Nokanusauna doepMeHTOB B
KneTke

KneTo4yHble KOMMNAapTMEHTLI UMEIOT PasfnyHYyHo
nokanusauymio epmMeHTOB.

[Tnasamanemma-Na/K -ATd-a3a, TpaHCNOPTHbIE
benkn-nepmeassl

Lintonnasma-gpepmeHTbl rmmnkonmnaa, cnHtesa XK,
[Pri

MuTtoxoHapun-pepmeHTbl LITK, 6eTta-okucrneHuns XK,
doepmMeHTbl Ha4yanbHbIX 3Tanos LICM

Jlnsocomebl-rmaponntnyeckne epmMeHThbl
Appo-pepmeHTbl 0bmeHa HK
[magkun SINP-bepmMeHTbl 0OMEeHa KCEHODOUOTUNKOB
LLlepoxoBaTbinIINP-pepmeHTbl BocnHTE3a DENKOB



OpraHocneynmumnyeckme qQoepmMeHThl

 AJ1T-neyeHs,

o ACT, KOK, J14r-1,m J1Ar-2 xapakrepHsol
anst Mmokapaa

e KOK- MbllLevyHasa TKaHb
 LLl®P-KOCTHaA TKaHb U XXENM4YHbIE NPOTOKU
« Kncnaa gpocdrartasa- npocrarta



MapkepHble PEePMEHTHI

« ABNAIOTCA Mapkepamu onpeageneHHon
opraHesnnsbl.

» COI-BHYTpEeHHASA membpaHa MX.
* Na/K-ATd-aza nnasmanemmsl
 [[1'- MuTOXOHOPUANbHLIN MAaTPUKC

 MAO- Hapy)XHaga CTOpOHa BHYTPEHHEN
membpaHa MX



EanHMUbI akTMBHOCTU hepMeHTa

ME- Konn4ecTtBo oepMeHTa, KOTOPbIN KaTanusnpyet
npespawieHne 1MKM S

( nnn obpasosaHue 1 MkM npoaykTa) 3a 1 MuH.

MexayHapogHas eanHuLa-Kkatan.3To KONMM4ecTBO
doepmeHTa(F), KOTOPLIN KaTann3npyeT rnpespatieHune 1
M S ( nnu obpasosaHue 1 M npoaykrta) 3a 1 cek.

Beuay ee 605bLlLION BEMUYUHLI, CYLLIECTBYIOT HAHO U
MUKpOKaTanbl.

YoenbHasi akTUBHOCTb-4YMUCNO eanHUY, pepMeHTaTUBHOW
aKTUBHOCTM Ha Mr bernka unu Yucrno Kat/kr berka-
doepMeHTa.



* Yncno obopoToB oepMeHTa Unm MornsipHas
aKTUBHOCTb- KOJNTMYECTBO MOJIEKYN cybcTpaTa,
rnogBeprarLmxcs npespaLleHno ogqHOU
MONeKynon gepmMeHTa B eQuHNLY BPEMEHMW.
[nana3oH MonspHOM akTUBHOCTW OANg
pa3fn4vHbIX PepMeHTOB OrpomMeH ( 3a 1 MUH).

« KapbaHrngpasa- 36 000 000
« docornoKkomMmyTasa- 1240



MeaunumnHckasa 3H3MMO10rns

M3 nmeeT OCHOBHbIE HanpaBneHUs-
9H3MMONAaTONOrMs,3H3MMoaMnarHoCTuKa,
9H3MMOTepanuda, npuMmeHeHne PepmeHToB B
nabopaTtopHoM OMarHOCTUKE.

« JH3MMoOnaTnun- 3aboneBaHUsa MPUYNHON KOTOPbIX
ABNAETCA HapyLleHne PYHKUUN PpepMEHTOB.

 Jlloboe 3aboneBaHne MOXHO paccMaTpuBaTh
Kak HapyLleHne CNoXXHOoW, cornacoBaHHOU U
nocnegoBaTeNbHOWU BO BPEMEHU U
npocTpaHcTBe paboTon epMHTOB.



Knaccuopukaumga no A.A.
[ TOKpOBCKOMY.

1. HacneacTtBeHHble 9H3MMOMNaTUMN:

a. CBA3aHHbIE C MOSHbIM BbiNageHnem
CUHTEe3a (pepMeHTa

6. cBA3aHHbIE C KOHCTUTYLIMOHANbLHOM
CcNaboCcTbio OTAENbHbIX 3BEHLEB
meTabonmnama

2.ToKcn4yeckme aH3mmonaTum:.

a. CBsi3aHHble C nsbumparenbHbIM NogaBneHneM
bnocuHTEe3a oTaAENbHbIX (PEPMEHTOB.

6. CBsi3aHHbIE CO Hecneuupuieckmm noaaBrieHNEM
OMOCUMHTE30M OTAESbHLIX PEePMEHTOB



3. lNvweBble( anMMeHTapHbIe ) 3H3MMOoNaTnu,
Bbl3BaHHbIE:

-. jepmumtoMm BUTaMMHOB

-. fecpuumtom 6enkoB

-. AedPunuUnUT MUKPOINIEMEHTOB

- HecbanaHcupoBaHHbLIM NMUTAHUEM

4. BDH3MmonaTun, Bbi3BaHHbIE HAPYLLUEHNEM
HEMporymoparnbHOn perynsaumm

5. QH3MMOonaTumn, CBA3aHHbIE C HapyLUeHNneM
BHYTPUKIIETOYHON OpraHu3aunm

6. bonbLluas rpynna natonorn4ecknx NpoLeccoB



[lo3gHAA Knaccugukayms

1. [NepBUYHbIE NN HACNeACTBEHHbIE O, B
naTtoreHese KOTOPbIX OCHOBHY POIb
UrpaeTt oTCyTCTBME, HeO4OoCTaTOK Unu
aHoMarbHasa CTPYKTypa Kakoro-nmbdo
doepmeHTa. OTO MONEKynspHbIE
bones3Hun, cBA3aHHblE C aHOMAarnen
doepMeHTa.



BTOpuMYyHbIE SH3MMONATUU-

OH3nmMonatum 3aboneBaHna Npu KOTOPbIX, depMeEHTATUBHbIE HAPYLLEHNS
pa3BMBalOTCA BTOPUYHO, B XO4€E NMaToforMyeckoro npouecca- 31o
npuobpeTeHHbIE 3.

[MpuunHamum 3 aensatoTca: 1. A. OTcyTcTBME, HEQOCTATOK UMM aHOManbLHasd
CTpyKTypa PepMeHTa;

- OTcyTCTBME, HEQOCTATOK UMM aHOMarbHas CTPYKTypa aHoMarbHas
CTpyKTypa AnodepmeHTa

OTcyTCcTBME, HEQOCTATOK UMM NaTonorMvyeckasl CTpykTypa
cootBeTtcTBytowmnx matpuy AHK n PHK

- HapyLLeHne aHeproobecneveHns, GBUOCMHTE3a

anodepmenta( gHPUunT AT, NG n 1.4.)

-perynaTtopHoe HapyLweHne brnocnHtesa anodepmMeHToB(

ycuneHHoe obpasoBaHMe pPenpeccopoB UMM CHUXEHME CUHTE3a
WHOYKTOPOB).

-HeOCTaTOK aMUHOKMUCIOT- rofiogaHne, pacnag TkaHew

- TSKEnble NOBPEeXAEeHNS KNeToK ( UHTOKCUMKaLMA, TpaBMbl, NHAEKLUN).



5.0OT1cyTCcTBME UNN HEQOCTATOK
KOPEPMEHTOB:
- HegocTaToyHoe NOCTynfeHne
BUTAMWUHOB, MUKPO3NIEMEHTOB, UMK
He3amMmeHUMbIX KK
HapyLleHne BcacbiBaHNAa ButammHoB B KKT
HapyLLleHMne npouecca akTmeaunuym BUTaMMHOB B
TKaHSAX
apyrme npuymnHbl rMNOBUTaMUHO30B
-KNneTo4YHaqa OecTpyKuna pasfnnyHoro
NPOUCXOXOEHNS



2. YCUNeHHoe paclienneHme unm
BbiBeeHNe (pepMeHTOB

3. OTcyTCcTBME aKTMBATOPOB (PEPMEHTOB

4. HapyweHune temnepatypHoro v pH
ONTUMYMOB, ONTUMasibHOW
KOHLUEeHTpaunu cybctpartoB 1 ap.

[laToreHes aH3nmMonaTtun cBsA3aH C pa3BUTUEM
MeTabonmyecknx 6riokoB, Bbi3BaHHbIX HeOOCTaTOYHOMU
aKTUBHOCTbLIO (pepMeHTa. B pesynbrate cogepxaHme S B
TKaHAX 1 OMOSIOL. XXNOKOCTSAX BO3pacTaeT, a
KOHLEHTpaumnsa Npoaykta CHUXaeTcd, MMMUTTUPYA
OanbHeullee npespalleHne npoaykra 3Tou peakuun.



* MexaHn3m pasBuUTUA BTOPUYHbIX
MeTabonnyeckmnx brioKkoB, CBsI3aH C
YBENMYEHNEM KOHLIEHTpPaLMM cybcTpara
OeEKTHOro doepMeHTa, akTmBaLunen
MWUHOPHbIX( anbTepHaTMBHLIX) NYTeN
MeTabornuama, npmuBoOasILLUNX K
obpa3oBaHUO HEPUINOTOTNYECKNX
MeTabonnToB, KOTOPbLIE DITOKNPYIOT MO
KOHKYPEHTHOMY MEXaHU3My,
E€CTECTBEHHbIE MeTabonnyeckne nyTu



CTeneHb Bblpa)XeHHOCTH
9H3MMonaTuu

* beccMMnToMHoe TeyeHne-godbpokavyecTBEHHAs
dopyKkTO3YypUA, NEHTO3YpPUA,NovevHas
[MIOKO3YpUsd, HEKOTOPbIE aMMHOoALMOYpUn

* OTHOCUTENBHO BECCUMNTOMHOE TEYEHNE
nposaBnseTcda Nnpu 4eNCTBUU NMPOBOLIMPYHOLLINX
doakTopoB( Npn AENCTBUN MNUOPENAKCAHTOB-
CKPbITbIN 4edPUUUT XONMHICcTepashbl,
reMoJINTUYECKME aHEMUM MPU YNOTPEDNEHNN
NeKapcTB, NULLEBLIX NPOAYKTOB).

* KnnHnyeckn BblipakeHHbIE- OCHOBHAsI Macca
AH3MMOnNnaTun



Llenb v 3agayn
OH3MMOANArHOCTUKN

1. PaHHA49 onarHocTuka

2. ndbdepeHunanbHaa gmarHocTuka
3.0ueHKa AMHaAMUKN TEYEHNS

« 3aboneBaHus

4.0npepenenne adpPEKTUBHOCTU JIEYEHUS
5.0npeneneHne creneHmn BbI3OOPOBNEHNS
6.0npeneneHne nporHo3a 3aboneBaHns

Ob6bekTaMy 3H3MOANATHOCTUKN ABNAKOTCSA-
nrasma( CbIBOPOTKA) KPOBU, MoYa, JINKBOP,
CrtoHa, bnoncumHel matepuarn u T.4.



DepMeHTbI KaK NekapCTBEHHbIE
npenaparhbl

depMmeHTbI Bce OonblUe 3aBOEBbIBAOT NPU3HAHMNE KaK NEKapCTBEHHbIE
npenaparbl B Ne4YeHn MHOrMxX 3aboneBaHnin. MIx NCnonb3aytoT, npexae
BCEro, Npu HapyLLIeHUN cnHTe3a (hepMEeHTOB B OpraHM3me (3aMecTuUTernbHas
Tepanusi), AN pacTBOPEHUSA CryCTKOB KPOBU Npu TpoMbB0o3ax, Npu NieYeHnu
BOCMNaNUTENbHbIX NPOLIECCOB U T.0. He MeHbLUen NonynspHOCTbHO
NONb3YyTCA U MHIMBUTOPLI EPMEHTOB, HANPUMEP, NPU NeYeHUm
NaHKPeaTUTOB UCMNOIb3YT MHIMOUTOPbLI NPOTEONUTUYECKNX (DEPMEHTOB.

Bonbluon nHTepec npeacTasnsaeT UCMNOofb30BaHME B Ie4ebHOW NpakTuke
NMMOBOUNN30BAHHbIX cbeplvleHTOB (OT nat immobilis- HenoABWXHbLIN).
depMeHT KoBasieHTHO "npuKnBaoT" K HepacTBOPMMOMY B BOLE HOCUTESTIO.
Takne oepMeHTbl MOXXHO UCMONb30BaTh B TabopaTOpHOM NpaKkTUKe Kak
peareHTbl Ana aHanuaa. lpun aToM B OTNKYME OT pacTBOPUMbIX POPM Takme
doepMeHTbl MOXXHO MHOIOKPaTHO MCMNOSb30BaTk. B NpOMBbILINIEHHOCTU Takue
doepMeHTbl BBOOATCA B TEXHONOIMYECKME NpouUecchl Nony4YeHUs MHOMX
coeanHeHun. Takne popmbl PepMEHTOB YOOOHbLI B NEYEHNN NOPAKEHNN
KOXW (MapsrieBble NOBA3KM C UMMODUITN30BAHHBLIMU (PepMEHTaMM Npu e
YEeHUN OXKOroB, KOXKHbIX BonesHen).



Pnbo3nmbl- aHTUCMbICNOBLIE
Mornekynbl PHK
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*  OHuM doyHKUMOHMpPYIOT, cBA3biBadcb ¢ PHK cybcTpaTtom no
NPUHLKMNY KOMNSIEMEHTAPHOCTU N KaTanmM3npyroT paclienseHune
dochoanadmpHon cBs3n B cneundmnyeckom yyactke cybcTtpara.

. [1aTb knaccoB pubO3MMOB ObINM ONMMcaHbl Ha OCHOBaAHUU KX
YHVKanbHbIX XapakTepuCTVK NnocnegoBaTenbHOCTEN HYKNeoTUA0B U
NX NPOCTPAHCTBEHHON CTPYKTYpbl. OHKN MOryT KaTanusnpoBars
camMopacLuensieHne (BHYTPUMONeKYnApHbIN nnn "in Cis KaTaJ'II/I3) n
pacnag BHELLUHUX cyObCcTpaToB (MEXMONEKynapHbIn unu "in trans”
KaTanus).

. OcHoBHOE wuccrnegoBaHme nposegeHo Tomacom Ceyom
(Thomas Cech) B 1980-bIx, KOTOpbLIN Nokasars, 4to PHK moxeTt
y4aCTBOBaTb BO BHYTPUMOJSIEKYIIAPHOM KaTanmise aBTOHOMHOIO
cnnancuHra, gencTeya Kak 6enkoBbil pepMeHT. [NpnsHaHme
doepmeHTaTnBHOM PYHKLUUN HEKOTOPLIX Monekyn PHK pacwuvpuno
onpegeneHne NnoHATUSA OMoNorM4yeckoro Katanusartopa



B cTpykType pubosnma 0603HaYEHbI TPU NETNN, 0Opa3oBaHHbIE MO
NPUHLNMNY KOMMNSIEMEHTAPHOCTU OTAESbHLIX Y4aCTKOB O4HOW Lenu u
MECTO pa3spbliBa CBA3N. ABTOHOMHbIW CMauCUHI NPOUCXOONT, ecrnn
nocnenosatenbHocTb G-U-C nonagaet mexay netnamu I n lll, a G
n U cTaHOBUTCA y4acTKOM y3HaBaHUA Ans Katanusa. [lokasaHHbIV
Ha PUCYHKe pnbOo3nM obriagaeT TOSTbKO CNOCOBHOCTLIO K
ayTocnnancuHry. OgHako 60nbLWNMHCTBO PUOO3MMOB CNOCOOHbI
npoBoauTh in trans katanma PHK. Y HUX MOXHO BbIAENNUTb
KaTanutuyecknn gomeH (netns Il Ha puc.2-20 cnpasa ) u
pacno3HarLLMX y4acTOK, KOTOPbIX NpeacTaBnsaeT aHTUCMbICIIOBYHO
nocrnegoBaTenbHOCTb, CNOCOBHY cneuuduyeckn yaHaBaTb
KOMMNMeMeHTapHyto nocnegosaTtenbHocTb Ha PHK cybcTtpate m
COEeQUHATBLCA C 3TOM NocneaoBaTenbHOCTLIO, 0bpasys netnu | n lll.
Pub6o3nmebl, obnagaroLwme Takum MmexaHn3mom AeNCTBUA, MOryT
ObITb MOME3HbLIMU B UCCIEOOBaAHUSX B MOJSIEKYISIPHON BUonorum un
TEXHOMOMNK NieKapCTBEHHbLIX OPM
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[1o cpaBHEHUIO C 0BbIYHLIMK aHTUCMBbICNTOBBIMU PHK, pnbo3nmel
obnagaroT cnoCoOBHOCTBIO MHOrOKpaTHO B3aumogencteoBaTtb ¢ PHK
cybcTparamu, obpasys umknmyeckum npouecc pacwennenma PHK.
[pyroe BaXXHOE OTNUYNTENBHOE CBOMCTBO PUOO3MMOB -
cneundnyHocTb. Pnbosmm cnocobeH pacliennsaTb YHUKANbHYIO
nocrefoBaTenbHOCTb HYKMeoTnaos.( Ha puc 2-21 aTo
nocnegosatenbHocTb [-Y-N rae N — noboun HykneoTua). OTu
cBoMcTBa pnbo3nmoB obecrneymBaloTCA pacno3HaroLWmMM y4acTKOM
(netrm | n lll). BaxkHbiMm B obecnevyeHnn oyHKLMN pndosmma
ABMSAETCA ANMHA pacrno3Harowero ydyactka. Ecnm ato oveHb
KOpOTKas nocnegoBaTeribHOCTb, TO CKOPOCTb AMccouuaumm
cybcTparta oT pubo3nma MOXET NPEBLICUTL CKOPOCTb pacLlensieHns
CBA3U, YTO MOXET NPUBECTU K HU3KOW NPON3BOAUTESTBHOCTU
pnbosnma. OgHako, n ctabunesHble rMbpuabl NPOSABNSAOT HN3KYHO
KaTanuTUYeCKY0 akTUBHOCTb M3-3a MeANIEHHON Anccounayum
pacLwienneHHoro cybctpaTa. Takum obpasom, ngeanbHoOM
cuTyaumen MOXET Takas AnrHa y3HatoLwen nocrnenoBaTenibHOCTH,
KOTOopble obecnevnBasi pacwenneHne TeM He MeHee
cnocobcTBoBana ObICTpoW Auccounaumn paclensieHHbIX
NPOAYKTOB.



MonekynapHaga nHxeHepua

« OTO pasgen MonekynapHou duonoruu,
3aHMMaKLWNMNCA KOHCTPYUPOBaAHUEM
MONEeKyn ¢ 3apaHee 3agaHHbLIMU
CTPYKTYPHbIMU napameTpamun. B
NPUNOXEHUN K PepMeHTaM 3TO O3Ha4YaeT
nonyvyeHme oepMeHToB C U3MEHEHHOWU
CTPYKTYPOU C Lienbio uccrnegoBaHug
MexaHu3mMa genucTeua doepmeHTa Unu
obnapatoLmx HOBbIMU Ka4€CTBEHHbLIMU
XapaKTepuctnkamu



To4ye4yHbIN HanpaBrieHHbIU MyTareHes - B
9TOM Ccriydae LeneHanpaBieHO N3MeHAETCH
nocriegoBaTefibHOCTb HYKNeOoTUA0B B CTPYKTYpe
reHa, Kogmpyowlero gaHHbI PepPMeEHT U nocrne
9KCnpeccuun 3Toro reHa, NPoBOAUTCS
TWAaTeNbHOE UccriegoBaHNe KUHETUYECKUX
XapaKTepPUCTUK MNony4eHHOro doepMeHTa.
3aMeHAs aMUHOKMCIOTbI B aKTUBHOM LIEHTPE,

MOXXHO MONyYnUTb MHPOPMALUIO O MEXaHN3ME
KaTanuaa.



[MbpuaHbIn doepMeHT
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K Hyknease, BblaeneHHOW y cTapuioKoKKa, npnucoeanHeH
ONUIOHYKeoTua co cneundgunyeckon nocrieaoBaTenbHOCTbIO
HYKITEOTMOOB. DTOT ONIMFOHYKNEeOoTNa NO3BONSAET rmbpnaHomy
doepMeHTYy CBA3aTLCA C KOMMIIEMEHTAPHOW NOCNea0BaTENIbHOCTLIO
HYKNENHOBOW KMUCMNOThbI -MULLEHN N NOAENCTBOBaATb cneunduyHo B
CTpOro onpeaeneHHoM mecte. HatuBHbIN dbepMeHT He obnagaeT
Takou crneungunyHoOCTLHO.

Katanntnyeckmne aHtutena. OTWN MOMeEKYIbl SBAAKOTCS
aHTUTeNnamMm ¢ odeHb cneumdnyecknm LEHTPOM CBA3bIBAHUS
NepexogHoro CoCTosHNA cybcTpaTta pepMeHTaTUBHON peakLu.
Takne aHTUTENA NoNy4Ynnn HassBaHue ab3nmel, B HMX coyeTaeTca
BbICOKas CneunguyHOCTb aHTUTEST C BO3MOXXHOCTbIO YCKOPSATH
Xummdeckme peakumm nopon go 107 pas no cpaBHEHUIO C He
KaTanmampyemomn peakumen . Beicokasa ctepeocneundmnyHOCTb
depmeHTOB (BKMtovas ab3nmMbl) MOXET OKa3aTb OrPOMHY MOMOLLb
B CMHTE3€e cTepeocneyndnyeckux CoegnHeEHNN B OpraHN4ecKkom
XUMUN,



