


VHKLMN HYKNeoTUaoB

elava HacJIeIICTBEeHHOM
_K 121 PI—IK)

e B pea X 3ariacaHvs M VICIIOJIb30BaHI
rvnt. (AT® w gpyrue HyKI€OTVIBI)

CTByeT B 00pa3oBaHMM aKTVBHBIX (POPM

OB, a30TVICTBIX OCHOBAHW, CYJIbPATOB U
oHuHa. (PADS, SAM....)

TKe B CMHTe3e 11 HyKJICOTUIHBIX KOPepMeHTOB.
HAT)

- @ - YuacTByerT B TpaHCOyKIVV CUTHAJIOB B KJIIETKY,
ABJISIAICH BTOPUYHBIMY JIEVICTBUSIMY Ha KIIETKY
TOPMOHOB, (PAKTOPOB POCTa, HEVIPOMEAATOPOB U
IPYIvX peryasaTopHbix MojieKyiL.(BTAMO, 11 IMO)



.
epeBapuBaHne HYKNenHOBbIX
NOT MULLKM B Xenyago4Ho-
MLLEeYHOM TpaKTe

HYKJIEVTHOBBIX KICJIOT ( B IIVIIIIE
aBe HyKJIeOIIPOTEV/IOB) .

IIeBbIe HYK/IeOIIPOTe/Ibl, [I0I1agas B OpraH3M
BEKa, B JXeJIyJKe OTIIEIUIAIOT OeJIKOBBIN
OHEeHT 11 JeHaTypupytoT nox gevicrsvem HCl
OYHOI'O COKa.

apuBaHVe B JIBeHAIIIATUIIEPCTHOM KMIIIKe
JUAT IO/ eVICTBVIeM (DePpMEeHTOB-
IIaHKpeaTn4IecKnx HyKjieas.

-B paciervieHnm HyKJIeMHOBBIX KVMCJIOT IIPVHMMAET
yuactue JJHK-a3a 1 PHK-a3a nankpeartmnueckoro
COKa.

-OJmMroHyKjIeoTmabl O AevicTBreM dpocdoamacrepas
[TaHKpeaTM4IeCcKOo >KeJIe3bl PaCIIeIUISIOTCS 10 CMeCU




masel 1 Hecrieriedpmaeckme pocdorasbl
MYeCcKM OTIHEIUISIOT ocdaTHBI OCTaTOK
1 [IPEBPALLCIOT X B HYKJI€O3IbL.

OTOpBIe JIMOO BCcachIBaIOTCs KIIeTKaMM
O K 1iKa, JI0O PpacCIIervIaOTCS
meosmmboccbogmnasalvm KUIIIEYHVKA C
a30BaHVeM prbO30- WV Je30KCproo30-1-
dpaTa, MyprHOBBIX M HUPVIMUIVTHOBBIX
BaHUIL

epoLMTax BbICOKasl aKTVIBHOCTD
TUHOKCIIa3bl — pepMeHTa, KOTOPBIV OOJIBIITYIO
 [IY PUHOB, IIOCTYIIAIOIINX B KIIETKY,
IIpeBpalliaeT B MOYEBYIO KUCIIOTY, VIAJIAIOIIYOCH C
MOYOTL.

-B pasnmuHbIX KIeTKax opraHmsMa CMHTe3MPYeTCs 10
907 11y pWMHOBBIX 1 IIMPVIMUIVHOBBIX HYKJIEOTVI0B
13 HPOCTHIX ITPEIIeCTBEHHVKOB de novo.



MOHOHYKIEOTHABI AHKaza (maHKpeaTH4YecKas

PHKaza HyKJIea3a)
OJIMT OHYKIIEOTHIBI
Pdochopunassl
MOHOHYKI€OTHIbI
ocihorant (kunie4HbIE)
HyxkneoTHnassel
HYKJI€O3HUIbI
Hyxeosun- (TOHKHIT KHIIIEYHUK)
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BCachIBaHHE + mupuvmIHE
OCHOBaHHE
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KIIeTKH CIIH3HCTOMH
O0O0IOYKH KHIIIeYHHKA



[lpoucxoxaeHne atomoB Cn N B
NYPUHOBOM KOJSibLie.

CO;, Bo3ayxa

AcnapTtaTt

N5, Nio-MeTeHun
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AmMugHas rpynna
CnH
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Cxema perynsauum cuHTe3a
MYPUHOBLIX HYKNEOTUOOB
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NMYPUHOBbLIX HYKNeoTnaos.

OBHOVI ITPOYKT KaTaOoJv3Ma
OTIIOB — MOYeBas KMCJIOTa.

HTMHOKCVIa3a — OHa OKVCITSIET Ty PYHBI
KYJISIPHBIM KVUCIIOPOIOM ¢ 00pa3oBaHEM
crfia Bojroporia. depMeHT 0OHAPYKMBaeTCs
B II€YEHV V1 KUIIIEYHVKE.

X MJIEKOIITAIOIIVIX, KpOMe IIPUMAaTOB 1
ye Ka, MMeeTcsa (pepMeHT yprKasa,
. pacIeIvIAIoNIIMI MOYEeBYIO KMCIIOTY C 0Opa3soBaHVeM
| aJUIaHTOWMHA, XOPOIIIO PACCTBOPUMOTO B BOJIE.

o B CBIBOpPOTKE KPOBU COlepKaHVe MOUYEBOVI KMCJIOTHI
coctasiget 0,15 - 0,47 mmoiib /11 viott 3-7 Mr/ it




Cxema obpa3zoBaHMA MO4YeBOM
KUCNOThLI
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Me KpOBI KOHIIEHTpallls MOUEBOU
IIIaeT HOPMY, TO BO3HMKAaET

pse cly4daeB [IPUMYMHOV 3TOU
€3H,T.€. M30BITOUHOVI SKCKPEIIM Iy PUHOB C
OVI ABJISIIOTCS HapylleHVs B paboTe (pepMeHTOB
V1 CIIaCeHNs» Iy PUMHOBBIX OCHOBAHIL.

Bl TUIIIepypUKeMIUN (TeHeTuecKvie 1edpeKThl):
BHOCTV [TDT (rmrmoxkcanTrH-ryaHVH-
pubosmITpacdepasa)

- akTMBHOCTV DPIID —crHTeTa3bI
(dbocdhopubosmmmmpodocdar)

- HEeJIOCTaTOK IJIFOK030-6-cpocdaTasbl

- aKTVBHOCTY IJIyTaTMOHPEIyKTas3bl

0 BarencrBum runepypmkeMu MOXeT pa3sBUTBCA
roparpa.




[loparpa

100J1IeBaHVIe, IIPVI KOTOPOM KPUCTaJLTb
| CJIOTHI V1 YPpaTOB OTKJIabIBAIOTC B
YCTe D4AIIaX, CMHOBMAJIBHOV 000JIOUKe,

O KOXXHOVI KJIeT4aTKe ¢ o0pa3oBaHVEM
)IAarpmyecKmx ysios, win todpycod.K

OPSIOLIVECs IIPVCTYIIBL OCTPOrO BOCIIAJICHS
TaBOB-OCTPOTIO II0arpmMyYecKoro apTpura.

Jarpa — pacrpocTpaHeHHOe 3a00sieBaHe, B

] pasHBIX CTpaHax e cTpagatoT oT 0,3 1o 1,7 %
HacesieHvs . My>xunnsbl 0osterot B 20 pa3s valne, yeM
KeHINVHBEI. /laHHOoe 3a0osieBaHme reHeTUYeCK
JeTePMIHVPOBAaHO 1 HOCUT CEMEVHBIV XapaKTep.



HApoM Jlewa-HuxeHa:

a-HwxeHna-tsoxertas dpopma
,KOTOpas HacjlenyeTcs Kak
13HaK, CIIeTUIeHHBIV C X-
MOCOMOWM, ¥ ITPOSIBJISIETCSI TOJIBKO Y

2 17140):1

e€Tel C JaHHOV I1aTOJIOT Ve B paHHEM

acTe IOABJISIIOTCS TOYChI, ypaTHbIE
KaMHV B MOYEBBIBOISIIINMX ITyTSX U1 Cepbe3HbIe
HEeBPOJIOrMYecKre OTKJIIOHEHVISI.

= IIpwu orcyTcTBUM teueHnsa OOIbHBIE IOTMOAIOT
B Bo3pacTe 10 10 sreT v3-3a HapyureHvs
DVHKIIUM ITOYEK.



na oomMeHa nNypuHOB:
nKemus, nogarpa, CUHOPOM
Jlewa-HuxeHa

PT/IHOBBIX HYKJI€EOTI10B

TBUTEJIbHOCTb (PEPMEHTOB K
ITOpam)
eHIe aKTMBHOCTY (PepMEeHTOB

) laTostorvst mouex



HedeKkTHBIN
depMmeHT
DOPIID cuHTeTa3a

['mmiokcaHTMH-
ryaHnHdocdopndo3
viiTpaHcdepasa

AnenvHdocdopnbdo
swiITpaHcdepasa

B pabote hepMeHTOB

CynepakTmsariys n

Vmax
YcTomumBocTh K

PetponHrnbmposaHmo

Camxenne Km misa
pnb030-5-dpocdata

YacTuHas ioreps
aKTVIBHOCT

[Tonmnag moreps
aKTVIBHOCTU

[TonmHas nmoreps
aKTVBHOCTU

DUHHVKITeoTUNA0B.

XapakTtep nedekxra

Kiamandeckue
IIPOsIBJICHVSA

['mmiepypukemus,
IIOBBIIITI€HHAs
SKCKpelus ypaToB
C MOYOT1,
HoJarpyYIeCcKmm
apTpuUT

Te xe

['imiepypuikemus,
HedpoIaTis,
apTpuT,
HEeBPOJIOTYeCKYe
VI ICVIXWYeCKMe
OTKJIOHEHVIsI

OOpaszoBaHne
KaMHe1 2,8 -
OUTVAPOKCHa eHH
a

3a0o0/1eBaHMe

ITomarpa

ITomarpa

Cunpnpowm J1énra-
Huxena

[ToueuHO-KaMeHHAa4d
OoJIe3Hb




| Kpucrans
MOYeBOW

. KMCIOTHI







JleyueHne noparpbobl

[IpyuMeHSI0TCSI XUpYypruyecKue
MeTO/bl yIAIeHUS OT/IOXKEHU U
MOY€BOM KHUCJ/IOTBI B MSITKUX
TKaHSIX

[ 1C €KapCTBEHHOE:
THUBOBOCIIA TbHBIMHU CpeICTBaM
e ICTBAMH, TOPMO3SIIHUMHU
obpa3oBaHKe MOYeBOU KUCIOThI. Kpome
TOI'0, Bpa4 MOXXeT BbIITUCATh
KOPTHUKOCTEPOUJHBbIE TOPMOHBI,
U3MEHSIOIINe KUCIOTHOCTh MOYU U
CHIDKAIOIIMe BepOSITHOCTh 0Opa30BaHUs

KaMHel B ITOYKax.
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.
X JleueHue:

JIONYPUHOS — UHFIMOUTOP
CaHTUHOKCMAAa3bI

crrpaBka. OTKpeITHE

JUIOILY pYHOJIA XUTYMHICOM, DJIVIOH .
Ha4da/IbHO OH OBUI CMHTEe3POBaH KaK
OTVBOOITYXOJIEBBIN IIperiapar
IMETa0oJINT), HO OKa3aJICst HeaKTVBHBIM.
HaKO BBISICHVIIOCH, YTO aJUIOITY PUHOJI

MUT CyOCTpaTOM 1 MHIVIOMTOPOM
KCaHTMHOKCMIIa3bl, OJ1aroiapsi ueMy TOPMO3UT
MHaKTUBALIVIO MEePKaIITOIIyPVHA VI CHVDKaeT
KOHIIEHTPALIVIIO MOY€eBOV KMCIJIOTHI B IUIa3Me U
ee BbIBefleHVIe C MO4oVl. Bckope ximHmaeckme
VICIIBITaHMA TOKa3aIn 3P PeKTUBHOCTD
AJUIOIIVDVHOJIA IIPY IIoIarpe.
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KcaHTuHypuUsi.

— HaCJIeICTBeHHAada 00JIe3Hb,
eI0OCTaTOYHOCTBIO (pepMeHTa

BJIIeTCs OOJIAMM B IIOACHVIYHOV O0JIacTyL,
[IIeHVIeM CcoflepXKaHMs KCaHTVHA B TJIa3Me
I MOUe.



CUHTEe3 NMpMMUANHOBbIX

HYKJ1eOTUAOB:
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Perynsauus:

Kapbamounacnaprar

: |

OuwrnpgpoopoTtar

NAD*
4
NADH + H*

Oporar

oPOP
5

KAL-dbepMeHT KaTanusunpyet peakuumn 1,2,3;aurngpoopoTartaerngporeHasa-peakunto 4;
YM®- cuHtetasza-peakumm 5 n 6;HMP-knHaza-peakumto 7;HOP-knHaza-peakumo 8;LITO-
CUHTEeTal3la-peakiii 9:



O-cbepmeHT:
omoundocdarcuHTeTasa

aTTpaHcKapbamounasa
napoopoTasa

Jea2udpozeHa3a

- YMO® cuHTeTa3a:
TaTdochopmnbosnntTpaHcdepasa
6. OM®D- pekapbokcunasa



Katabonuam nmpunmMmmnamHoBbIX

OCHOBAHUM.
MuTto3uH TuMuH
H,O NAD®H+H"
NEls NAD&"
Ypanna JIMrHApPOTHMHH
HAD®H+H" o
2
HAD®" 5
Juraapoypanu B - ypenmouszodyTupar
Had " sl
. CO, P - amuHOH300yTHpPAT
O - YPHOOIIPOITHOHAT NH;



OpoTauunpypus.
Iy PWs — HacJle[ICTBeHHas 0OJIe3Hb,
HHas HeIOCTaTOYHOCThIO (PepMEHTOB,
OPOTOBYIO KUCJIOTY B IUTUAVIOBYIO;
CsI TSDKEJIOVI MeTajyIo0/IacTIUecKom
(O’KeHIEeM B TKaHSX M OpraHax
CTaJUIOB OPOTOBOW KICJIOTHI. BbljiesieHo 2 TurIa
aTaLLy pun
HEeI0CTaTOYHOCTb OPOTUAMH-D-pocdaT
dpocdopu-iiasbl 1 feKapOOKcHsia3bl OPOTUIMH-D-

A30JIMPOBaHHAsA HEIOCTaTOYHOCTD
IneKkapOOKcmIasbl OpoTUANH-5-do-cdaTa, aKTMBHOCTD
OpOTUANH-5-pocdat nmmpodocdopriIasbl HOBBIIIIEHA.

7151 jedenwnss 5Tov Oosie3HM npuMeHSIoT ypuanH (ot 0,5
0o 1 r/cyt), KoTopeir 1o "3aracHOMy" IIyTn
Ipesparaercs B YMO.

Vpunus + AT® — YM® + AJID.
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HEe30KCUPUOOHYKNMNOTNAOB.
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CUHTE3 TMMMOnnoBbIX
HYKNeoTUAOB:
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HO

H3POs @vg o
————— VMO

H20O H3POas

< NS,N1°- metTuneH-Has-donar
|

Hx-donar Hs-dbonar~

W NAD®H +H* NAD®D*

oI MDD
3

U
ol T

1. nIIMD nezaMuHa3a
2. THMHOWIATCHHTAa3a

3. tHM®- u nH[PD KuHa3bl
4. nuruaopodonarpenykrasa
5. cepHHrHOpPOKCHMETHITPpaHCchepas3a

Mnu

Cep




TUBOOMNYXOJieBble Npenapartbl:

unapadbuno3ud (uiu yumapaout)

eT co0OVI coeIMHEHVIST, B KOTOPOM

3bI 3aMEIIIEH Ha CTEPMOM30MED -
apabuHo3y. OHO 1CII0/Ib3yeTCs B XMMeoTepaIinmn
akKa, B YaCTHOCTM, IIpV OCTPOV MIMEJIOIMUTapHOU
ikeMuyt. B opraHmsmMe mmperiapaT MOXeET
eBpaiatbcs B 1HT®D, marmnomposats JJHK
OJIViMepasbl 1 CHVDKATh CKOPOCTh PETUTVKAIIA.

UA-MOIITHBIV ITPOTMBOOITY XOJIEBBIN
[penapar, MHr1uovpyroommi pervmkaryro JTHK.

a Memompexcam u amurionmeput- CTpyKTypHbIe
aHaJIOr M POJIMEBOVI KVICIIOTBI-MHIVIOVIPYIOT

OUTMAPOdOIaTpeayKTasy 1 TakuM o0pa3oM
HapyIIaT CIMHTE3 1y PUMHOBBLIX HYKJICOTUIOB U
rpespaiterve 1YMOD B g TMO.




AHTUBUPYCHbIE U
KTEPUAJIbHbIE NMPENAPATDI:

raHy3Me IIpeBpalaeTcsa B 6 —

4 TOPBIV OKa3bIBaeT MOIITHOE
ocyIipeccopHoe nevicteie.  Ipermapat mmpoxo
YeTCs B TPaHCIUIAHTOJIOI MV ISt

DALIIEHIS Pa3BUTI MMMYHOJIOTMTYECKVIX

71, BBISBIBAIOIIIX OTTOP KEeHVie TPaHCIDIaHTaTa.

15-10 KCuypuou VICIIOJIIb3YIOT B TepaIi KepaTUTOB
1 IIOPa’KeHUVI POrOBUIIBI TJ1a3a BUPYCOM reprieca.

1A 310 0MUMUOUH-MOIITHBIV ITPOTVBOBUPYCHBIN
Iperapar, IPVUMEeHSIOIINIICS B JIedeHU MHAEKINTL,
KOTOPBIE COITPOBOXKAAIOT IIPUOOpeTeHHbIe (POPMBI
MMMYyHoOOeduIInTa.




