME
B3POCJIOr0 YeJIOBEKa HOPMAIBLHOTO TEJIOCI0KCHUS
COCTABJISIET MPUMEPHO 135 KI.

Uctounuku cBoOOgHBIX AK B KiIeTkax
1. benxu nuim
2. CoOcTBeHHbIE OCIKU TKaHEH
3. Cunre3 AK u3 yrineBosoB



\ OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET

umenu U.C. TypreHeBa

www.oreluniver.ru

Benku
TKaHen
~15 kr

0 %

4 M
Benku
Ny
~100 r/cyT
)

doHn
aMUHo-
KUCNoT

~35r

‘., J. [

) / "
CuHTes
aMUHOKUCNOT
—/

Schpeuvm

<Fﬁ

O.-KeTOKMCHOTbI

BuoreHHbIe aMUHbI

D
/

Hykneotunabl




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ 3;:1/1 I/IBCETz[Sel:]eIaET www.oreluniver.ru
KonnyecTBO 6€enKa B HeKOTpPbIX
NMPOAYKTAX
Msico 18-22
Pr16a 17-20
Crip 20-36
Monoko 3.5
Puc 3,0
I'opox 26
Cos 35
Kaprodens 1,5-2.0
Kanycra 1,1-1,6
MOpKOBB 0,8—-1,0
SA6noku 0,3-0.4




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenu U.C. TypreHeBa

www.oreluniver.ru

Bce 20 AK, xoTopble BcTpedaroTcs B Gellkax
OpTraHru3Ma, MOKHO Pa3eanuTh Ha 4 TPYIIILL:

Samenumvie AK

AJja, Acn, AcH, L1y, Inin, IIpo, Itn, Cep
Hezamenumvie AK

Baa, Jlen, Uiae, Met, ®@en, Tpu, Jius, Tpe
HYacmuuno 3amenumvle AK

I'uc, Apr
Venosuo 3amenumvie AK
Huc _ Met

Tup DeH

<




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenu U.C. TypreHeBa

www.oreluniver.ru

«KBawimopkop»

HexocTtarouHoCTh 0€JIKOBOI0 MUTAHUS MIPUBOAUT K 3200J1eBAHUIO
(«kpacHbIil MaJIBYUK»). 3200JICBaHNE pa3BUBACTCA MPU HegocTaTke JIuz.

XapakrepucTuka:

3aziepKKa pocra

Anemus

['nmonporenHemMusi, COMPOBOKAAOIIASICS OTCKaMU
JKupoBoe nepepoxkaeHue neyeHu

Bo0chl KpaCHO-KOPUYHEBOTO OTTEHKA

ATpodus KIETOK NOKETYTI0YHON menesblﬂHapymaeTc;I CEeKpenus
MaHKPEaTUYECKUX (PEPMEHTOB M HE YCBAMBAKOTCS OCIIKH;

[Topaxenue nodek YBEIIMYUBACTCA SKCKpenns cBoOOaHbIX AK ¢ Mouoi
Hapymienre yMCTBEHHOTO M (DU3UUECKOTO Pa3BUTHUS
bes neuenus cMepTHOCTL cocTasiisieT 50-90%

Jledyenme: riepeBoj OOJBHOTO HA MUIILY, OOTraTyro KUBOTHBIMU OCJIKAMU WU
no0asJieHUE npenaparoB JIus.




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

A30TUCTbIN

- Pa3HHUIIA MEXIY xQRPANC N, mocTynaroIero ¢
NUIIEH, KW KOJIMYECTBOM BbIAcHseMoro N (B BHIE

MOYEBHUHBI 1 aMMOHMUHBIX COJICH ) :

* HOJOXUTEIBHBIM — Yy JETE€H, YV BbI3AOPABIUBAOIINX
OOJIbHBIX IIOCJIE TSDKEIOM OO0J€3HH, NpU OOUILHOM
OEJIKOBOM ITUTAHUMU,

* OTPUIIATCIBHBIN — IPH TKEIBIX 3a00JICBAHMUSX, IIPU
TOJIOJAHMH, IIPA CTAPCHUM,

* DPaBHBIM HVYIIO (230THCTOE PABHOBECHUE) — Y 30POBBIX
B3POCIBIX JIOJICH TP HOPMAJILHOM ITUTAHUH.




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

[Mpn nepeBapuBaHnUm NPOUCXoanT rMAPONU3 NMLEBbLIX benkoB Ao cBoboaHbix AK noa
oencTenemM pepMeHTOoB nentTuarnaponas (nentugas).

[NlenTnpa3sbl AenaTcsa Ha:
QHaonenTnaasbl — AEUCTBYIOT HA NeNTUAHbIE CBA3W, yaareHHble OT KOHLOB NenTUaHON

Lenu.
[lencuH: -X—-®eH -
-X-=Twnp -
-Jlen -Tny -
TpuncuH: -Apr—X -
-JInz - X -
XUMOTpUNCUH: - Tpu— X -
-PeH-X-
-Tup-X -
Jnacrasa: -nn-Ana-

Jk3onenTnaasbl — |El,el\/’ICTByI-OT Ha nenTtngHble CBA3N, O6pa3OBaHHbIe N- 1 C-KOHUEBbIMU
AK.

AmunHonenTtmaasbl (otwennsiet N-koHueBble AK)

Kapb6okcunentuaassbl: A — otwennstoT C-koHuesble AK ¢ ruapodobHbIMu R
B - otwennsaoT C-koHueBble AK - Jlng, - Apr

AOunenTtuaassl (rmaponuaytoT aunentngbl U3 2-x nobbix AK)

NENTWOA3bLI BbIPABATLIBAIOTCA B HEAKTVBHOWM ®OPME (MPO®EPMEHTHI) U
AKTBUPYIOTCA YACTUYHBIM NMPOTEOJIM3OM.




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

[lepeBaprBaHre HAYMHAETCS B KeJayaKe. [ [podepmeHT nencuHoren

BbIpaOaThIBA€TCS IJIaBHBIMU KJIETKaMM >Keiayaka. JKeayaodHbIii COK
coaepxkut HCI.

Oyuxupu HCI :

Oka3bIBaeT OAKTEPUIIUIHOE JICHCTBUE;
JlenaTypupyeT OeJIKY MUILH;

Coznaet ontumyM pH s mencuna (1.5 — 2.0)
AKTHBHUPYET NENCUHOTEH YaCTUYHBIM MPOTEOJIM30M;

HCI u nnencuH criocoOHBI pa3pylliaTh KJIECTKU SIUTENIMS Keayaka. B
HOPME 3TOT0 HE IPOUCXOIUT.

3anuTHbIe (PAKTOPHI CAUUCTON 000TIO0UKH JKETyIKA:
OOpa3oBaHue CIM3U
Cekpernst HCO;

Hanuune Ha HapyXHOW IOBEPXHOCTH MEMOpaH KJIETOK CIU3UCTOM
000JIOYKH TETEPONOIMCAXAPHUIOB

bricTpast perenepanus moBPEKIACHHOTO SMUATEIIUSA



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru
Mnaama 2, % OBKNaflouHbIe KNeTkn % % FpocaeT

% %% %%2%2%%%%% % % MR
COz 002 7" H,COs

H,O ATOD
- K ¢ K*

HCO4

Cexpenusi HCI B keayake.
1 — kap6oanruapasa; 2 - H/K" - AT®-a3a; 3 — 6eIKH-IIEPEHOCYHKH AHHOHOB;
4 — XJIOPUAHBIA KaHAJL.



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

PeHHUH

l(xu MO3UH)-
(bepMEHT KEJTYXOYHOI0 COKa “JETEH TPYTHOIO

BO3pacTa, KOTOPbIM MEPEBOAUT KA3EUH MOJIOKA B
HEPACTBOPUMBIM CI'YCTOK, 4YeM IIPEIOTBPAIIACT
OBICTPBIM BBIXOJI MOJOKa M3 JKeayaka. Y
B3POCJIbIX JIIOJAEH PEHHUHA HET.

B ciu3ucToi 000JIOUKE JKelIydKa YeI0BEKa
HaWJI€HA EIe OAHA IIPOTea3a — FaCTPUKCHH.



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenn U.C. TypreHesa WWW.Oreluniver_rl;Jm

OnpeneneHnue KUCIOTHOCTH KEITYIOYHOIO COKa UCITOIb3YIOT IS
OUAZHOCMUKU PA3ITUYHBIX 3a00JICBAHUH JKEITYJIKA.

I1IOBBINNIEHHAS KMCIOTHOCTE — COIIPOBOXKAAETCS H3¥KOIOW,
avapeer, MOXET OBbITb CHMIITOMOM  SI3BBI  KEJIydKa W
NBCHAAUATUIIEPCTHOM  KHUINKKA, a TaKXe THUIEPalIHOTO
racTpura.

[loHW)KeHHAasT KHWCIOTHOCTh — ObIBa€T MPHU HEKOTOPBIX BHIAAX
ractputoB. IlomHoe orcyrctBue HCI m mencunHa (GkemymodHas
axuius) HaOmopgaeTcs MNpu  aTpoPUUECKHX TracTpuTax U
CONPOBOXKIACTCA TMEPIUHO3HOM aHemMuer (HeZ0CTaTOYHOCTh
BBIpaOOTKH (pakTopa Kacnia n HapynieHue BcacbiBanus B

Anamanocte (pH > 6,0) — morepst CIM3UCTON OOOJOYKOM
KelIyaka OOKJIaJO4HBIX KIETOK, cekperupyrommux HCI, urto
BBI3BIBACT PAK KEITYIKA.

[Ipu JTINArHOCTHUKE 3a00JIEBaHUI1 KeTyIKa KpOME
OMOXMMHYCCKHX aHAJW30B IPOBOASAT PCHTITCHOJIOTHYCCKHE W
SHIIOCKOIINYECKHE UCCIICIOBAHUS, a TaK)Ke OMOIICHIO.




\ OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenn U.C. TypreHesa www.oreluniver.ru

MexaHu3m AKTHBaAllM TPUIICHHOI'CHA

l
' S
BopoponHbie —p | 1 | v o
CBH3Y
-5

TpuncuHoreH

o

SHTeponenm,uaaa
AKTUBHLIKA LUEHTD

Nentug, —» BEEEEDD

OcBROBOXOAIUUACH
NpW aKTUBaLUK

KO




OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

IlepeBapuBaHue OCIKOB B KHIIEYHHKE TTIPOUCXOAUT MO/ ACHCTBUEM:

DepMeHTOB MOKETYI0IHOM Kelle3bl(TPUIICHHA, XUMOTPUIICHHA,
ayacTa3bl, KAPOOKCUTICTITHIa3bl)

DepMEHTOB TOHKOW KMIIKK (aMUHONENTH1A3bl, TUIEITHIA3HbI,
TPUNICTITH1a3bl)

Kurmeunslie menTyma3sl CHHTE3UPYIOTCS B SHTEPOIMTAX Cpa3y B aKTUBHOU
dbopmMme.

KoHeuHBIM pe3ylsTaToM IepeBapuBaHUs OCIIKOB SBIISIETCS 00pa3OBaHUE
cBoOoaubIX AK, ToCTynaromnmx B KJIETKHU CIM3UCTON 000JIOYKH KUITCUYHUKA

MyTEM aKTUBHOTO TPAHCIIOPTA 3a CYET rpaJiieHTa KOHIIEHTpauu Na(CUMIIoOpT),
a Jajee ¢ MOMOIIBIO CIIeU(PUIESCKUX TPAHCIOKA3.

S cucrem nepenoca aias AK:
C muHHOM anudaTudecKoi 1emnbio
C xopoTkoii anuparuyeckom 1ernblo
C mONOXUTEIIBHO 3aPsHKEHHBIM PaJUKaIOM
C oTpHIaTeabHO 3apsSHKEHHBIM PagUKAIOM
[IponuHa.

B xpoBb noctrynaroT cBo0oaHbIE AK, KOTOpbIE HE HECYT F€HETUYECKOMN
UH(pOPMAIWH.



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru
MexaansM BcacbiBaHUAd AK B KHIIIeYHHKE
ToHKasA
AMWHO- . . KMLIKE
KMCNOTa Na

M - ' IléTouHas kaima

NAaHCAOKA3ZE | INATeNMA KMILeYHUKA

AMUMHO~ Na*
KMCcnoTa

Na' K'-ATd-asa
Na~“

ATD

AP
+ P
Tpancnokasa K7

AMMHO- BoporHast Bexa

KrcnoTa




-

=

OPJIOBCKUW TOCYOAPCTBEHHbIN
YHUBEPCUTET

umenu U.C. TypreHeBa

www.oreluniver.ru

MecTo Mecto pH AKTWBaUMA NpoTeMHas CreunthnuHoCcTe
cuHTE3a neucTeus NpoepMeHT akTvBartop aKTUBHBIN NENCTBIA
thepMeHT
Cnwvaucrasn Monocte  |1,5-2,0( TlencyHoren HC1 — mepnexHo NencuH -X — Tup-
obonouka Kenyaka lNencuHoreH MencuH — GbiCcTpO MencvH -X — deH-
xenyoka -Jle — I'ny-
Mopxeny- Monocte |7,0-8,0| TpuncuHored | 3HTeponenTugasa Tpuncux -Apr — X-
aouHan TOHKOW KWLLK# -Ilna — X-
Keneaa XUMOTPUNcHHoreH Tpuncun XuMOTPUINCUH -Tpu — X-
-DeH - X-
~Twp - X-
[Mpoanacrasa TpuncuH 9nacrasa -Fnwu — Ana-
Mpokap6okcunen- Tpuncus Kapboxcunenru- -X—NH-CI:H-COOH
TyRasul A, B Aazel A, B R
Tonkan  [[MpucTeHO4HLIA 7,0 — 8,0 AmMuHOnNenT™RAasbl M,N-CH-CO-X-
KMLLKa crioi [u- ¥ TpunenTMgasel l|=t
[u- 4 TpunenTvnbl

Mpumeuvanne. X — mobas aMUHOKMCNOTA.




\ OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenn U.C. TypreHesa www.oreluniver.ru

Peakuuu xapakrepHble 1jsa AK:

TpaHncamMmuHHUpOBaHUE
Jle3aMUHUPOBAHUE
JlexkapOOKCUINPOBAHUE
brocuHTe3

Panemu3zanus (111 MUKPOOPTaHU3MOB, CHHTE3
J[-n30MepoB)



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenu U.C. TypreHeBa

www.oreluniver.ru

TpaHcaMuHunpoBaH

Ato peaknus neperoca o-f@orpymnmns: ¢ amurOKHCTIOTEL
Ha O-KCTOKHCIIOTY 0e3 MpOoMEkyTO9IHOTO oOpasoBanus NH, .
Peakiyio KaTainu3upyroT (epMeHTbl amMuHompancgepasbl
(TpaHCaMMHAa3bI), KOPEPMEHT KOTOPBIX IIUPHI0KCATIBb(OCHhAaT
(/1®) — mpousBoaHoe B,. B peakiuio MoryT BeTynarh Bee AK,
3a uckiroueHueM Jims, Tpe, 11po.

KianHn4veckoe 3HaYeHMe: BHYTPUKIIETOUHBIE (DepPMEHTHI. B
KPOBH MPAKTUYECKU HE ONPEIEAIOTCA, AKTUBHOCTb BO3PACTAET
IIPU HAPYIICHUM [EJIOCTHOCTH KJIETOK.



c
o ?00" Acnapmamamuno ?oo- c°"°'
H==NH4* | e mpancgepasa =0 '
? * CH = » ? * CH
2 2
CHy | Nupudokcansocham CH;
loo- ?"2 00"~ ?"2
Coo~ COo0~
AcnaparuHoBan ImyramuHoBan
KHCNOTa O-Kevornyrapar Owcanoauerat | enora
TOO‘ 00~
o~ . ANanuUHaMUNO- 00~
(I:_o mpancepaza ? GH=NHg*
| Mupudoxcansgocgham I
CHy i"z CH3 Hy
00~ lOO‘
AnaHuu u-Ketornyrapar Nupysar MmyramuHoBsan

KMCnora
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§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

KoHcTaHTa paBHOBeCUs bnuska K 1,no3Tomy

HanpasrieHne peakunmn byaeTt 3aBUCETb OT
OOCTYMHOCTU cybcTpaTa 1 CKOPOCTU yaarneHus

NPOOVKTOB.
buonoruyeckoe 3Ha4yeHue: NCMonb3yeTcd
ans cuHTe3a n katabonuama AK.

R,CHCOOH a& ,O0=CH-[1® ¢ R CHCOOH
1 ¢ AV

I i \ _— I
NH ) LnpdoBo NH )
OCHOBaHMe
R,C -COOH HN-CH,-M® /\ ™R C-COOH

b }



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
Opranocnenuduyeckue amuHorpanchepasol AJIT
u ACT

www.oreluniver.ru

AJIT-mapkepHbIl (hEPMEHT IECUCHU.
ACT-mapkepHbIi (PEPMEHT CEPACYHON MBIIIILIBI.

B Hopme: AJIT = 0,1-0,68 MxMmosIb/gac mi
ACT =0,1-0,45 MmxkMonb/gac M

CootHoinenue aktTusHocter ACT/AJIT Ha3pIBalOT
«ko3ppunuentom ae Puruca». B nopme: 1,33+0,42.

IIpu nndapkre Muokapaa aktuBHocTb ACT yBeanuuBaetrcs B 8-10
pa3, a AJIT-B 1,5-2,0 pa3a. 3nauenue kospdunmenTa ae Putuca pe3ko
BO3pAacCTacT.

ITpu renatntax aktuBHOCTH AJIT yBennuuBaercs B 8-10 pas, a
ACT-B 2-4 paza. KoapdunmeHnt ne Putuca cHuxkaercs.

[Ipu muppo3se neuenu kodddumnueHT ae Putuca yBennauBaeTcs,
CBHCTEIILCTBYS O HEKPO3€ KIIETOK, TP KOTOPOM B KPOBb BEIXOJISIT
00¢e popmbl ACT (muromna3sMaruyeckas 1 MUTOXOHApHAIbLHAS).



nslq\ /.. a-AK
.~~~ anaHuHamMunHoTpaHcdepasa
a-anaHMA/\ a-KK

A -KeTornyrapar \/ a-AK
™~
/ \ rmyTamaTtammHoTpaHcdepasa

a-rnytamart a-KK
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YHUBEPCUTET
umenn U.C. TypreHesa www.oreluniver.ru

Jle3aMHMHUPOBAHHUE

-3TO PEAKIIU OTIICIIICHUS O-aMUAHOTPYIIIBI OT
aMUHOKHMCIIOTHI U BhijIeieHue e€ B opme NH, .

Jle3aMUHUPOBAHUE

Ipsamoe Henpsamoe

(TpaHCaMHHUPOBAHUE + OKHUCIUTEIBHOE J€3AMUHUPOBAHUE)

JKHCHHTGHBHOC

HCOKHCIINTCIIBHOC



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenn U.C. TypreHesa www.oreluniver.ru

OKHCIAUTEIbHOE IC3AMUHUPOBAHME ITPOXOJIUT B 2
CTaauu: (pepMEHTAaTUBHAS U CIIOHTAHHAsI.

. O, H0 R H20 R
- I
(I:H""NHz \j » C=NH \ » é:O + NH;
| Okcupasa (FMN) | I
COOH COOH COOH
AMUHOKUCIIOTA a-IMUHOKMCNOTa o-KeTokucnora

Oo01as peakuus:
RCHCOOH % O, RCCOOH
NH

| | +
3

NH, O

AK KK
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www.oreluniver.ru

(I3OOH C|:OOH (|:OOH

?Hz ~ NAD"™ NADH+H (|3H2 HZCC CI:H2

?HZ = \ j = (|3H2 = — ?Hz +  NHj
CH—NH, [nyramatgerupporeHasa  C— NH ’ g C=0

l | 2 l

COOH COOH COOH

[nyramar a-UmuHornyTapar a-KeTornytapar

I'/II' — BHICOKOAKTUBHBIN (hepMeHT. MoxKeT
MHAYIIUPOBATHCS CTEPOHIHBIMU TOPMOHAMU
(KOPTHU30JIOM ).



-
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§ YHUBEPCUTET
umenn U.C. TypreHesa www.oreluniver.ru

HeokucimureibHoe AC3AMHUHHNUPOBAHMNC .

Boccmanosumenvroe
R-CH-COOH R- CH,-COOH +NH,
| +2H
NH2
Tuoponumuueckoe
R-CH-COOH R -CH-COOH + NH3
| +H,0 |
NH2 OH
Buympumonexynapuoe
R-CHz—CH—COOH R-CH=CH-COOH + NH3

NH,



OPJIOBCKMM TOCYOAPCTBEHHbBbIN
—\§ YHUBEPCUTET
mmmmm U.C. Typrenesa www.oreluniver.ru

| Herupparasa |
COOH (1) COOH
cep I1BK
C|H3 H O H O C|H3
CH-OH ﬁ;ﬁ CH,
| (TD) | + NH,
CH-NH, C=0
| |
COOH COOH

Tpe a-KeToO0yTupar
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§ YHUBEPCUTET
umeHu U.C. TypreHeBa www.oreluniver.ru

CH,-SH HO HS  CH

| L[I/ICTaT}o‘/}H/IH\Z(—HHaBa | |

CH-NH, (T1D) C=0 + NH,

C|OOH C|OOH

IIVIC I1BK
N—CHyCH-COOH yrunas  N—CH=CH-COOH
4—\> W, TN [\B

2
NH m NH

[MeTMaWH YPoKaHMHOBaA KucnoTa



Henpsimoe n1e3aMUHUPOBAHUE
(apr, ana, acm, BaJ, Jei, uJie, MeT, TUP, (DEH)

1 nyTh:

a-~-KI

AMMHOKMCNOTA
[ nyramar-
AMMHOTpaHC(bepaaa nerwnporeHaaa

a-KeTtokucnora

2 NyTh:
AMUHOKUCHOTA o-KI

a-KeTokucnota ‘X‘ I'ny }AM(D Y

ManaT «— Qymapar



Buonornyeckasi ponb HeNpPsAMoOro

[e3aMUHMPOBaHMS
NH3
. Ketornyrapar N \DH a;/::nvrg o-AerornyTapar :+::)H
KMCHOTbI\ / ’\ / \ / \/
AMMHOTpaHC(bepaiibll Aem;;g:r:;al AMUHOTaHCepa3s| qerw;ggzraa;a- T

a-Keto- %\ / \ j\‘ |

KUCTOTB! [nyramar NAD' a-Ketokuenoth! [nyramar  yapt

Karabommsm AK: Bce mnpupomneie AK CcHauanma T1epemaroT
AMUHOTPYIIIY HA O-KETOIIyTapaT B PEaKIMA TPaHCAMUHHUPOBAHUS C
o0pa3oBaHMEM IJIyTaMaTa M COOTBETCTBYIOIIEH KETOKHUCJIOTHI. 3aTeM
rIyTamar IIOJBEPracTCs IPSIMOMY OKUCJIUTEIIbHOMY
N€3aMUHUPOBAHUIO  IIOJT JICHCTBHE  DIIyTaMaTACTHAPOr€HA3bl, B
pe3yabTaTe 4ero mojay4arorcs o-kerormyrapar u NH,
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§ YHUBEPCUTET
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Cyab0a npoaykroB aesaMmuHupoBanus AK
(oOMeH 0€3230THCTOI0 OCTATKA AMUHOKHCJIOT)

HzN-Crli-COOH
R
‘. - R
AMMUaK -KeToxucnora
NH: 0=C-COOH MRS
A/ " \
\ Okucnexuve
MoueBuHa . o COz2 u H20

conu
[nioKo3a KetoHoBble CWHTE3 3aMEHUMBIX
Tena aMWHOKUCNOT

JKekpeuvst



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenn U.C. TypreHesa WWW.Oreluniver‘.r, ‘

hIRKOGSHHERS M TOLSHHBIE AMMHOKICIATR

npoaykTbl LUTK (a-KI, cykunHun-KoA, coymapat) n obpasytoT B KOHEYHOM
nTore  OKcanoauetaT, MOryT  WUCMOMb30BaTtbCA B Mpouecce
2/1l0KOHeo2eHe3a. Takne aMUHOKUCIOTbLI OTHOCAT K rpyrnne 2/1UKO2eHHbIX
aMWUHOKMUCIIOT.

HekoTopble aMMHOKUCIIOTHLI B NpoLiecce Katabonuama npespallatoTcsi B
auetoauetar (Ilns, Jlen) unm auetnn-KoA (Jlen) n moryt ncnonb3oBaTbCs
B CUHME3€e KemoHOo8bIX mesl. Takme amMMHOKUCNOTbl Ha3blBaloT
Kemo2eHHbIMU

CTporo KETOreHHbIMM ABIIAOTCA JIM3NH U NTIENLUNH, NMPU X OKUCIIEHNN
obpasyetcsa ucknwouutenoHo auetun-KoA. OH npuHMmMaeT y4yactue B
CUHMe3€e KemoHO8bIX MeJl, XUPHbIX KUC/IOM U xosiecmeporia.

Pag aMUMHOKUCIIOT WUCMOSNb3yeTca W 0719 cuHme3sa &a/1roKo3bl, U Or5ls
CUHMe3a KemoHOB8bIX mesl, TaK Kak B rpouecce wux kKatabonusma
obpasyloTcs 2 npoaykta — onpeaerieHHbIn MeTabonuT LMTPaTHOro
uMKna v adetoauetart (Tpn, ®eH, Tup) nnm auetun-KoA (MUne). Takne
aMMWHOKUCIIOTbl Ha3blBAlOT CMELLUAaHHbIMW, WUNWU 2JIUKO-KemoO2eHHbIMU
(obpasyetcsa nupyBaTt, metabonutbl LUTK n auetnn-KoA (peHnnanaHuH,
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§ YHUBEPCUTET
umenu U.C. TypreHeBa
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Kiaaccnpukanuss aAMMHOKHCJIOT IO BKJIIOYEHHIO
oe3aszorucToro ocrarka AK B OIIK

I'TukKoreH-
I'iuko-

HbIE KeToremumpie

AaMHHOKHC- KETOrcHupie AMHHOKHCJIOTDbI

AMMHOKHCJIOTBI
JIOTbI

AJITaHHUH Tupo3uH Jlevirinu
Acmniaparug HN3onerinuH JIuzun
Acmaprar deHnnajraHuH
I'manus Tpunrodan
I'nmyramar
I'myramMun
Ilpoaun
Cepun
Hucreun
ApruHHUH
I'uctuavn
Banun
MeTnoHuH
TpeoHun
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§ YHUBEPCUTET
umenu U.C. TypreHeBa

www.oreluniver.ru

AHaHJIepOTI/I‘IQCKHe PCAKIINUM - 510 peaxuuu, koTopsie

HCIOJIL3YHTCH 11 BocnoiHeHuss MeTaboauToB OIIK npu 3arpare ux Ha cunte3 BAB.

CO,
1. AMuHokmncnotbel — [lupysar BN Oxcanoauerar

[TupyBaTkapbokcuiaza (OMOTHH)

2. AmMuHOKMcnoTbl —» [nyTamaTt — a-KeTtornytapar

AmuHoTtpancepaza (I11D) I'myramarnerunporenasza (HAI+)
3. BanwH
>~ MponuoHun-KoA — CykuuHun-KoA
N3onenuuH
4, AMUHOKUCNOTBI —  Pymapar

5. AMUHOKUcioTet — Okcanoauetar



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenu U.C. TypreHeBa

[MyTn GMOCUHTE3a 3aMEeHUMbIX aMUHOKUCIOT

® AnaHuH:
ny a-Kr
CH;
1
Mwokozsa — —» C=0 Kj »
| AmuHoTpaHcdepasa
COOH no
MupyeaTt
e Acnaprar:
COOH ’
|
?Hz I'ny\ o-KI
fiokosa —»  — C|J=0 AMWUHOT aHj;cbeE\aa
COOH Pt
Okcanoauerart
e [nyTamar:
COOH
| AMmuHO- a-KeTo-
L 2 kucnota KucroTa
2
[mokoza — — (l_‘,:o \j —
| AmuHoTpaHcdepasa
COOH no

a-Ketornyrapar

G
HC|J —NH;
COOH

AnaHuH

COOH
I

s

H(;: —NH2
COOH
AcnaprTart

COOH
CH,
CH,

Hc::-NH2
COOH

Mnyrtamart

www.oreluniver.ru
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§ YHUBEPCUTET
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[MyTaMuHCUHTeTasa
e [nytamat + NH; + AT® + HO -+ | nyramuH | + Al® + PPi

AcnaparMHCcuHTeTasa
®* Acnaptat + nH (unn NH3) + AT + H,O — | AcnaparuH + 'ny + AM® + PPi

(I;Hz_ ?Hz HO ?Hz— ?H2

C=0 CH-COOHZ=—=Z—2 HC=0 CH-COOH 2 & | |

| |  \ I

OH NH;  NADH+H' NAD' NH; NH_*COOH
Mmyramart Monyanbaerva MponuH

rnyramarta



-

OPJIOBCKUW TOCYOAPCTBEHHbIN

YHUBEPCUTET

umenu U.C. TypreHeBa

=

www.oreluniver.ru

NAD* NADH+H*
COOH COOH Fny a-KI
1 A C
friokosa —» —» HC’2 —OH Nervaporexasa (II =0 2 »
H,C— OPO3H; H,C— OPO3H, AM"'“”"S;‘,C‘*’epaaa
3-docornuuepar 3-chocormppokeu-
nupysar
CooH  H.O Pi COOH
| |
— HC—NH \j » HC-—NH:
| docoaTasa [
HC—OPO3H, - H.C—OH
3-chocchocepuH Cepun
ICH2 - OH hlle
(|:H —NH; + Hs-ponar ) (|3H2 + N° N'-metunen-Hs-ponat + H,0
COOH CepuHOKCUMETUI-  COOH
TpaHcdepasa
CepuH FAvUMH
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OOMEeH aMMHaKa



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

Conep:xxanyue amMmMuaka B KpoBu B Hopme 0,4-0,7 Mr/n unm
25-40 MKMOJIB/11.

IIpUYHUHBI TOKCHYHOCTH AaMMHAKA.

YBeinueHue KOHIOCHTPAIIUHX aMMHAKaA.

* CABHUI'aCT pCAKIIUMIO OKHCIHUTCIIBHOI'O AC3aMHUHHUPOBAHMUA ITIyTaMara
B CTOPOHY O6p&30BaHI/I}I riiyraMara 1 riifyTaMurHa.

* casuraet pH KpoBHU B IIETOYHYIO CTOPOHY (QJIKAI03).

 Hapymraer TpancMeMOpanubiii mepenoc Na', K' (koHKypupyer 3a
MOHHBIC KaHAJIbI).

YMeHblIeHH e KOHLOCHTPAIKWHN O-KCTOITIyTapaTad BbI3bIBACT:
° HapymeHHe TpaHCAMHWHHUPOBAHUA aMHUHOKHUCIIOT

* Hapymenue cunTe3a OMOreHHBIX aMUHOB U HEMPOMEINATOPOB U3
AMUHOKHUCIIOT

* IIpuBOAUT K TUIIOPHEPIreTHUSCCKOMY COCTOSHHIO, 0COOCHHO
cTpagaroT 3HeprozaBucuMbie TKaHu (o-KI' — uatepmenuar LI TK).



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenu U.C. TypreHeBa

www.oreluniver.ru

Oomen AMMMUNAKA

HcTouyHNKH aMMHaKa B KJIeTKaXx:

Jlokanuzanus
HcTounux IIponecc DepMeHTHI B
npouecca
AmunokHcnoTsl | Hempsimoe ne3aMunupoBanve | AMUHOTpaHcdepassl, [TD Bce Tkanu
(OCHOBHOM TyTh A¢3aMHHH- Iityramateruaporenasa, NAD"
POBaHHSA AMHHOKHCJIOT)
OKUCTHTENRHOE Je3aMHHH- I'myTamaTneruiporenasa, NAD' Bce Tkanu
POBAHHUEC THYTAMATA
HeokucnurensHoe aezaMuHM- | ['uctuaasa-Cepun, IMpenMyiecTBEHHO
posanue I'uc, Cep, Tpe TPECOHUHACTH, IpaTassl, 110 TICUCHb
OKUCTHTEIBHOE JS3aMUHH- Oxcunasa L-amuuokucenor, FMN IledeHD ¥ TIOYKH
pOBaHHE AMHHOKHCIIOT
(Mano3Ha4YMMBIH MYTh
Ne3aMUHHPOBAHHS )
bHOreHHnpIe OKHCIUTETEHOE J€3aMUHH- AMUHOOKCHAa3b!, FAD Bcee Tkanu
AMHHBI pOBaHHE {IIyTh HHAKTUBALIUH
OHOreHHbLIX AMHHOB) |
AM®OD I'mgposmTHyeckoe AM®-ne3aMiraza HNureHcuBuo
ne3aMUHHPORAHUE paGoraronasa Mbelina




OPJIOBCKUIW TOCYOAPCTBEHHDBIN

I YHUBEPCUTET
§ umenn U.C. TypreHesa www.oreluniver.ru
BA3biBaHUWe (0O0e3BpeXnBaHue
dMMUNAKA

?OOH @ (!30 —NH>
CIH2 (|3H2
(|3H2 >\ » (|3H2

HC!J —NH, _ H(l3 — NH>
COOH ATO  ADO+PI ~aaYy

[ nyramMuHCcuHTETa3a
[ nyTamar nytamuH

o-KeTtornyrapar 7 gwb [myTamart 7 2 \b MyTamuH

NADH" NAD® ATO  AOO+P
[nyTamatgerngporeHasa [nyTaMmHCUHTETa3a
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B KnetTKkax KuwledyHukKa:

CO-NH, @ COOH
CH, Hz0 CH,

(:3H2 \ S N (::Hz

H(l: — NH; rmyramuHasa H(l:— NH.
COOH COOH

[ nyTaMuH [ nytamar

My +NBK— M. o-Kl + Ana

UTOI: 'mH + HZO + MNBK—— a-KI + NH, + Ana
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B nouykax:
rnyTamuH
H>O H*
nyTaMuHasa > > NHAA ———  3kckpeunst

A (aMMOHUItHbIE conu)
rnyTamar AnmoHbl (CI, SO4%)

—



TKaHwm KpoBb
/ Mbiwiybl, KMLWWEeYHMNK \
AMUHO- Ana —1+—» Ana R —
KWUCNOTHI o-Kr
Kero- My Mupysar
KUCNOTbI T
@ Mwokosza «—F— MMokoza <

/Mosr n apyrme TKaHm

S~ » T
\
CNHD

MeveHsb
- Ane ot T D
Mupysar rny f CO,
v o
—— [hoko3a

AMUHO-

KeTo-

y
o-KI A@

KMNCNoTbi

KNCnoTbi

OpHUTUHOBLIA
LM KIT

UyK

XL

MoueBMHa

AMUHO-
KUCNOTbI o-KIr

X‘ j/ S o
KeTo- rny I'ny
KNCnoThbl

K NMoukn l‘nH
Cowe 3 A I
’ MoueBMHa <« -

Mo4ya

!

AMMOHMWHLIE
conn

MoueBunHa

S~

_
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2ATO “2A00+pi  NF2
NH; + CO; + H,0 2 » C=0
Kap6amoundocoparcuHretasa | |
. OPO3H-
Mg?
Kapbamoundocdar
s
e ¢
[ —Q o | 2)s OpHUTUH- ! 'T'H
OPO3H:? CI3H —NH2 kap6amounTtpaHcdepasa (?Hz)a
COOH ?H —NH,
Kap6amoundocdar OpHUTUH COOH
LinTtpynnun
N NH
e COOH A\t AM® + HP,O, I GOOH

C=0  NH,—CH Y X C—NH - CH

I{IH + C|H2 ApPrMHNHOCYKUUHAT- NH (i)Hz

(C:)Hz)s COOH CUHTeTa3sa (C:H2)3 COOH

CH —NH CH —NH;

COOH COOH

LUuTtpynnuH AcnapTtaT APrMHUHOCYKUUHAT
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YHUBEPCUTET
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rﬁlH COOH IRIH (‘:OOH
|
(;J—NH - (IDH ?—NHZ CHJH
»
'T'H CHz2  AprunmuHocykuuHar- 'T'H * CH
((|3|-|2)3 COOH nuasa ((?Hz)a COOH
LI‘,H —NH; CI:H —NH;
COOH COOH
ApPruHUHOCYKLIMHAT ApPruHuH dymapar
NH,
| «
C=NH  H,0 NH; NH.
I
I‘|~IH \ (CHz); + GC=0
CH . |
C|3H —NHz COOH
COOH

ApPrUHUH OpPHUTHH MouesuHa



IlyTn a30T2 AMHUHOKHUCJIOT B OPHUTHHOBBIH IUKJI
Kpeo0ca-I'en3eseira

Kap6amoundocdarcunrerasa I
(MuT.)

Opuutuakapbamountpanchepasza

AmuHoTpaHcdepaza

ApPruHUHOCYKIIMHATCUHTETA3a

ApruHaza
ApPruHMHOCYKIIMHATINA3a



FI/II_I@paMMOHI/IeMI/IH — MOBBIIICHHOE COJepKaHNE aMMHAaKa B

KPOBH, BBI3BAHHOE 3a00JICBaHUSIMH IICUYCHHU MJIU HACIICICTBECHHBIM
nedexToM (hepMEeHTOB 00€3BPEIKMBAHMSL.

NH

NH

NH

NH

NH
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CAMOCTOATEJIBHASA PABOTA CTYAEHTOB (CPC Nel)

1. [lnsa kaxgoro 3abonesaHnsa 13 Tabnuubl «'MnepaMmmMoHneMnny» 3anosiHnTb Tabnuuy:

No | Ha3Banue 3a0oneBanus | Jledexr Peakuusi, B KOTOpOW IPOUCXOIUT

dbepMeHTa HapyIlIieHue npu aedekre
dbepmenTa(hopmynamn)

1 I'mnepammonunemus I tun

2 I'mnepammonnemus 11 tum

3 HuTtpyminHemMus

4 ApPruHHHOCYKIMHATYPUS

5 ['mnepaprunnHemMus




KianHnyeckass KapTUHA HETOCTATOYHOCTH
kapoaMouiipocharcuHTeTassbl 1 mposBiseTcs

* IIpH POXKJICHHUU (JICTaJbHAas (hopma)

* WJIH I103Ke (00JIee MATKOE TCUCHHUE):
TUIOTPO(HS; pBOTA, 00U B JKUBOTE, MBIILICYHAS
c1adocTth, yruetenue pynkuuii IIHC (B T.4. atakcus,
CYIOPOKHBIC NPUMNAJIKH, TUIIEPAMMOHUEMUYECKAs
KOMa), OTCTaBaHHUE B PA3BUTHH, BO3MOKCH
PECIIUPATOPHBIN TUCTPECC-CUHIPOM.

| . Y
rPaNynAT Tonatheini
._a..a-—."—.“:.\\‘ts-
, —% |
— @'-j:
N i‘;:_« X
oS —
o (o=
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JlekapOOKCHIIMPOBAHHUE
AMHUHOKHUCJIOT

- OTLWensfieHMe a-KapOOKCUNbLHOM rpynnbil.

|? CO; R
CH-NH ~—» CH
| 2 Dexapbokcunasza 72
COOH Mo NH:

AMWHOKMUCNOTA ByvoreHHbin aMmuH



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
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buoreHHble aMUHbLI

buoreHHesle aMUHBI — BEIIECTBA, OOBIYHO 00PA3YIOIIAECS
B OpraHU3Me KMBOTHBIX MJIM PACTCHUI U3 aMHUHOKHUCIOT
IpU UX JCKapOOKCUINPOBAHUM (yIaICHUU
KapOOKCUIIBHOM T'PYMIIbI) (hepMEHTAMHU
OCeKapOOKCHUIa3aMH.

K OrMoreHHpIM aMUHaM OTHOCSTCS Ao aMuH,
HOpaJpeHAINH U aJipeHaINH (CUHTE3UPYIOTCS
M3HA4YaJIbHO U3 aMUHOKHUCIIOTHI THPO3MHA), CEPOTOHHH,
MEJIATOHUH U TPUIITAMHH (CUHTE3UPYIOTCS U3
TpunTodaHa) U MHOTHE APYTUE COCTAUHEHMS.



OPJIOBCKUW TOCYOAPCTBEHHbIN
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ncramuH

- CTUMYTUPYET CeKpeLuto XXenyao4yHOro Coka, CrliloHbl
- NOBbILIAET NPOHULMAEMOCTb Kanumnnsapos, BbI3bIBAeT OTEKMU,
CHunxaet A[l,

HO NOBbLIWAaET BHYyTpU4epenHoe AaBreHne, Bbi3biBaeT royIoBHYHO
6onb
- COKpalyaeT rnmaakyro MycKynatypy Nnerkux, BbidbliBaeT yayuwbe
-BbI3bIBaET ansiepruyeckue peakuumm
-ABNSIeTCA MeanaTopom 6onu

CHx— CH NH2 CH2—CH2—NH-
CO;
/A COOH j /A
HN NH Mcruankaekapbokcunasa HN\/NH
Mo

MmetuaumH 'McTamuH
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§ YHUBEPCUTET
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CepOTOHMH

-perynupyet ALl, TemnepaTtypy Tena, AbiXxaHue, NOYe4YHYH
dounbTpauuro, ABNSeTCA MeanaTopoM HepBHbLIX NPOLECCOB,

aHTUgenpeccaHTom.
CH2 CH CH2 CH OH CH2— ?Hz
COOH 02 HZO COOH 002 | I NH2
H4BI'| H,BMM nexapﬁoxcunaaa i
TpvaocbaH -OKCVITpMI'ITOd:)aH CepoTOHMH
NADP NADPH+H"* <

+
+

MenaTtoHuH
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KatTexonamMmuHbl

1 — TUPO3MHINMApPOKCUNasa

2 — HODA-pekapbokcmnasa

3 — godamMuHrnapokcunasa

4 — peHnnaTaHonammH-N-meTunTpaHcdepasa

H @ ¢ /OH@ & pn@ pn@ g _OH

02 CO; 0z SAM
' H2 le i H2 C:'l-OH I H-OH
CH-CH; CH-NH; CH; CH; CHz
C'JOOH (';OOH llle NL& |LH-CH3

TUpO3uH OO®A Dodamud  HopagpeHanuw AnpeHanuu
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Y-aMMHOMAacCIsAHadaA KUMcrnorTa

- CNYXUT OCHOBHBIM TOPMO3HbIM MeANATOPOM
BbICLLUUUX OTAEJIOB MO3ra.

Au,eTun-KoA LlnTpaT

OA / \Tg,KeTornyTapaT ¢ FnyTamar
LTK TAMK- rnyramar-
aMMHOTPaH epa3a™\CO; neKapGOKcunaaa
) ) FAHTapHbLIN
CyKkuuHar «———— nonyanbaervg FAMK
AernpporeHasa

NAD*
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CepuH
Cepun-
J aekapbokcunasa
CO; no
3TaHONaMUH
AHeTI/I JIXOJIUH SAM OTaHonaMuH-
o | metuntpaHcgepasa
- CJIYJKUT OOJHHUM U3 BAXKHCUIIINX SAI
B036Y)KI[3IOH_II/IX Xonux Auetun-KoA
HeI/IpOMeJ:[I/Ial;OpOB § XonuHaLeTHn-
BCTCTATUBHON HCPBHOU HS-KoA TpaHcthepasa
CUCTCMBI.
AueTtunxonuH

H,O AueTunxonuH-
\i acTepasa

XonuwH + Adertat
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MHakTnBaLumnsa OMoreHHbIX
aMUHOB

O, H,0 H,0,

R — CH, — NH, —\ \-%.R CH-—OL»R COOH

MAO (FAD) NH,
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IloMmaMHUHBI CHUHTE3UPYIOTCHA H3 OPHUTHHA WU
S-a/1eHO3MJIMETHOHHMHA.

* MeTuoHUH - He3aMeHNMas AMHWHOKHCJIOTA.
HeoOxomuma it cuHTE3a  OCJIKOB  OpraHu3Ma,
y4acTBYET B pPEaKLUIX JI€3aMUHUPOBaHUS. SIBIsieTcs
MCTOYHHUKOM aToOMa Cepbl ISl CHHTE3a I[IMCTCHHA.

* S-ageHO3WIMETHOHMH (SAM) sBIsieTcsT aKTMBHOM
(bopmoi METHOHHHA, CyJb(DOHHUEBAS dbopma
AMHUHOKHCJIOTBI,  oOpasyromasci B  pe3ylbTrare
IIPUCOCAUHECHU METHOHWHA K MOJICKYJIE aJCHO3UHA.



OPJIOBCKUW TOCYOAPCTBEHHbIN

=

YHUBEPCUTET

umenu U.C. TypreHeBa

DUOJIOINYHECKdA POJIb U

www.oreluniver.ru

npenwecTBeHHNKN HEKOTOPbIX
ONOreHHbIX aMUHOB.

AMUHOKUCNOTY! CepvH TpunTotpaH TupoauH MmyTtamunHoBasn MmetuavH
KucnoTta
MponykTbl StaHonaMus TpunTaMunH Y-AMUHOMAcnsHas M'mectamuH
pexkapbokcunupo- Kucnota
BaHus
Buonornyecku AueTunxoms CepoToHMH AopamuH FAMK ['nctamus
aKTMBHbIE
BellecTsa
®opmyna * H,C-C=0 HO CH CH:z~CH:- NH: GOOH CH.~CHz~NH:
9 (I;JHz ?Hz ! \N
Sl NH: | HO CH, NS
CH, OH CH,
AN
H,C CH,CH,
Ouanonornyec- | Bosbyxpale- | Bozbyxpatowmmia Menuatop TopMosHo# Mepuatop
Kas ponb WA MeauaTop| MeauaTop cpegHuX | CpenHero otgena | MequaTop BICLIMX BOCMNaneHusn, annepru-
BereTaTUBHOM | OTAENOB MO3ra Mo3ra OTAENOB Mo3ra HeCKNX peakuui,
HePBHON nuuleBapuTEnbHLIN
CUCTEMLI FOPMOH




OBMEH OTAOEJIbHbIX
AMUHOKUCTIOT
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-\§ YHUBEPCUTET

umenu U.C. TypreHesa www.oreluniver.ru

OOMeH riIMIMHAa

NAD' NADH+H"

Cepunnapoken-

l}‘Hz senwrrpanchepaa l|ll'N \I'.b:::lll:'l"‘:l-
HO-H,C-CH-COOH / \ CIH2 — CO,+ NH,
Cepun COOH  H,-donar
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HexocrarouHocTh (hoIMEeBON KHUCJIOTHI

HengoctarouHocTh (DOJIMEBOM KHUCIOTHI Y YEJIOBEKA BO3HUKACT
penko. I'unmoBuTamMuHO3  (OJIMEBOM  KHUCJIOTHI INPUBOJAUT K
HapyIICHUIO 0OMEHA OJHOYIJIEPOIHBIX (DPAarMEHTOB.

[IposiBiieHHsST HETOCTATOYHOCTH (POITMEBOM KUCIIOTHI:

-Ileppoe  mposiBneHue  aAedumuTa  PONIMEBOM  KUCIOTBI  —
MerajgoonactHass aHemus. OHa XapakTepU3yeTCs YMEHBIICHUEM
KOJIMYECTBA OJPUTPOLIMTOB, CHWIKCHHEM COACpPKAHUS B HHUX
réMOIJI00MHA, YTO BBI3BIBAET YBEINUYCHHUE PA3MEPOB SPUTPOLIMTOB.

- JIelikoneHus: 1 TPOMOOIIUTOTICHUSI.
- [lonaBneHne akTUBHOCTH UMMYHHBIX PEAKIIUN.
- CHKeHHE (paroTapHOM aKTUBHOCTH I'PaHYJIOLIMTOB.

- OcnabneHue PE3UCTEHTHOCTH OpraHu3Ma K BO30yIUTENISIM
MH(GEKIUHU (IPEUMYILECTBEHHO BUPYCHOM IIPUPOIBI).
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CAMOCTOATEJIBHASA PABOTA CTYAEHTOB (CPC Ne2)

2. [1na Bcex 3aboneBaHnn, BO3HMKAKOLLMX MPU HapyLeHnn obMmeHa aMUHOKUCIOT:
deHmnnanaHuHa (PeH) n Tupo3unHa (Tup), 3anonHUTL Tabnuuy:

No

HazBanue
3200JIEBAHUS

Hedext dhepmenta

Peakuus , B KOTOpOU IPOUCXOIUT
HapylieHue Mpu AedeKTe
dbepmenTa(popmynamu)
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DeHUIKETOHYPUA

Kaaccnueckasa ®KY - HaciiencTBeHHOE 3a00JI€BaHUE, CBI3aHHOE C MyTallUSIMU B
reHe (PeHUTATAHUHTHAPOKCHIIA3BI, KOTOPBIE MPUBOIAT K CHUKECHUIO

aKTUBHOCTHU (pepMEHTA WJIM MOJHOM €ro MHAKTUBAIWH.

Hawnbosee Tsxénbie nposasienns OKVY - HapylieHne yMCTBEHHOTO U (PU3UUECKOTO
pa3BUTHSA, CYIOPOXKHBIA CUHAPOM, HApYyLIEHUE TUrMeHTauu. [Ipu orcyreTBUmn
JedeHust 00JIbHBIE HE NOXKUBAKOT 10 30 JIeT.

Tsox€npie iposiBiicHU PKY CBsI3aHBI ¢ TOKCHYECKUM JICMCTBUEM Ha KJIETKHA MO3Ta
BBICOKHX KOHIICHTpAIMi peHMnatannHa, PeHuInupyBara, peHuUIaKrara.
Bonpiive koHLIEHTpaluy (heHUIalaHuHA OTPaHUYHUBAIOT TPAHCIIOPT TUPO3UHA U
TpunrtodaHa yepe3 reMarod’Hiedainueekuii 0apbep U TOPMO3SIT CUHTE3 HEUPO-
MeauaTopoB (nodamMuHa, HOpaJapeHaauHa, CEPOTOHUHA).

Bapuantnasa ®KY (kodepmeHT3aBUCcUMAas TunieppeHmIaIaHuHEMUS ) -
CJIEICTBUE MYTalldi B F€HaX, KOHTpoJHpYyromux Metadonnsm H4BII.

3abo0sieBaHUE XapaKTEPU3YETCS TAHKEIBIMU HEBPOJIOTMYECKUMM HAPYIICHUSIMH U
pa"Hel cMepThio (''310KkadecTBeHHas" DKY).
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CuMnTomMsbl GEeHUIKETOHYPUM:

PebeHOK YMCTBEHHO OTCTaIbIi, BO30YyIMM, CBO€OOpa3Has IOX0/IKa,
OCaHKa M 1103a IPU CUJACHUH, KOHEUHOCTHU HAXOJATCS B HEOOBIYHOM
MOJIOKCHUH, CTEPEOTUITHOCTD JBHKCHHUMN, CYXOKHUIbHBIC PE(DICKCHI
MOBBIIIEHBI, BO3MOXHbI CYJ0POTH, MUKpOIIEhaIHs,
TUIIONMMMTMEHTALMS, SK3eMa, THIOIUTMEHTHPOBAaHHOCTH BOJIOC,
KaTapakTa, CBOCOOpa3HbIN 3amax Tea.

JleueHne (peHUJIKETOHYPHUHA:

BonbHOM J0mKeH cOOMI0NaTh AUETY - MPOAYKTHI HE JOIKHBI
conepxarh (peHWwIananuH. MckiarodeHbl MsICHBIE O1r0/1a, OJIroaa U3
ITUIIBI, a TAKXKE PHIOHBIC, TPUOHBIC U MOJIOYHBIC. bemok
KOMIIEHCUPYETCS CTICUAIbHBIMUA CMECSIMU aMUHOKHUCIIOT C MaJIbIM
coliepKaHuEM (PEHUIAIAaHWHA.



OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umeHu U.C. TypreHeBa WWW.OreluniveI'.ru

Tupo3zuHeMuu

Tupo3unemus Tuna 1 (THPO3UHO3).

[IpruuHOM 3a00JI€BaHUS SBJISICTCS, BEPOSATHO, AEPEKT PepMeHTa
dymapuianeroaneTaTruapoaa3bl, KaTAIM3UPYIOIIETO PACIICIUICHUE
(dbyMapuialeToa-1eTara Ha pymapar u aneroanerar. Hakanivparoniyuecs
METa00IUThI CHUXKAIOT AKTUBHOCTh HEKOTOPBIX (DEPMEHTOB M TPAHCIIOPTHBIX
CHUCTEM aMHUHOKUCIIOT. [1aTopu3nonorus 3Toro HapyImeHus J0CTaTOYHO
ciaoxHa. OcTpas ¢popma TUPO3UHO3A XapAKTEPHA JJISI HOBOPOKAEHHBIX.
KnuHuyeckue nposBiaeHus - 1uapesi, pBoTa, 3ajicpKKa B pa3BuTtuu. bes
JICYEHMS JIETH MOTHOAIOT B BO3pacTe 6-8 MeC M3-3a Pa3BUBAIOIICHCS
HEJIOCTATOYHOCTH MEYCHU. XPOHUYeCKasi (popMa XapaKTEPU3yeTCA CXOIHBIMH,
HO MEHEE BBIpAXKEHHBIMUA cuMnToMamu. [ mbenb Hactynaet B Bo3pacte 10 jer.
ConeprxkaHue TUPO3WHA B KPOBH Y OOJIBHBIX B HECKOJIBKO Pa3 MPEBBIIIACT
HOpMY. J1JIs JIEUEHUS UCIIONB3YIOT IUETY C MTOHUKEHHBIM COJIEPKaHUEM
TUPO3WHA U (PeHUJIAIAHNHA.
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Tuposnnemus tuna 1l (cunapom PuxHepa-Xauxopra).

IIpnuuHa - 1edexT (epMeHTa THPO3HHAMUHOTPaHCc(epasbl.
KoH1ieHTpalys THpO3uHa B KPOBU OOJIBLHBIX ITOBBIIICHA. J{JIs
3a00JI€BaHUS XapaKTEPHbI MOPAKECHUS I71a3 U KOXKH,
yMEpPEHHas YMCTBEHHAsI OTCTAJIOCTh, HAPYIIICHUE
KOOPAWHALIMHU JIBU)KCHUH.

Tupo3nHeMuss HOBOPO €HHBIX (KpATKOBpPEMEHHAs ).

3a00JsieBaHNE€ BO3ZHUKAET B PE3YJIbTATE CHUKCHUS
aKTUBHOCTHU (hepMEHTA
rHAPOKCU(PEHMINUPYBATAMOKCUTeHA3BI, IIPEBPAILIAOIIETO
TUJIPOKCU(CHUIIMUPYBAT B TOMOT€HTU3MHOBYIO KUCIOTY. B
pe3yJibTaTe B KPOBU OOJIBHBIX ITOBBIIIACTCS KOHIICHTPALYS
ruJpoKcU(peHuIIaleTaTa, TApo3MHa U (heHuIananuHa. Ilpu
JICYCHUHN Ha3HA4arT OCAHYI0 OeJIKoM aueTy U ButaMmuH C.
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Aaxkanronypus ("yépHas moua'')

 [IpuunHa 3a00€BaHUs - ASPEKT JUOKCUTE€HA3bI
rOMOT€HTU3HMHOBOM KHMCJIOTHI. J[J1s1 3TOM 00JIe3HU
XapaKTEePHO BBIACICHUE C MOYOM OOJIBIIOTO
KOJIMYE€CTBAa TOMOI'€HTU3UHOBOW KMCJIOTHI,
KOTOPasi, OKMCIISISICh KMCJIOPOJIOM BO3/1yXa,
00pa3yeT TEMHBIC MUTMEHThI AJIKAIITOHBI.

* KIMHHUYECKHMMU OPOSBICHUSIMHU 00JIE3HU, KPOME
IIOTEMHEHHUS MOYY Ha BO3JyXE, SIBISIOTCS
IMUTMEHTALNS COCAUHUTEIILHON TKaH! (OXPOHO3) U
apTPUT.
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AJBONHN3

* [IprnurHa META0OIMYECKOTO HAPYIICHUS - BPOKIECHHBIN
Ae(EKT THPO3UHA3BI. DTOT (PEPMEHT KaTAIIU3UPYET
npespanieHue tuposrnHa B JJOPA B menanonurax. B
pe3ynbpTare Ae(eKTa TUPO3UHA3bl HAPYIIACTCS CUHTE?
IIUTMEHTOB MEJIAHUHOB.

* KiinHHM4YECKOE MPOSIBIICHUE aJIbONMHHU3MA

(ot nat. albus - 0enbIN) - OTCYTCTBUE MUTMEHTALIUN
KO>XKH M BOJIOC. Y OOJIBHBIX YaCTO CHMIKECHA OCTPOTA
3pEHUSI, BOBHUKACT CBETOOO0A3Hb. I IUTEIBHOE
npeObIBaHNE TaAKUX OOJBLHBIX IO OTKPHITHIM COJTHIIEM
IIPUBOJUT K PAKy KOXKH.
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boJje3ns l1apkuHCOHA

3a00JIeBaHUE PA3BUBAECTCS MIPU HEAOCTATOYHOCTHU A0 aMHHA B YEPHOU
cyOcTaHmu Mo3ra. [Ipu 3To# marojioru CHUKEHa aKTUBHOCTD
THPO3UHTHAPOKCcHIA3bl, JJODA-n1ekapOokcuia3bl. 3a00JICBaHNE
COIIPOBOXKIACTCS TPEMS OCHOBHBIMU CUMIITOMAMMU:

* akuHE3Us (CKOBAaHHOCTbh JBUKCHHUI),

* PUTHJIHOCTH (HAIPSKEHUE MBIIIILT),

* TpeMop (HEIPOU3BOJIBHOE APOKAHKE).

JI71s nedeHus MapKUHCOHU3MA MPEJIAraroTCs CICAYIONNAE TPUHITUTIBL:

3aMecTHTebHAS Tepanus npernaparaMu-IpeecTBEHHUKaMU
nodamuHa (mpous3BoaHbIMU JJODA) - neBojgona, Majorap, HAKOM 1
AP.

IlonaBjieHue MHAKTUBAUHU HopamMuHa nHruonropamu MAO
(menpeHus1, HuajJaMua, TUPa3uaoa u Jap.).
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bo0J1e3Hb MOYH KJIEHOBOI'0 CHPOIIA

BMKC BbI3BaHa AC(PUIIUTOM KOMILJIEKCA JerHAPOreHasnl ajbda-
KETOKHMCJIOT ¢ Pa3BeTBJICHHOM LEeNbI0, BCICACTBUE YETO B KPOBU U
MOYE MPOUCXOJUT HAKOIUIEHUE AMUHOKHUCIIOT C PAa3BETBIICHHOM
YIJIEPOJHOM 1IeTNbIO (JICHMIIMHA, M30JICHIIMHA M BaJIMHA) U TOKCUYHBIX
IPOAYKTOB UX META00IM3MA.
3a00JICBaHUE XapAKTEPU3YETCSI HUTMYMEM CJIAJIKOTO 3araxa MO4Yd y
MaJICHBKHUX JIeTEH (3amax aHaJOTMYHbBIN 3anaxy KJIEHOBOTO
cuporna). [Ipu poxxaeHUY y I€TEW HET HUKAKUX BUJIMMBIX MIPU3HAKOB
3a0osieBaHusA. OHAKO, €CIU PACCTPOMCTBO HE JICUUTH, TO Y
OOJIBHBIX BOZHUKAIOT CEPhE3HbIC MOBPEKACHUS TOJIOBHOTO MO3ra,
KOTOPBIE MOTYT IIPUBECTU K CMEPTHU MOPAXKEHHOTO PEOCHKA.
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boJjge3snpr Buancona-KoHnonsaJjioBa

- BPOKAEHHOE HAPYHIEHHE MEeTA00/JIu3Ma Meu, IPHUBOIAIICE K
TSOKSJICHIIIMM HACJICACTBEHHBIM OOJIE3HSIM ILIEHTPAIbHON HEPBHOM
CUCTEMBI 1 BHYTPEHHUX OPTraHOB.

Hapyuienrne metadosin3ma BbIpXKaeTCsl B HAPYIICHUH CUHTE3a U
CHUKCHUU B KPOBU KOHIICHTPAIIMU HEPYI0IIA3MHUHA.
[{epysomiasMuH y4aCTBYET B MPOLECCE BLIBEACHUA MEIU U3
opranusma. B neuenu ¢popMupyeTcst KpynmHOY3JI0BOK HIIU
CMEIIaHHBIM HUPPO3. B IOUKax B IIEPBYIO OYEPEL CTPANAIOT
IPOKCUMAJIbHBIE KaHAJbIbl. B TOJIOBHOM MO3re IMOPaaroTcs B
OOJIbIIIEH CTENEHU 0a3ajibHbIE TAHIIIMH, 3y0UaToe AAp0 MO3KeUKa 1
yepHas cyoctanius. OTI0oKEeHHE MEIN B JIECLIEMETOBOM MEMOpaHe
rja3a NpuBoaMT K (hopMupoBaHMIO Kosblia Kalizepa-dreiinepa.



\ OPJIOBCKUW TOCYOAPCTBEHHbIN

§ YHUBEPCUTET
umenn U.C. TypreHesa www.oreluniver.ru

TunmusbeM cuMnTOMOM OONe3HH siBisieTcs KOJIbIO Kalzepa-Daennepa —

OTJIOXKEHUE 10 nepudeprn PoroBor 000JI0UKHU COAECPKAIIETO MEIb 3€JICHOBATO-
Oyporo MUrMeHTa; OHO 00JIee BBIPAXKEHO MPU MO3IHUX (GopMax 3a00JIeBaHUs.
HMHorma otMedaeTcst )KeITOBAaTO-KOPUYHEBAs MUTMEHTAIUS KOKH TYJIOBHUILA U JTUIIA.
YacTel reMopparnyeckue siBeHust (KpOBOTOYMBOCTD JIECEH, HOCOBBIE
KPOBOTEUEHMUS, MTOJOKUTEIbHAS TP00a KIryTa), MPpaMOPHOCTh KOXKH, aKPOIIUAHO3.
Kanumnsipockonusi 00HApYKMBAET aTOHUIO KAITWLIAPOB U 3aCTOMHOCTH KPOBOTOKA.
OtmedaroTcs cycTaBHbIe 0011, TPOQy3HBIE MOThI, OCTEOINOPO3, JOMKOCTh KOCTEH.
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