OBMEH
HYRJVIEOIIPOTEUHOB




* HykyeonpoTenHbl — cinoxHbIe OITKH, TIPOCTETHICCKOM

TPYIIION KOTOPBIX ABIISOTCS HYKIEUHOBBIE KUCIIOTHI
(JIHK u PHK).

* x pyHKIMS — XpaHEeHHE ¥ Iepeaadya reHeTHIECKOM
MH(OPMAIIAM, YIACTUE B CUHTE3€ OCIIKOBOW MOJICKYJIBI.



[TpoayKTbl, boratble
HyKneonpoTenHamm

MSACO
NneYyeHb
nKpa
anua
ropox
doaconb
Kpynbl
Kodoe
LLIOKOsaa

¢ l‘/Zl/l///%y// Q 1 ’
ALLDAY.RU



[lepeBapuBaHue HYKNeonpoTenHoB

B xenynke noa BausiHueM HCl otmenisirorcst Oeaku
(OpOTaMHUHBI U THCTOHEBI), KOTOPBIE J€HATYPUPYIOT —
IIepeBapruBaHuEe OCIIKOB.

B 12-nepctron knmmke JIHK-a3er 1 PHK-a3b1
MIOKEITYIOUYHOU KEJIE3bl PACIHICIUIAIOT HYKIEHHOBBIE
KHCJIOThI HA OJIMTOHYKJI€OTHIBI.

B ToHKOM KMIIIeUHHKE: _DOocdoamscTepaspl 3aBepIIarOT
PACILEIIJIEHUE 10 MOHOHYKJICOTHIOB,

docdarazpl OTHEIIAIOT POCHOPHYIO KUCIIOTY OT
HYKJICOTHJIOB,

a HYKJICO3M/1a3bl PACHICILISAIOT HYKJICO3U/Ibl HA a30THCTOE
OCHOBAHHME U IIEHTO3Y

BcacheIBaThCsl MOTYT HYKJI€O3UAbI, a30TUCTHIC OCHOBAHUS,
IIEHTO3bI, COJIU POCPOPHOIN KUCIIOTHI.




[lepeBapuBaHune HykneonpotenHoB B XKKT

HykneonpoTeunHbl

_— Hcl menydox\

benku
HyknenHoBble kucnotbl (AHK, PHK)
[OHK-a3bl (npoTamMuHbI,
12-nepcm. PHK-azbl l MMCTOHbI)
Onuro-, AM-, MOHOHYKNeoTUAbl |
aMUHOKUCNOTBLI
TOHK. KULECYH. ¢pocghoduacmepa3sbi
MOHOHYKNeoTuabl
HyKneomuoa3bl
TOHK.KUWeYH. (poccpamazni)
HyKneo3ua H,PO,

HyK/1eo3udasbl \TOHK.Kuwe'-IH.

NneHTo3a d30TUCTOE OCHOBAaHMe



 llnnieBpie HYKIECOTHJIBI TOYTH MOJIHOCTHIO
pacnaaaroTcs 10 KOHEYHBIX TPOAYKTOB (BHE
3aBUCUMOCTH OT ITOCTYITUBIIIETO KOJINYECTBA).

e YacTh HYKJICO3UI0B MOXKET OBITh MCIIOJIb30BaHA B
ounocunrese HK.

* |'yaHUH HE UCHOJIB3YETCA IJIsI CHHTETUYECKUX 1IEIIEN,
APYTHUE a30TUCTHIE OCHOBAHUS MOTYT OBITh
MCITI0JIb30BaHbl.



HykneoTuaHbIN Nyn KrNeTKn

TKaHEeéBbIe H.K.
Buocuntes (90%) l

I

/
HykneoTngHbIu
nyn

|

*CUHTE3 HYKNEeUHOBbLIX KUCHOT,
KothbepmeHtoB (PADPC, HAAQ, PAO, PMH v ap.),
Makpoapros (ATD, 'T® u gp.),

nuila

*Liuknnyeckux Hykneotngos (WLAM®, ulrM®),

Pacnag 40O KOHEYHbIX NPOAYKTOB.



CuHTEe3 NyPUHOBbLIX
HYKNeoTUAOB




1.

2 TMNyTU CUHTe3a:

CuHTe3 de novo

oOpa3oBaHUE aJCHUIIOBOM 1 I'YaHUJIOBON KHUCJIOT U3
HU3KOMOJICKYJISIPHBIX IPEAIICCTBEHHUKOB, IIPOTYKTOB
0oOMEHa yIJIEBOAOB 1 OCJIKOB.

PeyTunusauma nypuHOBbIX OCHOBaHUMU

[ToBTOpHOE MCIOIB30BAaHNE CBOOOIHBIX ITYPUHOBBIX
OCHOBAHUM JJI1 CUHTE3A ITYPUHOBBIX HYKJIEOTHUIOB .



CuHTe3 de novo

Pu6o30-5-pocchpar + ATD . ®occopubosunnupococdar
(PPMND)
O H.C ) ATH AMCT ) .
: i
» - -~
JH : ‘ N I\ JP
Puboao-5-@ocdar > Pocgopudoann-
-1-nupogochar (PPID)

Cbopka nypunHoBoro aapa nget Ha ®PIP c
yvacTtnem goHopos C- n N- (amuHokumcnor, CO,,
BUTAaMMNHOB)



MCTOYHUKM nypuHOBOro saapa

8- IT K
=T g

rJIVT a(nm




OPM® + MK i -

amuaoTpaHcdepasa

docopunbosunammH + [ny

* najee Lenb peakuu, popmMupyercs
IIYPUHOBOE SAPO U MNOSABJISICTCS HYKICOTHU -
IPEAIICCTBEHHUK - HHO3MHOBAas KHCJIOTA.,

 Perynsuusi CHHTE3a MyPUHOBBIX HYKJICOTHIOB
O MPUHIAIY 00paTHOM CBs3u. HakomneHue
HYKJI€OTH10B HHTHOUPYET MEPBBIN (PEPMEHT
CHUHTE3a IIyPUHOB — aMHUAOTpaHCPepasy.



* [Ipomiecc uaer ¢ 3arparor SHEPruun

e UM® - npeamecrBeHHUK AM®D u MO

* TpeOyeTcs:

* Ha cuHTe3 UMD — 6 mosekyn ATO,
* Ha cuHTE3 AM®D — 7 Mmosexkynn ATO,
* Ha cuHTEe3 [ MD — 8 mosiekyn ATO



e AM® - AT®
4

Tty ~_ rM(D g I'TCD

HYK1e03UOMOHOocham- u  HYK1e03u0ougphochamrxurasvl

MO + ATO <=>TA®D + AO;, AP + AT® <=>TTP + AD



[lyTb peyTnnusauum

e JTO UCHOJB30BaHUEC JJIA CHHTC3a ITYPHHOBBIX
HYKIICOTUAOB TI'OTOBbIX A30THCTbLIX
OCHOBaHHﬁ, HE MOABEPTIINXCS NAIbHEHIIIEMY pacIauy.

* IIponecc mpoCTOr U SHEPIrETUYECKHA MEHEE
3aTpPaTHBIN



AneHvH + OPMNO - AM® + PPH

ageHuHdochopudo3UI
TpaHcpepasa

'yvaHnH + OPPI1P - T'M® + PPH
I

I'YAHMHTUIIOKCAHTHH
dhochopudo3na
TpaHcdepasa

- &=

T'mnokcaHTuH + OPIO® - AM® + PPH




Pacnaa nyprMHOBbIX
HYKNeoTUAoB



AMO® I'MO®

ﬂ ﬂ

aICHO3MH r'YaHO3UH
UHO3UH ﬂ
I rYaHUuH
TUNOKCAHTHH > KCAHTHH
MoYeBas

KHCJIOTA



\ pn6030-1-
\N/ HZO\/ NH, ﬁ/ H,PO, ¢docdar

HO HC adeHOo3UH : N~
2 de3aMuHa3a HOH.C HyK/eo3ud
¢ghochopuna3sa
H\H H H
OH  OH | |
OH OH
afeHO3UH



2+ O
N Mo N
Y 2H,0 O, 2H,0,

[ ) ==

KcaHmMuHoOKcuoda3a ‘
\\N/ H ° vy H

TNMNOKCAaHTUH KCaHTUH

2+ 0
Mo NH
2H,0 O, 2HO0,

KcaHMuUHOKcuoda3a

\
S

Mo4yeBasd KUCIIOTa
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H2N ] \
Hykneo3udgocgopunasa \N/ H

H2N —
\\N/ ryaHuH

H20
HOH,C
2yaHuUHoe3aMuHa3a
H H NH3
"N/ 0
| | 1|
OH OH H \
ryaHo3unH ‘
o=
~Nw

KcaHMuUHOKcuoda3a
MoueBas kucnora KCaHTUH



MoueBas KuciioTa — TPYAHOPACTBOPHUMOE COCIMHEHHUE
(60 Mr Ha 1 TMTP BOJIBI)

Ypar Harpus B 17 pa3 0osiee paCTBOPHUM.

IIpu pH menee 5,75 — MoueBast KUCI0Ta, Ooyiee — ypar
HaTpHSL.

N3 sH10reHHBIX HYKII€03u10B <~ 500 Mr/cyT, u3
nocTynarmmux ¢ nuiei = 200 Mr/cyT.

MoueBast kuciaoTra U3 TkaHei: 75% BBIICIACTCS MOYOU,
OCTaJIbHOE C KaJIOM.

B cyTtku ¢ mouou Beiaesisercs < 0,7 T.

CozepkaHue MOYEBOM KUCIIOTHI B CBIBOPOTKE KpoBU 210
— 420 MKMOJIB/J1 (MY>KYHHBI)



rl/lrlepypl/lKeMl/IFl — yBEenu4eHve cogepkaHuns
MOYEBOW KMUCMOTbI B CbIBOPOTKE KPOBU

Iepeuunasa npu:

* mojarpe

* cunapome Jlema-Huxana
Bmopuunaa npu:

* [IOYEYHOU HENOCTATOUYHOCTH
* caxapHOM jauadeTe

* QJIKOI'OJIM3ME

* YCUJICHHOM KaTa0O0IN3ME HYKJICHHOBBIX KUCIIOT
(MeTacTa3upoOBaHUE OIYXOJIEW, TOJIOJaHUE,
MOBPEKIACHNE TKAHEH, TEMOTTIOOMHOIIATUHN U T.J.)



CuHapom Jlewa-HuxaHa

* OTCYyTCTBYET (DEPMEHT
r'YaHUHTUIIOKCAaHTUHGochopudo3zuaTpanchepasa, He
oopazyrorcsas IM® u UM

* |'yaHVMH U TMIIOKCAHTHUH OBTOPHO HE MCIOJIb3YIOTCA U
paCIaIalOTCA 10 MOYEBOU KUCIIOTHI

o Knunuxa: YMCTBCHHAs OTCTAJIOCTD, CIIACTHUYCCKHUC
HCHTPAJIbHBIC I1aPC3bI, IIPUCTYIILI AI'PCCCHUHU CO
CKJIOHHOCTBIO K WICHOBPCIANTCIILCTBY.

* boneroT ManpuuKH (HAcaed0BaHUE C X-XPOMOCOMOM).



[lopgarpa
PacnpocTtpanenHoe 3aboneBanue — 10 1,7%
HaceneHus. My»kunHbI 00J1€10T B 20 pa3 yaie.

DTUOJIOTHS.

* Hapymienne cuaTe3a PEpMEHTOB YTUIA3ALNT
IypPUHOB

e AKTUBAIIMSI CUHTE3a IIYPUHOB
* MI30bITOYHOE OCTYIJICHUE IYPUHOB C IUILCH

* Ycunennbi pacnag HK B TkaHsAX (XpOHHYECKHUI
BOCIHAJIMTEIbHBIN MPOLIECC, MOXKUION BO3PACT)

* HemocTarouHOCTh BBIACIIEHUS YPATOB MOYKAMU



Todychl («y3enKu») - OTIIOKEHUS
KPHUCTAJIJIOB yPaTOB B TKAHSIX,

CyCTaBax, CyXOXKWIUIX, XPAIax ...

OCTpBIM NOAATPUYECKUN apTPUT
(0o0JM B CycTaBax)
Jledbopmaiiust cycTaBoB

Hedput nimm MmouekamMeHHas
oone3Hb (y 15 —20% 060abHBIX)

BeTrpeuaercs aHaeMudeckas
nojarpa (ApMeHus ), rIe OYBbI
Ooratesl MOJIMOIEHOM

i(pucranu

: : | MouepoW
4




JleyueHue noparpbobl

e OrpanuucHUEe NOTPEONCHUS ITHUIIHU C
OOJIBIIIMM KOJIHMYE€CTBOM HYKJIEHHOBBIX
KHUCJIOT.

* YBEIWYEHUE PKCKPEIIMH YPATOB C
mMouou (mpu pH mouu 6osee 7 — 1,5

— 2,0 r/m;
(CIIOCOOCTBYIOT CaJIUIAIIAThI, MAJIHA).

* AJLIONIYPHMHOJI — (CTPYKTYPHBIN aHAJIOT TUIOKCAHTHHA) -
KOHKYPEHTHO MHTMOUPYET KCAHTUHOKCHIA3y U
OCTaHaBJIMBAET paciaj IIyPUHOB HA CTaAUM 00pa30BaAHHUS
TUIIOKCAHTUHA, PACTBOPUMOCTH KOTOPOTO B 10 pa3s Beiiie
MOYEBOH KHUCJIOTHI



Pacnap
NMUPUMUONHOBbIX
HYKNeoOTUAOB



NH
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NH
LMTO3UH
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TUMUH

— CH
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O\NH/
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CH
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/

O @
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; N/\ ’ H2
HA,[I,CDH2 » HAOD
>
agerngporeHasa
2 k
@)
\NH/ NH
ypauun dernapoypauun

CO, + NH, + B-anaHuH



CuHTe3
NMPUMUANHOBBIX
HYKNeoTHMAOB



* buocunTe3 YM® — o011ero npeAieCTBEHHUKA BCEX
IUPUMHUINHOBBIX HYKJICOTUAOB BKJIIOYAET 6 peaKIuii.

* llepBas peakuusa CXoIHa C IIEPBON PEAKIIUEN CUHTE3A
MOYEBUHA, HO OTJIIMYAETCS TEM, UTO:

[ Peakmuro katanuzupyet kapoamousadocharcunrerasa Il

0 K®C II cogep:xuTCs B MUTOILIA3ME IIPAKTHICCKU BCEX
kJ1eToK opranu3ma (K@®C I TonpKk0 B MUTOXOHIPHSX IICUYCHU
— OPHUTHHOBBIN ITHKN)

0 C yuactueMm rimyramuHa (a HE aMMHaKa)



Mg #*

rmytamud + CO, + H,O + 2 ATO

kKapbamoundocdar
cuHTeTasa ll

O
NH,-C=0O ~® + AO® + P _+rnytamar

kap6amoundocoar



COOH

NH, - C - %o ~-P) | P
acrmfapmamkapbamourn
kapbamoundocdar CH COOH n’:paucqbe;asa
NH,
acnapTaTt 0O
?OOH ~
H.O H
CH, 2 S
duaudpoopomasa
CH — COOH oop ) | COOH
O
éO NH NH
anrngpooporTar

KapbamounacnapTrar



O

|
H H PPlMNPd — PPH
. opomamabocgpopubo3zun
HAR HAD:Hz mpaHcgepasa
O’ H - COOH

duaudpoopomam NH
de2udpozeHasa @— OH,C
opoToBas —
KUCJIOTa

I |
OH OH

OpotounguHmoHodocddar
(OMD)



V) .

/Coz | o~

Odekapbokcuna3sa

OM®-
(PyoHC

YpuguHmoHodocdar
| I (YM®)




HYK1€03UOMOHOGOChamKuHa3a

YM® + ATO <=>YO®P + AL1D;

HYK1e03u0ougochamrkunaza

YOP + ATO <=>YTOP + Al®

Mg #*

YTO + rnytamuH + ATO

LT®-cuHmemasa

LUT®D + rnyramuHoBas kucnota + AP + PH



OpoTtoBasa auunaypus

(«OpaHxeBast KpUCTAILIOYPHUS»)

* HacnencrBeHHas maroaorus
HEJI0CTAaTOYHOM aKTUBHOCTH (DEPMEHTOB:

[ oporardocdopudozuntpancdepassl u OMOD-
nekapOokcuiiaszel (oporoBasi amuaypusi I tuma).
HaxkaruimBaercss opoToBasi KMCJI0Ta

[ OM®nexapookcuiassl (oporoBasi anuaypus 11
Tuna). HakarmmBaercss OM® u MEHBIIIE OPOTOBOM
KM CJIOTHI



JACTHU OTCTAIOT B PA3BUTHHU

MeraJjo0acTHAS aHeMUS - HAPYIICHA CKOPOCTh
HEJICHUS KJIIETOK SPUTPOIUTAPHOIO Psiaa

MouyexkaMeHHas1 00J1e3Hb (BBIACICHUE OPOTOBOM
KHCJIOThI C MOYOM)

Hapymaercsa padota XKKT, cepaedHo-cocyaucTon u
MUMMYHHOU CUCTEMBI

JledeHue — mepopajbHBIU IPUEM YPUIHUHA BCHO )KU3Hb



buocuHTEe3
0Ee30KCUPUNDOHYKNeoTNOO0B

 IIpoucxogut Ha ypoBHE pUOOHYKICOTHUAIN(DOCKHATOB
(PHA®) ¢ yyacTueM THOPEAOKCHUHOBON CUCTEMEL.

e OOpa3zyrorcs ae3okcupruOonykieTuaanudocdarsr (aPHID)
B IPOLIECCE BOCCTAHOBJICHUS PUO03bl B JIC30KCUPHUOO3Y.

pHOOHYKIICO3UIPEIyKTa3a

IDFulq) »»‘qFﬂiﬁkD
P SH Vs S
TR - TR |
SH ~S
Tuopenoxcun § THOPEAOKCHUHPEIYKTa3a Tuopenokcun
BOCCTAHOBJICHHBIN OKCWJICHHBIN

HAO®D

HAO®DH2



alno AUTO

ATOD
ArA® = ArTo

n A D‘ D HYKJICO3UIKMHA3a

AATOD

buocuHTes TMMMAUNOBLIX HyKreoTnaoB

MeTtuneHTeTparugpodonar Ovrnppodonar
nyQd — pYM® N o aTM®
TummngunarcuHTeTasa

ATD ATD

'D‘TMq) TpaH;:r_ob)epa3a 'D'T'D'cb Tpaﬂa)epasa 'D'TTCD



MHIIMOUTOPbLI CMHTE3a HYKEeoTMaoB

- CHHTETUYECKHE aHAJIOTU a30TUCTBIX OCHOBAHUM,
HYKJICO3UJIOB, HYKJICOTHUIOB, (DOJIUEBOM KUCIIOTHI -
TPYIIIA JEKAPCTBEHHBIX MPENAPATOB B OHKOJIOTHH.

[{uToTOKCHYECKUI AP PEKT —

* KOHKYPEHTHOE MHTHOHpPOBaHHUE (PEPMEHTOB CHHTE3a
HYKJIEUHOBBIX KHUCJIOT

* WM UCKaxeHue ctpykrypsl JJHK npu BcTpanBanun
aHaJjora.

S-propypauui, S-GpTopAc30KCUYpPUIUMH (MHTHOMPOBAHUE
TUMHUIAIATCUHTETA3HI)

AMHHONTEPUH, METOTPEKCAT (MHTMOUPOBAHUE
TUTUAPOPOIATPETYKTA3HI)



6-THOryaHuH, 6—MepKanTonypuH (THAPOKCHIBLHBIE
IPYIIIBLI 3aMEHEHBI Ha THOJILHBIE B 6 IOJO0KECHUH )

A3zaruornpuH (in vivo B 6—MEpKaIlTONypHH) — MOJIABJISIET
PEAKIIUI0 UMMYHOJIOTHYECKOTO OTTOPKEHUA TTPU
TpaHCIUIAaHTAI[UM OPraHoB.

6-azaypuavH, a3alMTUINH, 8-a3aryaHuH (CoaepKar
OOMNOJIHUTEIIbHBIA aTOM a30Ta).

[{uTapaOuH (BMECTO pruOO03bl — apabMHO3a) — IIpH
JICUCHUH PaKa M BUPYCHBIX MH(EKIIHIA.

5-Moa-A€30KCUYpUIUH — 3POEKTUBEH IIPU MECTHOM
JICYEHUM TEPIIECHOIO KEPATHUTA.



CIACUBO
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BHVMAHWE!
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