Jlekusa Ne 13

UuauBuayajabHbIC IYTH
00MeHAa AMUHOKHUCJIOT —
lyacTh

NuauBuayajabHbie MyTH 00MEHA IVIMIIMHA,
CepuHAa, HUCTEMHA, METHOHMHA, TPUNITO(AHA,
rUCTHIMHA U apruHuHa. BpoxkaeHnbie
HApPYLIICHUsSI 00MEHA CepPoCoAePKAIUX
AMUHOKHMCJIOT.




- Knaccudpukamus aMHHOKHCIOT
10 CyAb0e 0€3a30THCTOI0 OCTATKA

IJIMKOreHHbIe AMHUHOKHNC/I0TDHI 00pa3yroT
npoMexyTounble npoaykTel OIIK (mupyBar, o-KeTOIIyTapar,
cykuuHmiI-KoA, dymapar, okcajgoaunerar), HAyIIHE IIpolecce
TJIFOKOHEOT€HE3a HAa CUHTE3 IVIKOKO3bI.

Kerorennnle  amMmuHOKMCIOTHI  (JIm3,  Jlei)

npeBpamarTcs B anetuia-KoA W3 KOTOporo MOryTr CHHTE3UPOBATHCS
KEeTOHOBBIE TeJIa.

I IMKOKEeTOreHHbIE€ aMUHOKUCIOTHl paclajaroTcs Ha JBa
npoaykra — metadonut OIIK u anerun-KoA (Mie) mnu ameroarerar
(Tpu, ®en, Tup), KOTOpbIE MOT'YT HMCHOJB30BATHCA IJISI CHHTE3a KakK
[VIIOKO3bI, TAK U KETOHOBBIX TeJI.



= 1JIMIMH, CEPHH - (3aMeHHMbIe, [LINKOTeHHbIe) - CHHTE3

HAJT" HAJH*H'

v CH OPO,H,
Ioko3a — - 3-pochornmuuepar C O
COOH
3-pochonupysBar
FJIyTaMaT\
Metniaen-H -¢ponar a -KCTOFJI)’T2lpaT/L
NH, H flmaj CH,OH H,O CH,0PO,H,
| |
CH2 HIC -NH, - W HC NH,
COOH COOH A COOH

IoMuuH Cepun H,PO, 3-pochocepun




buosornyeckasi poJib IIIMIIUHA

beakn

Kpearungocdar

p q) (l) I'em
IlypuHoBbIe CepuH,
OCHOBaAHMUHA ) H-C-COOH > OPHUTHH

HenpomenunaropHas
IlapHbie
O0e3BpekuBarOIas GyHKIMSA

R byHKIHsA (TOpMO3HOI1 MeanaTop)

KHNCJ/IO0THI



[IMIMH yYacTBYyeT B 00pa30BAHUU reMa

HS-KoA I{uToxpomsbl
C() COOH
(|30()H H, o Karanasa
CH, N\ TR LA
(|3H H, G-aMHHOJIEBYJIH- CH \
2 COOH HATCUHTA3a C 0)
CO — SKoA | I'emori00uH
CH2 = NH2
Cyknunuia- vy G-aMHHOJIEBY- l
KoA JIMHOBAS K-TAa JPUTPOLHUT

©



CuHTE3 KpeaTuHa
1 B moukax oOpasyercs ryaHujuHanerar:

NH2

, NH
C=NH NH N
NH NH, [ C=NH
(CH ) , 2 FJIHHHHaMH[[I/I- CH_NH |

CH NH COOH HOoTpaHcdepasa CH2

1 COOH |

COOH COOH

OpHUTHH I'yanuaunanerar
ApPruHvH FJII/IHI/IH




2. I'yHuauHaALETAT C KPOBOTOKOM IIOCTYIAeT B
[eYeHb, IJ1e o0pa3yercs KpearTuH

N )

|

€= NHENSAM, g C=NY
1'\1 4 R Ne CH,
| I'yannannanerar- éH
(EH2 MeTHJITPaHCchepasa i
S oH COOH

I yaumaunanerar Kpearun




3. Mbimnsl 1 MO3r — o0Opa3oBaHue KpeatuH@pocdara

NH, NH~PO H,
| >
C=NH SN
| lﬁ_CHs
N,— CH, AT®  AJID CH,
CH, Y - COOH
| Kpearunkunasa
COOH
KpeaTun Kpearundochar



'C) Buosornyeckasi posib kpeaTundocdara

[uTo305 buojsiornyeckas padora

|

AJ1D ATO
Kp} Kp Hapy:xnas
y | MeMOpaHa
| !
Muroxonapus Kpd Kp Kpd — menee noasipen, nosromy Jierye

NPOHUKAET B HUTOILIA3MY, yeM ATD

)

BryTrpenHss

ATD ALD MeMOpaHa

Tpanc-
JIOKa3a )

¢ Marpuxe
ATD AJlD




4. Kata06ou3M kpeaTtuHa u KpeartuHdocdara

1|\IH2 1|\IH~PO3H2 1|\IH
N-CH, K\ W N-CH, WY N CH, D
(|3H2 pPeaTuHKHHA3a (|sz (|3H2 |
COOH COOH LS NAANANRNY Ioukn
Kpearun Kpearundochar Kpearunun /
\\ /{CCKPCHHH-I-Z r/cyT
\ CHMIKAETCH BblIeJICHUE
NP roJIOAaHUMH,
H,0 OCTPHIX HH(PEKIUAX,

caxapHom auadere,
runepTupeose






buosornyeckasi poJjib CePUHA

[ 0000705
Perenepauus
METHOHMHA AlleTHJIXO0JITHH
IucrenH /
IlupuMuanHOBBIC
- beJxku
OCHOBaHUS C epHH\
/ Dochoaunuabl

(bocharauiicepunsl,

IlypuHOBbIC OCHOBAHUA
chuHroMHeTUHDbI)




buosiornyeckasi pojib OTHOYIVIEPOAHBIX IPYIII CEPUHA

CepuHIrHIPOOKCH NAD? NADH-+H"
\ I
I\IIHQ MeTuJaTpaHchepaza I\|IH2 MR CHER A3
—H,C—-CH— CH ~CO. + NH
HO—H,C—CH—COOH /\ NN - 2 3
Cepun H.O COOH H 4-(1)0J1aT

H,-ponar 2 Dmy

[ NS-CH3-H 4-(1)0J1aT } NS,NIO'CHz'H4'¢)0HaT } ITupuMuaInHOBBIE

Merun-H,-domar Mertunen-H,-¢omnar HYKJICOTH/IbI
l (THMUIMJIOBASA KUCJI0TA)

Perenepauus
METHOHUHA NS,N10 =CH-H4-(1)OJ'IaT HypHHOBI’Ie
Merenui-H ~-¢pomar ) HYKJICOTUIBI
(atom C B nosio:xkeHuu 8)
NS-CHO-H4-(1)OJ'I3T HypI/IHOBbIe
®opmui-H,-¢omar HyKJIeOTHI[bI)

(arom C B nmoJ10:xeHUH 2



YyacTHe B CMHTE3€¢ NIYPHMHOBBIX
OCHOBAHUH

N
1 5
NN Cepun
2 4 (MeTeHuJI
N NS H, - ponar)
ANNAIANR I RRANRANY
N
Cepun
(popmu
H, — ¢oaar)




Ucnosib30BaHMe INIMIIAHA M CEPUHA
IJIfl CHHTE3a MYPUHOB

—— CO, I munun
|




Y4yacrue B CHHTe3e MUPUMHUINHOBBIX
OCHOBAHUH

O

2

HN

% NH




Yyacrue B CHHTE3€ alleTHJIX0JIUHA

Cepun

Cepunaekap0okcuiasa

CO, o P
JTAHOJAMUH
3 SAM\
N JTaHOJaMUHMeTHJITPaHcdepasa
3 SAT

v

X011 Anernii-KoA
HS-KoA —
XosuHaneTuiarpancdepasa

AIIeTUJIXO0JIUH




Obpa3oBaHMe alUeTUnxosiMHa U3 cepuHa

CepuH-

aexkapbokcunasa
CO, neo

JraHonaMuH
SAM SraHonamuH-
MerunrpaHdcgepasa

XonuHauerTwun-
HS-KoA TpaHchepasa

SAI

AueTunxonuH

H.0O AUEeTUNXONUH-
\i acrepasa

XonuwH + Auyerar

ObpasyeTrcd B HEPBHbIX KNeTkax, HelpoMmeanarop

BEreTat¥BHOW HEPBHOW CUCTEMBI




") Broyioru4eckasi poJib CepocoaepKaMX AMHHOKHCIOT

(MeT —IJIMKOT¢eHHasA, He3aMEeHuMas,

U C- rnuKkoreHHas, yC.]IOBHO3aMeHI/IMaH)

MCT-TPHK MeT (MHALHAIHS,
TpaHCJISAIUSA
N ' p )

/ beaxku

1. III - IV crpykrypa 0eaka (S — S)

. w“e LeHTpa (pepMeHTa

Taypun DADC Iiyraruon
(bochoaneno3ui- (TpunenTHa — AaHTHOK-
dochocyanpdar) CUIAHTHOE JeiiCTBHUE)

N\




LlucTenH - CMHTE3 TaypUHA,
AKTUBHOMN (POPMBI CEPHON KUCIOTHI

O
2
H,C - SH . H,C-SOH
l
HC - NH, HC — NH, DADC
(,jOOH C|JOOH Dochoanenosuiadocdocynnbdar

(akTuBHAas popMa CEPHOI KUCJI0TA -

[ucrenn IHucrenHcyab(pOHOBAsSI  oGe3BpeKkuBaHHE POTYKTOB THUEHHS

KHCJIOTA AMUHOKHCJIOT, JI€KAPCTBEHHBIX
npenaparos u ap.)

H,C—SO,H
H,C - NH,

Taypun
(17191 CMHTE3a MAPHBIX KEJTYHBIX
KHUCJIOT, METUATOP HEPBHOM
CHCTEMBI)




MeTa00JIM3M METHOHHNHA

Metuji-

[ H,-pomnar

MetuneH-
H,-pornar

H,-pornar

JINIIMH
Cepun

f

I'1oxo03a

[ MeTHoHUH }

B12
\ N

B,,(CH,)

T'omouucrenn 7 SAT
Cepun ! AnleHO3MH
lne
[lucrenn

T'omocepun

SAM

Cunre3s:
aJpeHaJINHA,
XOJIMHA,

KpeaTuHa,
KapHUTHHA U Op.

\ Oo0e3BpexknBanme:
TOKCHYECKHX
MeTa00JIMTOB U
JEKapCTBEHHBIX
BEIIICCTB



CH, N

S 'S

| MeTHOHMHAACHO3MJI- | \HC

(?Hz)z TpaHcdepasa ((lez)z X 0O AJleHUH
R R ﬁ N
MeTHoHuH OH HO

S-a1eHO3NJIMETHOHUH
(SAM)




buosiornyeckast pojib METHJILHOW IPYIIIbI
METHOHHNHA

AJIpeHaAJIUH

/ MeﬂaToyf
[ SAM X 0JIUH AIEeTHJIXOJHH
\\(peaTnH \

Tumun
Oo0e3Bpe:xUBaAaHUE

BE€HICCTB B IICYCHU

KapauTun

DocharuanIX0MH
(J1IeMTHH)




MeTHOHHH Y4aCTBYCT B CHHTC3€C HUCTCHUHA

SAM SH  HO{CH,
S—CH, CH | |
, 3 (CH2)2 HC _NH NUCTATHOHHUHCHUHTA3A
(CH 2) ) / | W 2 B
| \ HC—-NH, ° cooH &
HC—NH, | HO
l COOH 2
COOH 1
MCTHOHHWH T'OMOIUCTCHUH CCpHUH
Hz(lj ANAMANN SN (|jH2 H,O (|3H2— OH Hz(lj —SH
CH,  HC-NH, MM ANk
H(lj_NHz C|jOOH NUCTATHOHHUHJINA3A HC_NH2 COOH
|

2 B, |
COOH COOH IHCTEHH

I'OMOCCPHUH
OUCTATUOHHNH P )




BpoxaeHHbIe HAPYILIEHUSA 00MeHa

METHUOHHMHA N IUCTCHUHA

Ha3BaHue Hpuyuna
IIpusHaku HapyuIeHus Jleuenue
00J1e3HH HApYULICHUSA
T'omomucrenn | I'eHerm4yeckuii Hapyuwenus ¢popmupoBanus | MeraputaMMHOTEpaI
ypus negext CKeJleTa, BBIBHX  XPYCTAJIHUKA, | U
UUCTOTUHOHUCU | IICHXUYECKHUe paccroicrsa,
HTa3bI (1:20 | TpoMO0O3MOO/IMHM, HApPYUIEHHE CO
ThIC), CTOPOHBI CePAEYHO-COCYAUCTOM
rOMOUMCTEHH CHCTEMBI.
HHIUOupyeT buoxumus: noBbilIeHHE B KPOBHU
HEKOTOpbIe coepKaHus roOMOLMCTEHHA,
(epMmenTHI rOMOLMCTHHA, TOMOIUCTEHHYPUH
COCIUHHUTEILHOM
, MBIIIEYHON WM
HEPBHOM TKAHU
ucroruonun | dedekr bouxumus: noBbilIeHHE B KpoBH | MerapuraMmuHoTepan
ypus UUCTOTUOHUHJIIN | COAEPKAHUSA HUCTOTUOHUHA, | U
a3bl HUCTOTUOHUHYPHUS.

Psax Jromed  310poBbI ¢ 3THUM
nedexToM, 4acTh — OTCTABaHHE B
YMCTBEHHOM Pa3BUTHHU




buoJsiornueckast pojb Tpunrodana
(He3aMeHHMMAasl, INIMKOKETOreHHAas!)

beiox

(AKTUBHBbIE LIEHTPHI)

nudus

MenaroHuH (rOpMOH)

Tpunrodpan

(MexuarTop)

CeporoHuH /

HepBHas TKaHb,
JIAAKas MYCKY-
Jarypa, KHIICYHUK

MR

Aneroanerar IoKo3a

Huxornuammuja
(Buramun PP)

Ileuenn




OOMeH Tpuntodana

IleyeHnn

~ Hukorunamug

HepBHas cucrema
Tpunrodan * ~ CepoToOHUH

bakrTepuu xeay104Ho-
eyeHn KUIIEYHOI'0 TPAKTa W HI0/1bI

NN

I110K03a KeToHOBBIE TejIa )




CHHTe3 CepOTOHMHA (IaaKasi MyCKyJIaTypa, KHINEYHHK) U
MeJIATOHMHA (3nudu3)

CH, — CH —COOH HO CH, — CH —COOH

| OIS NN | JexapOokcuiiaza -5-
NH, \ / ‘ NH, THAPOKCHTPHUNTO(AHA
/ >
TpPIHTO(l)aHIlI/IOKCI/I N (B,)
renasa (C) NH CO,

S-ruapoxkcurpunrodan

Tpunropan
HQ CH, — CH,—NH, CH, — CH,— NH,
N
NH SAM
(-CH,)
Ceporonun
H,CO
CH,CoSKoA \ N CH, — CH,— NH— CO —CH,
\ M
\ )
NH

MeaaToHuH



buosiornyeckas poJib CEpOTOHUHA

1. CTumyaupyer cOKpallieHUus IJ1aJKoi
MYCKYJIATYPbI, IePUCTAILTHKY
KHIIIEYHHKA;

2. Oxka3bIBaeT COCYI0CYKHBaIOIIEe
nerucreueM, peryaupyer AJl, t,
NbIXaHHUE;

3. O0JagaeT aHTHAENPECCUBHBIM
NEeUCTBUEM

4. YyacTByeT B alJIepruyecKux
peakiusax.




Cunrtes sutamuua PP

CH, — CH —COOH CH, _CH — COOH
¥ | H, o
| By I
—
NH
Tpunropanaunoxkcu- 5
Tpunrodan 10 -FI/III[)OKCI/ITPI/IHTO(])aH
O
|| AJTA
‘ ~ | E U cCHE COCH
> > |
o NH, 0O
NH, V4
>~ C\
Kunypennn
M | =3 NH,
N

Huxornnamun




BpoxaeHHoe HapylIeHue 00MeHa
Tpunrodana - 00jie3Hb XapTHyNna

Bo3Hukaert MeTa0o0InYeCKuil negexr CBA3aH C
reHeTHYeCKUM JedekToM (pepMeHTA TPUIITOMPAHIAMOKCUTCHASHI
WIH BPOXIEHHBbIM HapylleHHeM BCaChbIBAaHUA TpunrodgaHa B
KHIICYHUKE M peadcopOuum B MoYKaX.

OCHOBHBIMH KJIMHUYECKUMH /| JIa0OpaTOpHBIMH
NMPOABJIECHUSMUA  SIBJISIOTCH  NEJJIATPONOAO0OHbIE  KOMKHBIE
NPOABJIEHUS (AepMaTHUT), JUapesi, 3aJepKKAa YMCTBEHHOIO
pa3BUTUA (AMMeHUHUsA) (runoBuramMuHo3 3 JI), mMCUXHYECKHe
PACCTPOMCTBA, ATTAKCHSA, THIIEPAMUHOAUTYPHS.

TPUNTO(PAHANOKCUTeHA3A

Tpunrodan > S_ruapoxcurpuntohan



I ucruaun (FJII/IKOFeHHaH, YaCTUYHO 3aMeHI/IMaﬂ)

N -CH,)-?H—COOH N -CH=CH-COOH
l \\ NH,  ruermpasa 4/ \\ Iedenn, Koka
NH

\ NH
I'mernann NH, YpokaHnHOBasi

KHCJI0Ta

HepBHas TKAaHb,
IaJgKasg  MYCKYJIarypa,
KeJTYI0YHO-KU I CYHBIN
I'vcramun TPaKT

HacieacTBeHHbIN Ae(PeKT riCTU/AA3bI BHI3bIBACT HAKOIJICHUE TUCTHINHA

u pazpurie TMCTHIMHCMMUMUN, koropas nmposiBiisieTcs 3aJep:KKoil B
YMCTBEHHOM M (DpM3MYECKOM Pa3BUTHH JIETeii.




buojsornyeckasi pojib ApruHMHA
(IVMIMKOTreHHAasl, YaCTUYHO 3aMEeHUMAas )

Ucnmoab3yercs B CHHTE3¢ KpeaTuHa, KOTOPbIX
B BHe KpeaTuH(pocdara crnocodeH CayKUTh
HCTOYHUKOM SHEPIrUM AJsl pa00ThI MbILIIII
YeJIOBEKA U MJICKOIUTAOIIUX.

B MbInmax 0ecro3BOHOYHBIX
APrUHUHOCYKIIUHAT BBIIIOJIHACT
IHEPreTUUYECKYI0 (PYHKIIUIO.

CayxuT npeamecTBeHHUKOM OPHUTHHA.

ABasiercsa uctouHukoM NO B opranusme.



buocuHTE3 M OMOJIOrHYecKas PoJib OKCH/IA a30Ta

| NH NH
| 2 | -
| C=NH C= O
| I'LJH NH
NADPH+H" NADP"*
(|:H2 N() cun rasa CH2
CH, (EH
H, &:
CH, / H,
H(II-NH2 H C NH,
COOH C OOH
L-ApraanH L-1{arpy/uma
OKCI/I,Z[ A30TA
Paccnaﬁnﬂer
VIAOKYIO
MYCKYJIaTYPy
II peﬂ:o'eramaeT
arperamuio
TPOMOOILUTOB Peryiaupyer
HABnsiercs ATTOITTO3
HEUPOMEIUATOPOM
IIpenoTBpalaer

Pa3BHUTHE OIIYXOJICH







