OBMEH HYKJNEOTUAOOB

Jlonent Jleanéena HN.O.



Hykneotug N
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Caxap (pubo3a / nesokcmnpnbo3a)
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OYHKLUMUN HYK/1I€eoOTUAOB

e ABNAIOTCA COCTaBHbIMN KOMIMNOHEHTaAMM
HYKNTENHOBDbLIX KUCJOT.

o AT® — yHuBepcaJibHbIU MaKpoO3pr
(dbochopunuposaHume cybcTpaTtos,
cdbocchopumnupoBaHme —aedocodo-
puamposaHume pepMeHTOB).

e U-AMOD  UL-TMOD aBnaroOTCA
BHYTPUKJIETOYHbIMU MecCeHaAXXepaMM.



KodbepMmeHTHaa pyHKUMUSA




Pacnaa nykaeonporenaoB B 2AKKT

HCeny oK KUWKQ
H*, nencun NencuH MPUNCUH
HII > HK + 06en0xk — nenruasl —> AK

oeHamypayus

H,0 l J[HKa3zwvl, PHKa3zwt noosicenyo. coka

OJIMTOHYKJIEOTH IbI
H,0 Dochoouscmepasvl KuuLteyHwlii COK
MOHOHYKJIEOTH IbI
H,O Hyxneomuoaswl kuueynviii cox
2 e
Hykneo3uapr ! > | >
Hyxkneosuoasa i IHmMmepouum e
(Dochamasza) MTAPUMUJIUHBI | > | > &
<

HypHHbI Q:,> MoueBas |

OKUCICHUE l KHUCJIOTA
MoueBasi KUCJIoTa /

_




CHHTE3 IIyPHHOB |[se—emeeep|  FYKJICOTH/IBI

Ilypunasl namu

A
I

II

Hyxk1enroBhIE
KHCJ/IOTHI
TKaHEH

IIypuroBhIEe o —
OpraHu3Ma —
b
[lypunbl
m "
MoueBas

KHCJI0TA
(ypaThi)
!
DKCKpenusa uepe3 HOYKH

(75%)

Y pHKOJIA3 IIPH
yuacTHH
OakTepHii
KHAIMICUHHK a

(25%)







UCTOYHMKKM aTOMOB NYPUHOBOro siapa npu
cCuHTe3e de novo
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CuHTEe3 NnypuHOBUX HyKneotnaos de novo

1. HaunHaeTca B obpaszoBaHus dpocchopubdbosunn-
nupococdara (PPIND), Ha KoTOpOM Aanee cobupaeTcs
nypuHOBOE A4pO0

QPlM®-cuHmemasa

AM® AT
Pu60o30-5"-¢gpocham Sl OPM®
¥ 2
O 0
CH2 O H CHZ ®) H
H H H H
H
H OH i
OH OH
OH  OH
ol
W Yoyshoueg)



BUOCUHTES NYPUHOB

0=CHy OP0- 0-CHy OPJ®-amud- Oth ;M
cunmemm mpaucd;epaaa
00 /’
AT(D AM@ J nyramm
s (nyramar
PuBoso-5-chocepar Pocpoproosn 5.0ocdopuBosmn:

Awpocear aMMH



2. K ®PIMN® npucoeaANHAOTCA UCTOYHUKU aTOMOB
nypuHoBoro sapa (10 peakuuin) n obpasyercs

nHo3uHmoHodoocoart (MM®D) — npegwectBeHHnKk AMOP
uirrMo.

........................ SUMOKCaHmMuH
AyTaMuH
! MMUUMH @ 3 :
: MeTeHun-TIreK: : N :
i co; | O & I?H :
: acnaprar -

OPAD fopwun-TroK: (M e

WMo
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Acn MMO

rre Hz0 wap:
rne ?// HARH

ApeHUNoCcyKuMHar KcanTunosas
% KMCIioTa
'nH
ATO®
cymapar AMO®
AMO® rMMo

MMO® — npeawieCtBeHHUK ageHUNoBoON U ryaHUoBON KUCT



N COOH
H
HAL N H—CH,—COOH
N N—Pns-@ Mmae H2 Acn

M-
dezudpo- NHosuHosaA

2eHa3a Kucnoma (MM®)
HAOH + HL

HN

NH N-Pui=@
Kcanmosunosaa Kucanoma

NH,
ATa HQN—OC"CHI-CHQ-J;H—COOH
“920 Fnn
M- NH,
curmemasa HOOGC—C '-h H—COOH
Sd, + AMD Fay
N
HN

Hy
N  N-—Pu=th

fyarnunosas xucnoma
(rMe)

Mg2*] azen UAOCYKYuHam-

Q" ra® cuEkmemasa
+*

ioou
H—CH,—COOH

100

N N—-Pn5-©

AdeHunoasHmapHana
Kucnoma

Aderuno-
cyxyuHam-

2 i io =CH—-COOH

Pymaposan
Kucnoma

N - Pus=6D

AdeHunosas Kucaoma
(AM®)




Hyxkneorupau- u tpucdpocdarbi CUHTE3MU-
pylorcsa npm yyactum AT® u KkKMHa3

ageHnnarkMHasa

ryaHMnarKmMHa3sa
TMM® + ATO——> 0 + Al®

HyKneosnganghocparxknHasa
rgoe + ATo—>I'TO® + AQ®



Perynauuna 6mocuHresa
NYpPUHOBbIX HYKJ/1IeOTUAOB

e KOHEYHbIE nNpoAYKTblI MO MpUHUMNY
obpaTtHOM cBSi3n uHrMébupyrr @OPIID-

CHUHTEeTa3y (1) n PPlID-amnpagoTpaHcpe-
pasy (2);

e N36bLITOK MO OKa3bliBaeT
asayioctepunyeckoe TOpMO>XXeHue Ha CBOM
cuHTe3 (4-MMD-gerngporeHasa);

e HakonneHune AM® noaaBnsieT CBOM CUMHTE3
(3 —ageHnTIOCYyKLUNHATCUHTETAa3a).
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CUHTE3 AE3OKCUPUBOHYKIIEOTUOOB

npsasMoe BocctaHoBJsieHue OH-rpynnbi
Y BTOpPOro yrnepogHoro aromMma
pub603bl B cocTaBe
puboHykneornaandocdaros

Tak obpasyrorcs

AAAO, oI AP, AYAD, pLUAD



PUBOHYK/TIEOTUAPEAYKTA3HbIU KOMIMJIEKC

OCHOBAHME OCHOBAHME
f Po.b
0. CH,-P-O - P- OH O |CH2'\'°'6'°"'
2)) OH OH —— OHEN
OH OH OH H
1'7PEA0KcuH TUOPEJOKCUH
SH \SH S/—\S

HAA(D'QK—J HAO®H + H*

TUOPECOAOKCUHPEeAYKTa3a



CUHTE3 TUMNOUNOBbLIX HYKJIEOTUOOB

TUMNOUNTATCUHTA3a

AayMo ? §§ AaTM®

N°, N1°-meTuneH OrokK

TIreK
cepuﬂnz\

r’nmum

HAO®PH + H+

anrnapodonarpeaykKrase

TrokK HAR®*



Cuntres AMO® u rM® us ageHMHa m
ryanuHa (10-20%)

e 6biCcTpOpacTywime TkaHm (aM6bpuoHanbHas,
onyxoJsieBasi) UCMOJIb3YIOT TaK)Xe 3anacHble
nyTM CMHTE3a NYPUHOBbIX HYKJ/1IEOTUAOB U3

CcBO60OAHbIX a30TUCTbIX OCHOBaHuUK: QleHUHA,
FYGHUHA U TUNOKCAHTUHAQ (peyTuansayns).

e (@epMeHTbl, KaTansmpyrouime CMHTe3
HyKJ1eoTuaoB, TpebyroT Hannuma 5-

dochopunbozun-1-nupodocdara (EPTTE).

e MeHee 3HeprosaTpaTHbIX NYTb CUMHTE3a, YeM
CUHTE3 de novo



Cuntes AMO® u 'M® 3 ageHMHa M ryaHuHa

AQEHUH rNYAHUH TIMNOKCAHTUH
- [
F'MnokcaHTUH-ryaHUH-
ApeHuH-
thocopu6oausn- c¢bocchopuboaunrparce
TpaHcdepasa pasa

— -

m@ ®0 L v“

AMO rMo MMO




CuHTE3 NMpUMUONHOBLIX HyKNneoTtnaoB de novo
1. ObpasoBaHue kapbomoundocdara

Kap6omoundocchamcumemasa Il

rnytamuH + CO, + 2 AT® + H,0 ";:; — H,N-C-O~PO;H,
@H, ’ O

] e e e e :

..............................

2. 13 kapbomoundocdara n acnaprara
naree obpasyercs nMpuMnanHoOBoe SApo
(3 peakuuun) B BUAE OPOTOBOU KUCIOTbI

{7 MyShared
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ObpazoBaHue YOO, YTO, UTD

+ ATO + ATO

-----------------------------------------------------------------------------------------------------------------------
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HapyweHunsa obMeHa
nMAPMMUANHOB

e OPOTALIMAOAYPHNA — skckpeuus
BbICOKMX KOHLIEHTpaLuuMmn
opotoBou kucnotbl (Ao 1,5r B
cyTku, B 1000 pa3 npeBbillaeT
HOpMY).

e HacnheacreBeHHbin aedekrt
opoTtargpocpopubosmnTtpaHcpepasbl U
opoTuauHaeKkapbokcunasel.

e OpraHu3mMm cnbiTbiBaeT
«MAPUMUANHOBbIN ronopa»>».



CvMnTOMBbI oOpoTaumaypvm

e OTCTaBaHUEe YMCTBEHHOIo m
(dbUnN3NYECKOro pa3sBmTuA;

e OpOTOBAaNA auuaypusa;

e Meranobnacrnyeckas
aHeMua,;

* NOABEpPXXEeHHOCTb
MHPeKLUNAaM.

JieueHue - 0,5-1 r ypuanHa B CYyTKM.



KaTtabonuam nupumMmanHOBUX HYKeoTUAOB

LiuTosuH « UMoO, TMO *  TUMMH
% O, YMO®
F - NH, -3
Ypauun
v $
CO,, H,0 St E
B-anaHiH — «— : B-amuMHOM300yTMpPaT
NH, A / ........ \ ................... :
CUHMe3 | CYKYUHUM-KoA 3Kckpeyus
naHmomeHosou ¢ Mo4you
Kucromsl, KOA, f_Moqu""a |
KapHO3UHa, [;j MySh ared

dHCePUHa,



KaTtabonuam nypuHOBUX HYKI1eOTUAOB
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MoueBas KNC/IoTa —
KOHEeYHbIN NPOoAYKT pacnaja
nNypuHOB

O
H
N

L=

N
N
H H






NMNOOAIPA

e CuctemHoe sabonesanme, B
OCHOBE KOTOPOIO JIeXXMT
HapyuweHuMe nypuHoBOoro obmena
C N30bLITOUHbLIM OTIIOXXEeHMEeM
COJyie MOUYeBOM KMCJIIOThI B
TKaAHAX, YTO NPUBOAMT K
NnopaxXeHuIo CyCTaBOB, NoUYeK U
APYrMxX BHYTPEHHMX OpraHoB.



dakTopbl, cnocobcrTeyouwme
Pa3BUTUIO Noaarpsl

e ynorpebneHme
npeMmMmyuiecTBeHHO MSICHOM
NULLLM;

e ynorpebneHue ankorosnbHbIX
HanuMTkoB (ocobeHHO NMBa M
KpaCHbIX BUH);

e permpaparauusa (Mcnonb3oBaHue
MOUYEeroHHbIX npenaparos).




KnmHunueckue nposBneHus
noparpbl

 MopgarpmuyeckKumn apTpmrT;

* Todbychli;

e NMoparpuueckKkaa Bucueponarma
1) HecbponaTusa;

2) peunagueupyrouime coneburobi;
3) KOHBIOKTUBMUTDI;
4) dhbapyHrnTol.




= KapTuHa Knaccu4yeckomn
nogarpbl C MopaxeHUem
I-ro nnrocHedanaHro-
BOro cycraBa

= PeBmaTtougHonoagobHas
cdopmMa ¢ nopaxeHnem
CYyCTaBOB KUCTEU PYK

" Todychbl

57 MyShared



Oouyee
onyxawnue
U socnaieHue

Kpucmannst
Mo4esou
Kuciomst







= OnyxoneBuaHble
yTOJILEeHUs1-CyCTaBOB
KUCTEU PYK B CBA3U C
BOCnasieHueM MArkmnx
OKOJ10CYCTaBHbIX
TKaHeun

* BHecycTaBHbIe
Tohychl B obrnactu
YL HbIX PAaKOBUH

3 MyShared



Tepanua noparpbl

e CHM)XXeHMe CMHTe3a
MOYE€BOM KMCIOThbI —

annonypuHoOn

(KOHKYpeHTHLIU UHrUbuTOop
KCAQHTUHOKCUAG3bI)

B TeYueHue
4-6 mecsaues

S

NAO MY -EOPI.U.AI'OBC!MH X@3»

e CHMXeHMe

peabcopbuum B
NOYeYHbIX KaHaNnbLAaX:
aramupa,

KeTa30H

Aes3ypuk
npobeHeuun


http://wikifamily.ru/wp-content/uploads/2015/06/allopurinol-e1433745289222.jpg

MpuHUMNDbI ANeTUYEeCKOMn
Tepanum nogarpbl

NMnokanopuHana guera;

CHMXXeHue noTpebneHuns
nypuHoOB, 6enkoB n nMNupoB;

obunbHoOE wWeno4YyHoe NUThE;

MCKI1lIoueHue norpebneHuns
ankoronsa, Kpenkoro yasa, koce.




HammeHoBaHue

NPoAYyKTa

Yan

Kakao

Kode

Lokonap
CapauHbl
MeyeHb XXUBOTHbIX
LinpoThl

Cenbab

CBMHUHa TOLWanA
Yeyesuua

A3bIK YXUBOTHbIX
Pbiba peyHan
CBMHMHA XXUpPHaA

CopeprKaHue
nypuHoB

2800
1900
1200
620
120
95
92
79
70
70
55
48-54
48

CopepyKaHue nypuHoOB B npoaykTax nutaHua (8 mr/100r)

HaumeHoBaHue
npoAaykKra
TenatuHa
fopox
Bobbi
foBaaguHa
Kypa
Kponuk
lyco
Kpyna oBcaHas
Wnuuar
Puc
Cnapa
Xneb nweHUYHbIN
Peauc

CopepXxaHue
NYPUHOB

48
45
“d
40
40
38
33
30
23
18
14






KcaHTUHYpusa

e HacsieacTBeHHasa 6one3Hb,
obycnoB/sieHHasA HeAQOCTAaTOYHOCTbIO
cdbepMeHTa KCaHTUHOKCUA Q3L

e XapaKTepmu3yeTcs HapyLweHuneMm
nypuHOBOro obmeHa;

°* NMPOSABJIAETCA peunanBmupyroliem
rematrypuveun m 6onsasmu B
NOSICHUYHOM 061aCTN, NOBbILLEHUEM
coAep)aHUA KCaHTUHA B NnJia3Me
KpOBM N Moue.



KCcaHTnHYypus

e KCaHTUHYpPUA BCTpeYyaeTcsH
peako.

e Y HEKOTOPbIX 60JZ1IbHbIX C
KCaHTUHYpueun obpasyrorcs
MoOuYeBbleé KaMHMU, cocTosAlme 3
YMCTOro KCaHTUHA.

e JleueHMe -
annaonypuHon, auera.



CuvHapom Jlewa-HuxaHa

e HacneancrBeHHoe 3aboneBaHume,
Bbi3BaHHOe AedPeKTOM FUMOKCAHTUH-

ryaHUHpOcPpopubosmnTpaHcgpepassl.

e XapaKkTepu3yeTcs yBesimyeHuem
CUHTEe3a KCAHTUHA U MOYeBOU KUCNOTbI

(y neten).

e YactoTta BcTpevaemocTtu 1:100000.



CuvHapom Jlewwa-HuxaHa

e OTMevaeTcs y N MYXXCKOro nosna.

e NposBNsieTcd YMCTBEHHOM
OTCTAJIOCTbIO, MPpUCTYNamMmm
arpeccMBHOro noseaeHus
C caMonoBpeXxXAeHUeM, NoBbILLEeHHbIM
coaep>XaHueM Mo4YeBOM KUCNOTbI B
Moue.

o JleueHune — asunionypuHoOn
(cMHTeTnyeckum aHanora
r’MNOKCaHTUHA).









nacunbo 3a BHUMaHue?




