O0OMeH
HYKJICONIPOTEHHOB



M CTOYHMKHU HYKJICONPOTEMHOB B NIUTAHUHU —
IHPOAYKTHI 5)KUBOTHOI'O IMIPOMCXO0K/ICHUS

= JICYCHB,
" TIOYKH,
= JICTKUE,

= HKpa.




IlepeBapuBaHue HYKJICONMPOTECHHOB

B xenyake nog BIVSHUEM COJITHOW KUCIOTHI U TETICHHA
IIPOUCXOJUT PA3PBIB CBA3ECH MEXKY OCIKOM U
HYKJIEUHOBBIMH KUCIIOTAMM.

B xkumeunuke nox gerncreueM JJHK-a3p1 1 PHK-a3b1
IIPOUCXOAUT TUAPOJIN3 10 OJIUT0- U MOHOHYKJICOTHUIOB.

docdoandcTepasbl KUIICUHHUKA PACIICILISIOT
OJINTOHYKJICOTHUIBI.

docharazbl U HYKIE€OTHIAa3bl TUAPOIN3YIOT
MOHOHYKJICOTH/IBI 10 HYKJI€031U10B U (DOC(HOPHON KHUCIOTHI.

BcacrsiBarorcs HYKIJICOTHUAbI 1 HYKJICO3HUABI.



PacumienieHue HyKJI€HHOBBIX KHCJIOT

NHK PHK

| [IHK-a3a

\1/ PHK-a3a
MOHOHYKN eomnbl

/’ 20

O -HyKneoTnaasa
Hyméﬁamubl

HYKneo3unaasbl R
H,0 dochopunassl

A30TUCTOE OCHOBAHME A30TUCTOE OCHOBAHME
+ MeHTO34 +MNEeHT030-1-hocdar




CyuiecTBYIOT TKaAHEBbIE H
MULIEBAPUTEIbHBIC (hepPMEHTHI (HYKJIEa3bl).

= HYKJICOTHa3a,
" HYKJICO3HUJ1a3a,

= nupodocdarasa,

= Hykiaeotuagudocdarasa,
= HykJIeoduadochopunasa,
= ATd-aza.



Oo0noBJyenue /IHK

= B nokossmuxcs kiaerkax JIHK Haxonurcs B
CTAOMJILHOM COCTOSHHUHN C MUHUMAJIBHOM
CKOPOCTBIO OOHOBJICHMUSI.

= Cxopocth o0HOBiIeHUs JIHK yBenuunBaercs
B PACTYIIHUX U NPOJUDEPUPYIOIINX TKAHSIX.

= Oonosnenue /JIHK neoOxoanumo, Tak Kak
MOJIEKYJIBI ITIOABEPTAIOTCS BO3ICUCTBUIO
Pa3JIMYHBIX META0OJUTOB, PaJUAIIHH.



= ViaJIeHUe MOBPEXKAEHHBIX Y4acTKOB JIHK n
pacmaa Moiekyla PHK ocymecTrisiercs
HYKJI€a3aMH, KOTOPBIE COIEPKATCA

B JIN30COMAX.

= HanbOonee HHTCHCHUBHO MPOTEKACT
ooHoBIcHHEe MPHK.




IlyTi mMOMOJIHEHUS ¥ UCIOJIb30BAHUSA
(boHIAa HYKJICOTH/I0OB

TkaneBbie
HK
" ' Kodepme
[y HyKII€EOTH OB HTEI

YKIICO3H

i
+ H3P

KHUE
HYKJICOTH]T Makpoapr
5

Hyxkienn
OBBIEC
KHCJIOTHI




IlyTi cuHTEe32a MYPUHOBBIX
HYKJICOTH/I0B

= cuHTte3 de novo,

= CUHTE3 U3 TOTOBBIX MPOIYKTOB
(peyTHIn3a1ys IIyYPUHOBBIX OCHOBAHUN ).
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Cunrte3 de novo

[Ipu cunTe3e de novo KoHEUHBIN NPOAYKT - M.

1.
®'°‘éH3 @‘0‘6“1
ATO AMOD
O\ H E ! ) H
H H Y '
H OH OPIID H “ r‘ O-@"O'@
OH OH CHHTeTAZA H OH
Pubo3o05-® OPMN®

2. OPII® + rmyramuH 1y + ¢pochoprndo3nIaMuH




IlypuHOBBIN CKeJIeT 00pa3yercst
M3 PA3HbIX COCAMHCHUH

or CO 4
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Ha cunre3s UM® 3arpaunBaercsa 6 ATO.
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" AMUHOTPYIIII
2T = OKHCJICHHUE,

IIOJIYYa€eT OT )
" AMHUHMUPOBAHME 34 CYET

ACIIaparutHOBOH JIyTaMHHa.

KHCJIOTBI.
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Peyruaunsanusa nypruHOBBIX
OCHOBAaHMM (MCII0JIL30BAHNE BHOBD
JI CHHTE3a NYPUHOBBIX OCHOBAHMM )

= [Iporekaet npoiie u TpeOyeT MeHblne ATD, yem
cuHTEe3 de novo.

» Anedud + OPIIO T AMO + [1®H

afleHWH
cdochopubosmntTpaHchepasa

= ['yanun + OPIIO T I MO + 11DH

rMMNOKCAHTUH-TYaHUH
cdochopunbosmntTpaHchepasa

» J'unnokcagtTud + OPIIO T UMO + [1DH.

rMMNOKCaHTUH-TyaHUH
cdocchopumnbosunntTpaHceepasa



boae3nn Jlema-Huxana —
IOBCHUJIbHA THIIEPYPUKEMUSA

= BO3HHUKACT OPU OTCYTCTBUHU (DEPMEHTA
THIOKCAHTHUH-TYaHHH(pOCHopuOo3uaTpanchepassbl,

= BPOXIEHHOE 3a00JICBAHNE MAJTBYHKOB.

= [Ipu 3TOM 1)1 CUHTE3a ITYPUHOBBIX HYKJIEOTHUIOB
HE MOT'YT OBITh IOBTOPHO MCIOJIB30BAHEI
TMIIOKCAHTHH U I'YaHWH, B PE3YJIbTATE YETrO
IPOMCXOAUT CTUMYJISLHS 00pa30BaHUS U3 HUX
yparoB.



CuMnoToMbl

= YMCTBEHHAasl OTCTaJI0CTh,
= arpeccus,
= CaMOMCTSI3aHus,

= [IepeOpaabHbIC HapaJINyH.



Pacniag mypvMHOBBIX a30THCTBIX
OCHOBAHUM
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MoueBast KHCJIOTA
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AMMHMAK 1 MOUeBasI KHCJI0TA —
KOHEUYHbIEe MPOAYKTHI Pacnaaa

IIYPUHOBBIX A30TUCTHIX OCHOBAHUM.

= B CyTKH ¢ MOYOH BBIBOJUTCS A0 1T MOYEBOH KHUCJIOTh

= 0,21-0,42 MMOJIB/JT — HOpMa COACPKAHUS MOYEBOU
KMCJIOTEI B KPOBH MY>KYHH.

= MoueBas KuCJI0Ta — INIOX0 paCTBOPUMOE COCITUHEHUE
40-50 MT/71 MOUYEBOU KUCJIOTHI BBITIAJIAET B OCAJIOK.

= [Ipu cHrxeHuu pH nosBisiroTcsa ouaru
KPUCTAJUIA3ALMU MOYEBOH KUCIOTH] ‘
Yparsl OTKJIaJAbIBAIOTCS B TKAHSX.




MouyeKuCJaIbId HH(PAPKT
HOBOPOXJAE€HHbIX
MOKET OBITh, TaK KaK y p€OEHKA B IIEPBHIC

MECSIIbI )KU3HU NPe00J1aIacT BhIACICHUE
MOY€BOM KUCJIOTHI HaJl BBIACIICHUEM MOYCBUHBI.



I'MnepypukemMusi Ha0/0aaeTCH PHU

= TI04arpe,
= OQosie3nu Jlema-Huxana,

= YCHJICHHOM OOMEHE HYKJICHMHOBBIX KMCIIOT
(OIyXO0JH, IIEPHUILIUTO3HAS aHEMHUSI,
MH(EKIIMOHHBIM MOHOHYKJIEO3,
MHUEJIONPOJIM(PEepaTUBHBIE COCTOSHUS),

" I0YCYHOM HEIOCTATOYHOCTH,

= OCTPOM aJIKOI'OJIU3ME,

= BpoxkaAEHHOM Aeunute ['-6-D/II,
= 130BITOYHON NPOJAYKIUM JIAKTATAa,
* TMa0€ETE.



CaeacrByeM runepypuKeMuu

ABJISICTCA KPUCTAJUIN3AIWA YPATOB B
PA3JIMYHBIX TKAHAX WU CBA3KAX, BBI3bIBAIOIIAA

BOCITAJIMTEIIbHBINU IPOIIECC, KOTOPHIN
HazbiBacTCs 110JIATPA.




Ilogarpa cBsizaHa ¢

" YBC/IMYCHHCM CHUHTC34d MOYEBOU KHUCJIOTHhI,

= CHIDKCHHEM B IJIa3ME YPaTCBI3bIBAIOIIETO
Oenka (O-IIIMKOIPOTECHH),

= 3aMEJICHUEM BBIBEICHUSA YPATOB C MOYOM.




= B 20 pa3 yale nmogarpa BCTpe4aeTcs y
MY>KYHH, Y€M Y JKCHIIIMH, TaK KaK y HHAX
MEHBIIIE 3KCKPELHA YPATOB C MOYOMU.

= B ApMEeHUH B IIOYBE U BOJIC COAECPIKUATCS
MHOI'0 MOJIMOJICHA, IOOTOMY B 3TOM CTPaHE
BBIIIIE TIOPAKEHHOCTH ITOJArpou.



IIpu3HaKu mogarpsbl

" [TOJArpU4€CKUe KPU3EI
(yparsl HaTpUs OTKJIAJBIBAIOTCS B CYCTaBaXx),

= To(ychl (IOJarpuueCKUe y3€IKN) B CyCTaBax,
CYXOXKHMIUSIX, XPSIax, KoKe, MOUKax,

" ITOYCYHBIC KaMHH.




Tect Ha mogarpy

YnorpeOiieHue iy, 0oratoum
HYKJICOIIPOTEUHAMU, BEAET K YBEIMUYCHUIO
MOYEBOU KUCIOTHI U TTOIBJIEHUIO OOIH B
CyCTaBax.




JleyeHue mogarpbl

" CHH)KCHHUE COJEp>KaHHUs ITyPHUHOB B MUIIIE,

= [OBBILICHUE DKCKPEIUN YPAaTOB ¢ MOYOM (CaTUIIMIATHI),
= yYMEHBIIICHHE 00pa30BaHUs ypPaTOB.

AJIOITYPHUHON —

KOHKYPEHTHBI HHTHOUTOP KCAHTHUHOKCHIA3hI.

OH

Nf/’J\ N
L

H



HapyuieHuss Merad01u3Ma NyPUHOB

KcanTunypus
HaOJII01aeTCS MPU HETOCTATKE KCAHTHHOKCHIA3HI.
CHUMOTOMBI: TUIIOYPUKEMHUS,
00pa3oBaHNE KCAHTUHOBBLIX KaMHEH.
UMmyHoOae(pMIIUTHI
HaOJII0Iar0TCSI IPHU HEAOCTATKE aJICHO3UHAC3aMHUHA3bI MIN
HYKJI€03UA(POCHOPHIIa3HL.
IIpu HEmOCTaTKE aicHO3UHI€3aMUHA3bI- KOMOMHMPOBAaHHbBIN
uMMyHozaehuuut (T- 1 B-numdonuTon).

[Ipu HETOCTaTKE HYKII€03uA(OChOpHiIa3bl —
neunut T-1MM@OOLMTOB.



Pacmag nupuMuIMHOBBIX
A30TUCTBIX OCHOBAHUU
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Pacnaag TuMHuHAa
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CuHTE3 NUPUMHUINHOBBIX
HYKJICOTH/I0B
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COOH COOH kapGamonndocgar
FRyTaMuH FMyTaMUHOBas KUCMOTa '




OTiau4us nepBoil peakuuu CUHTE3a
HUPUMUIUHOBBIX HYKJIEOTHI0B OT
IIePBOM PeAKIUU CHHTE3a MOYEBHHDI

= kapOamouiipocdarcuaTeTasa Il HaxoaUTCs B UTOIIAa3MeE,
B OTJIMYHME OT KapOamouipocdarcuHTeTassl I,

= I pCaKIINKU UCIIOJIBb3YCTCA INTYTAMHUH, 4 HC dAMMHAK,

= [ICPBBIC TPHU PEAKIINHU KaTaATU3UPYIOTCS OJHUM
OeIKoM U KapOamourihocdar He 0CBOOOKAACTCS.

OH HE MOKET OBITH UCIIOJIb30BaH JJIs1 CHMHTC3da MOUYCBHUHEI.
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CuHTE3 NUPUMHUINHOBBIX
HYKJICOTH/I0B

[NH,] . xap6amoun-  dochopubosun- (&) (A FIF) [@

NS pocdar avdocoar P

(N, el c <o
4 -~ C, g Py N c P NN
1a & ‘s” "é -é\’ - ' |‘.‘ 3 c
B e )\'3\6 Ngr\?}, (oo - gy

HCO; \Efe Y B (®-(F) ) <R
! ! l = ™
RS aurnapo- oporar-5'- YPUANH-5'-MOHO-
WG oporar MOHOpOCPpar q>occpz}~r (UMP)
acnapian , e —

sl
®-o0—CcH,

CuHTes NnMpUMUANHOBLIX HYKNEOTHAOB




buocuHTe3 HMTUIANIOBBIX
HYKJICOTH/I0B

M 2+
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buocuHTEe3 THUMHUANJIOBBLIX

HYKJICOTHU/I0B

TToK AOArekK

VD dVAD Td YMD TMd— L .

pHUOOHYKICOTUAPEAYKTa3a

TUMHUIWJIIATCUHTA34

TumuaunarcuHTaza Karaau3upyetr MeTuinrpoBanne dY MO

Jlurugpodonarpeaykrasa KaTalIu3upyeT

BOCCTAHOBJICHUE JUTHAPOC

honara 10 T1 OK.

AMETONTEPHUH — HHTUOUTO]

0 IUTHAPO(DOIATPEAYKTA3bI,

HCIIOJIb3YETCS KaK IPOTHUBOOITYXOJIEBBIN IIperapar.



= BoccTaHoBIIeHHE pUOO3EI B IE30KCUPUO03Y
TpeOyeT HAIU4YMS JBYX aTOMOB BOAOPO/IA.

» lcTOUHUKOM UX IBIIETCI BOCCTAHOBJIEHHBIN
TEPMOCTAOMIILHBIN O€JIOK THOPEHOKCHH.

SH
TI/IOpe,Z[OKCI/IH/ + YD

T—SH

pUOOHYKICOTUAPEAYKTa3a

S
d VId + H20 + TI/IOPGI[OKCI/IH<
Bomopoa ucnoib3yeTcs Al BOCCTaHOBIICHUSA
KHCJIOPOa TUAPOKCUIBHOU TPYIIIBI 10 MOJIECKYJIbI

BOJIbI.
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NHIruOMTopsl CHHTE3A
IE€30KCUPHUOOHYKJICOTH/I0B

" TOPMO3SAT PEIUIMKALMIO U JICTICHUE KICTKH,
Ha 3ToM 0CHOBAaHO JIEHCTBHME MHTHOUTOPOB
HYKJICOTHUAPEAYKTa3bl U THMUAWIATCUHTA3HI IIPU

JICUCHUH OIMyX0JaeH (S-PpTOpaAe30KCUYPHUINH).



3a0osieBaHusA, CBA3aHHbIC C HAPYILIECHUEM

MeTa00JI13Ma MUPUMHUIUHOB.

OporoBas anuaypud I Tuna

= CBs3aHA C yTparou PyHKIMHU IBYX (DEPMCHTOB:
opotarpochopuoo3uITpaHchepassl,
OM®-nekapOOKCHIa3Hl.

= HacJIeAyeTCHl.

C MOYOM BBIACIISIETCS MHOTO OPOTOBOM KHCJIOTHI.

HemocTartoxk mUpUMUANHOBBIX HYKJICOTHIOB.

Jledat ypuauHoM.

B nercTBe IpuBOIUT K:

= OTCTaBaHHUIO B Pa3BUTHH,

= MeTraja00JacTHUYECKON aHEeMUH,

" «OPaHXEBOW» KPUCTAJIIOYPHH,

" TIOJIBEPKCHHOCTH UHQEKIIUSIM.



OporoBas anuaypus 11 Tuna

= CBs3aHA ¢ HegpocTatkoM OM®-nekapOOKCHIIa3HEL.

C MOYOM BBIJICIISIOTCSA OPOTUIANH U OPOTOBAS
KM CJIOTA.



