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JIutepatyproro arentcrBa «HaydHast kHUTa»

Jloyenm, k.m.n. O. B. Ocunosa, A. B. Illycmos

KoHcrekT nekunii 1o OMOXMMHUH NPEICTABICH B COOTBETCTBHE C CO-
BPEMEHHBIMH CTaHJapTaMu. SIBJISE€TCS albTEPHATUBOMN /IS CTYACHTOB IIPH
MOJTOTOBKE K 3K3aMeHaM. biaromaps 4eTKUM OIpelesIeHHsSM OCHOBHBIX
MOHATHH CTYAEHT MOXeT C(OpMyIUpOBaTh OTBET, 3a KOPOTKHH CPOK
YCBOHTB U IiepepaboTaTh BaKHYIO YacTh HHGOPMALIUH, YCIELIHO CAATh IK-
3ameH. Kypc seknuii Oyzner mojie3eH He TOJIBKO CTyAE€HTaM, HO U Ipernoja-
BaTEISIM.



JIEKIIUSA Ne 1. @ynkuun 0eJIKoB,
AMHUHOKMNCJIOTHBI cocTaB 0eJIKOB

1. ®yukyuu oenxos,
cooepiicanue 6enKoe 6 Op2aHax u MKAHAX

Besxu (MpoTeHHBI) — 3TO BEICOKOMOJIEKYJISIPHbIE OPraHU4YecKue
BEIIIECTBA, IOCTPOCHHBIE U3 OCTATKOB aMUHOKHUCIIOT. benku mpeacTas-
JSIIOT COOOM OCHOBY CTPYKTYpBI M (PYHKIIMH BCEX JKHBBIX OPraHH3-
MOB. BelKky MOTyT BBINOJNHATH CaMble Pa3HOOOpasHble (QYHKIHH.
K ocHOBHBIM (yHKIUSIM 0€JIKOB OTHOCATCS CJIeAYIOLIHue.

1. Karanutnueckas gyHkius. B Hacrosimee BpeMs OOIbIINH-
CTBO ()EPMEHTOB, WM OMOJIOTHYECKMX KaTallu3aTOpPOB, SIBISETCS
6enkamu. OT 3T0# QyHKIMS OENKOB 3aBUCUT CKOPOCTh XUMHUECKUX
peaxiuii B ONOJOTHYECKUX CHCTEMAX.

2. TpancnoprtHas ¢yHkuusi. IlepeHoc KuciopoJa KpOBH OCY-
IIECTBISICTCS MOJIEKYJIaMH TE€MOTJIOOWHA, SIBISIONIETOCS OCIKOM
SPUTPOLMTOB. ANEOYMUHBI CHIBOPOTKH KPOBH MPUHUMAIOT y4acThe
B TPaHCIOPTE JHUIHIOB, 00pa3ylOT KOMIUIEKCHl C OPraHUYEeCKUMH
N HCOPTaHUYCCKMMU BEIICCTBAMU U 06CCHC‘II/IBaIOT HUX JOOCTaBKY
K OpraHaM-MHIICHSM.

3. 3amurHas QyHKuuUsA. B oTBeT Ha mocTymieHHe B OpraHu3M Be-
[IECTB, HECYIIMX Ha ce0e OTIeYaTOK FreHeTHYECKOH TyKEepOIHOCTH,
CHHTE3UPYIOTCS crnenu(uuecKkre 3alluTHbIE OeIKu-aHTUTeNna. 3a-
muTHas (QYHKLIUS OEJIKOB INPOSBISIETCS TaKkKe B CHOCOOHOCTH MX
K CBepThIBaHUIO ((PUOPUHOTEHY), YTO 3alIMIIAET OPraHNU3M OT MOTe-
PY KPOBH IIPH PAaHEHHSX.

4. CokparutenpHas ¢yHKusa. Crenuduaeckie OSITKH MBIIIE-
HOM TKaHM (aKTUH U MUO3WH) UTPAIOT INIABHYIO POJIb B aKTE MBIIIEY-
HOTO COKpamieHus u pacciuabineHus. COKpaTHTENbHOH CIIOCOOHO-
CTBIO 00JaZal0T Tak)Ke OCNKH IIUTOCKeNeTa, O0OCCIeunBaIOIINe
PacxXoXJCHHE XPOMOCOM B IIPOLIECCE MUTO3A.

5. CtpykrypHas ¢pyHkuus. [lepBoe MeCTo MO KOJUYCSCTBY Cpeau
OEIKOB TeJla YeJIOBeKa 3aHMMAIOT CTPYKTYpHBIE Oenkn (KOJiareH,
KEpaTHH, 3J1aCTUH U Ap.). benku ydyacTByroT B 00pa3oBaHUU KIIETOY-
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HBIX MeMOpaH, MEXYTOYHOTO BEIIECTBA COCAMHHUTEIBHOW TKaHH,
B KOMILIEKCE C YIIIEBOJAaMH BXOJAT B COCTAB Psjia CEKPETOB (MyIIH-
Ha, MyKOHIOB H Jp.).

6. opmonanbHas ¢pyHKIus. ['opMOHANIbHAS PEryJIsAlUs 3aHUMA-
€T BaXHOE MECTO B PEryJsIuu oOMEHa BEIIECTB, a P TOPMOHOB
MIPENICTaBJICH OCIKaMU, MOJIUIICITHIAMH HIH MPOU3BOTHBIMU aMHHO-
KHCTIOT.

7. IlurarensHas (pe3epBHas) GyHkIusA. CyIecTBYIOT Clielnab-
HEIC pe3epBHBIC OCIKH, OCYIIECTBISIONINE MUTAHNUE TUT01a (OBaJIb-
OyMuHbI) 1 peOeHKa (aabOyMHUHBI U Ka3eHH).

Kpome Toro, 6eKu y4acTBYIOT B IKCIIPECCHH TeHETUICCKON WH-
¢dbopmaruu, nepenade HEPBHBIX UMITYJIBCOB, MOINEPKUBAIOT OHKO-
THYECKOE JIABJICHUC KPOBU U KJIETOK, 00ecmeunBaroT romeocras pH
BHYTPECHHEH CpeIbl OpraHu3Ma.

B opranax u TKaHSX )HBOTHBIX COIACPKUTCS OONBIIOE KOJIHMYECT-
Bo OexkoB. Ha momo GenKOB B YENOBEUECKOM TeJe MPHUXOAUTCS
45% ot cyxoit maccel. Hanbonee 6oraThl 0€JIKOM MOMEPEYHO-TIOIO-
caThle MBIIIIIH, JeTKHe, celle3eHKka u mouku (72—=84%). K opranam
C YMEPCHHBIM COJICpKAHUEM OeJIKa OTHOCSTCS KOKa, MO3T M HEPB-
Has TKaHb, CEpAIe, OPraHbl MHUIICBAPATEIEHON cUCTEMBI (47—63%).
B TBepapIX TKaHIX KOCTEi, 3yOOB U B )KUPOBOW TKaHH OENKU COzep-
J)karcs B HeOoabIIoM koaudectBe (14—20%).

2. AMunoxuciomuslii cocmae 6eiKoe,
Knaccugukayus amuHoOKuciom

OCHOBHBIMH CTPYKTYPHBIMH E€IMHHUI[AMH OCJIKOB SIBISIOTCS
AMHHOKUCJI0THI. [Ipupoansie 6enku mocTpoeHs! u3 20 a-aMUHOKHC-
JIOT. -aMUHOKHUCJIOTHI TIPEACTABISIIOT COOOH MPOM3BOAHbBIE KapOo-
HOBBIX KHCJIOT, y KOTOPBIX BOJOPOJHBIH aTOM y Q-yrjiepona 3aMe-
LIICH Ha aMUHOTPYIIITY:

o

|
R - CH- COOH

NH,

Panmukan R mpezacrasiser co0oil rpynny aTOMOB, HE y4aCTBYIO-
X B 00pa30BaHWU MENITUIHON CBS3H. Bce 0COOEHHOCTH CTPYKTY-
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Pl U (QYHKIUM OENKOBBIX MOJEKYN OIpPENENAI0TCS XUMHYECKOM
npupoaon pagukana R.

Knaccudukanms aMHHOKHCIOT OCHOBaHAa Ha XMMHUYECKOM CTpoe-
HUM PaJMKaJIOB aMUHOKHCIOT. COBpEeMEeHHasl palliOHaJIbHas KJlac-
cudUKaIys OCHOBaHA Ha IOJIIPHOCTH PaIHKaJIOB.

Paznnyalor nsATh KJIacCOB aMUHOKHCJIOT.

1. AMUHOKHCIOTHI ¢ HETOJSAPHBIMU (TUAPO(OOHBEIMHU) paJuKa-
JaMu:

CH; - CH - COOH
|
NH;

anajiuH
H3;C - CH - CH - COOH

L
CH; NH;

BaJIMH

H;C — CH — CH, — CH — COOH
| |

CH; NH,
JISUIUH
H-CH - COOH
NH,
TJIMIIAH
CH, — CH,
/ \

CH,; - NH - CH - COOH

CH; - CH,; - CH - CH - COOH

o
CH; NH,

H30JICHIINH
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2. AMHUHOKHUCIIOTHI € TIOISAPHBIMH (TUAPODUITEHBIMHI) PaTUKAIAMHU:
(?b—FH—COOH
OH NH;
CepHH
CH,; - CH - COOH

| |
SH NH;

[IUCTEUH
O=C-CH;-CH,-CH-COOH

| |
NH2 NH2

TIIyTaMUH

CH; — (llH - |CH — COOH
OH NH,
TpEOHUH
CH, - CH; - CH - COOH

| |
S-CH;  NH;

METHOHHMH
0=C-CH,;-CH-COOH

| |
NH,  NH;

acliaparvH

3. AMHMHOKHCJIIOTEI C OTpHULATCIIBHO 3aps’>KCHHBIMU paJKaJIaMH:

HOOC - CH; - CH, - CH - COOH
|
NH,

TJIyTaMUHOBAs KHUCJIOTa

HOOC — CH, -~ CH -~ COOH
|

NH;

acliaparvHoBasl KUCJI0Ta
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4. AMHUHOKHCIIOTHI C ITOJIOKHTEIBHO 3apsKCHHBIMU paIuKaIaMu:

CH; - CH - COOH
H

\ / TUCTUIWH

C

CH, - CH; - CH,; - CH,; — CH - COOH

| |
NH2 JIU3UH NH2

HN=C-NH-CH;-CH;-CH; - CH-COOH
| I
NH2 NHZ

aprUHUH

5. AMMHOKHCIIOTEI C ApOMATHYICCKUMHU paJuKalaMu:

CH, - CH - COOH
X,
(enunanann
CH, — GH — COOH
NH,

HO

TUPO3UH

CH, - CIH — COOH
NH;
NH
TpunTrodaH
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3. Obuwue ceolicmea aMuHOKUCIOM

Kucj10THO-0CHOBHBIE CBOHCTBA

AMUHOKHCIIOTBI — aM(OTEPHbIC BEIECTBA, JIETKOPACTBOPHUMBI
B BOJIC, B BOJHBIX PacTBOpax JHCCOIUUPYIOT ¢ 00pa3oBaHUEM OU-
TIOJIIPHBIX HOHOB (IIBUTTEPHOHOB):

R - CH - COOH R - CH - COO
| — | .
NH, < NH;

B kucnoil cpene aMHUHOKHUCIOTBI PEAarupyroT KakK OCHOBAHMS,
aMHUHOTPYTIIIA SIBJSIETCS aKIIETITOPOM IPOTOHA:
R-CH-COOH .y R-CH-COOH
| N
NH NH;

B menoyHo#l cpene aMHHOKHMCIOTBI pearupyroT Kak KHCIIOTHI,
Kap6OKCI/IJ'II>Ha$I rpynna ABIISACTCA I[OHaTOpOM HpOTOHaI
R-CH-COOH .y. R-CH-COOH
| - |
NH, NH;

Kak amdorepHble cCOeMHEHNSsT aMIHOKHCIOTEI CIIOCOOHBI 00pa-
30BbIBATh COJIM IIPHU BSaHMO}IeﬁCTBHH KakK C KMCJIOTaMH, TaK U C OC-
HOBaHMSIMHU.

3nauenue pH pactBopa, pu KOTOPOM CPEIHUM 3apsig aMHUHO-
KUCJIOTHl paBEeH HYJIO, HAa3bIBACTCS €€ H303JIEKTPHYCCKOM
TOYKOH.

W3osnexkTpuueckass TOUKa aMHHOKHCIIOT 3aBUCUT OT KHUCJIOTHO-
CTH ¥ OCHOBHOCTH PaJINKaJIOB 3TUX AMUHOKHCIIOT.

XuMuyecKkHe peakuuu aMHHOKHCJIOT

1. Peaxnnn mo COOH-rpymre (peakuuu coiaeoOpa3zoBaHus, dTe-
pupUKaMK U J1eKapOOKCHINPOBAHUS):

R - (le —COOH +NaOH R —CH-COONa

7
NHZ -Hzo H2
R—-CH-COOH+CH;0H +HCL,t,. R-CH-C=0
| ~ > ]
NH; -H,O NH; OCH;



HOOC — CH - CH,; — CH; — COOH nekapbokcunasa
—_—

NH; -CO,
[NyTaMHUHOBAsl KUCIOTA

JiekapOoKcHaza (|?H2 —CH, - CH, - COOH
———>

-CO, NH,
Y-aMHHOMACIISIHas KUCITOTa

2. Peaxruu mo NH-rpyme (peakmuu coeoOpa3oBaHms, Je3aMU-
HUPOBAHMUS, AlIUJINPOBAHMUS);

—

R - ?H —COOH  +HCI R - (le — COOH CL~
NH, NH;"

(Peaknuu e3aMHHHPOBAHUS CM. B COOTBETCTBYIOIIEM pa3ieie).

R — CH-COOH + Cl - COCH; t
| _—

NH; -HCl
t R -CH-COOH
% I
-HCl NH - COCH;

3. Peaknuu 0Opa3oBaHus A¥- U TOJUICITHIOB;

HoN - |CH —COOH+H-NH - (|3H — COOH+

R R
+“H-NH-CH- COOH —>
| -H,0
R
0-—H
EAEN H2N—C|H—C—N—C|H—COOH

-H,O

4. Peakiuu mo paguKaly — pPEaKIHH ¢ aMHHOKHCIOTaMH, CO-
JepKauuMu OCH30JbHOE KOJIBIIO (peaKIiy 3aMelIeHHs] 1Mo OeH-
30JIbHOMY KOJIBITY).



JIEKIIUSA Ne 2. ®u3uK0o-XUMHYECKHE
CBOlicTBA 0€JIKOB,
HUX CTPYKTYPHAasi OpraHu3anus

1. Qu3uko-xumuueckue ceoiicmea 6eaKos.
Ilonamue cmpykmypHou opzanu3zayuu 60ea1Koe

XapakTepHbIMH (PU3HUYECKHMMH CBOICTBAMM 0€JIKOB SIBJISIOT-
cs1 BBICOKAs BS3KOCTh PaCTBOPOB, OTPaHUYEHHAs! CIIOCOOHOCTD K AH(-
(y3un, CocoOHOCTh K 3HAYUTEIEHOMY HAOYXaHHIO, ONTHYECKas aK-
THUBHOCTb, IOJBIJKHOCTB B 3JIEKTpUUecKoM moie. benku oOmamator
00JIBIION TUAPOPHUIBHOCTBIO, YeM 00YCIIOBICHO BBICOKOE OHKOTHYE-
CKoe JaBiicHHue 0enkoB. PacTBOpBI OEIKOB MMEIOT HU3KOE OCMOTHYE-
CKOE JIaBJICHHE.

benku cnocoOHBI K MOTIOMEHUIO YIbTPA(MIETOBOTO U3ITyUSHUS
¢ JUITMHOM BOJIHBEI MeHee 280 HM.

BenkoBbie MOeKyIBI 001a1aI0T OONBIION MOJIEKYIISIPHOW Maccon
(6000—1 000 000) u He crTOCOOHBI MPOHUKATH YePe3 MOTYIPOHHUIIAC-
MBI€ MICKYCCTBCHHBIE MEMOpaHbI 1 OMOMEMOpPaHBI 3JOPOBBIX KHUBBIX
OpraHM3MOB.

®opma 0eJIKOBBIX MOJIEKY.JI

B npuposie cyiecTByeT 1Ba Bija OSIKOBBIX MOJIEKYJI: HUTEBUIHBIE
(¢ubpunnsipHEIe) M mapoodpasubie (To0yIIpHbIe). PU3NKO-XUMHYE-
CKHE 1 OMOJIOrHUeCKUe CBOMCTBA OEIKOB B CBOOOJHOM HIIM CBSI3aHHOM
COCTOSIHUHM OITPEEIISIOTCS UX IPOCTPAHCTBEHHOM CTPYKTYPOI.

Jenarypanust 6eJJKOB — HapylleHue oOIIero miaHa CTpOSHUs
OEIKOBOW MOJIEKYJIbI, IPUBOJIAIIEE K OTEPE XapaKTePHBIX IS Hee
CBOMCTB noa BJIUAHUEM pPas3IMYHbIX (1)I/I3I/I‘ICCKI/IX U XUMHYCCKUX
(daxropoB. BHelHe neHaTypanus MposBIsSETCs] MOTEPEH pacTBOPH-
MOCTH, TOBBIICHHEM BS3KOCTH, PE3KHUM CHI)KEHHEM OHOJIOrHYe-
CKOM aKTHBHOCTH OeJKa.

Penatypanusi 6esnka (0OpaTHBIH IpoIecc ¢ NOJTHBIM BOCCTAHOB-
JIEHUEM CTPYKTYPHI U (YHKIIHH MOJIEKYJIBI Oellka) BO3MOXHA MIPH He-
MIPOIOJDKUTENLHOM JICHCTBUY JIeHaTypupyolero arenra. Jlenarypa-
1yl HeoOpaTUMa MpU HapyIICHUH IEPBUYHOMN CTPYKTYphI OelKa.
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H303/1ekTpUYecKast 1 H30MOHHASI TOUKH 0eJIKOB

3nauenue pH pactBopa, Ipu KOTOPOM CYMMAapHBIH 3apsiy OenKo-
BBIX MOJIEKYJ PaBEH HYJII0, — 3TO M303JIEKTPHUECKasl TOUKa Oeka
(pl). OHa omnpenensercss aMHHOKUCIIOTHBIM COCTaBOM Oeika. B m3o-
3NEKTPUUECKON TOUKe OETKM HauMEHEE YCTOWIHNBEI B PacCTBOPE, JIET-
KO OCaXJarTcs.

W3onoHHBIH pacTBOp Oelka — pacTBOp, COACPKAIMUN TOIBKO
MOHU3UPOBAHHbIC OCTaTKM aMUHOKHCIOT M HOHBI, 00pa3yroluecs
MIPH AUCCOLMALIMHA BOJBL.

W3onoHHO# ToYKOW Oenika Ha3biBaeTCs 3HaueHHe pH M30MOHHO-
rO pacTBopa 3Toro Oenka.

IlonsiTHe 0 CTPYKTYPHOIi opraHusanuu 0enka

Benxu npencraBisior co6oit CI0KHBIE TOIUIENITH/IbI, AaMHHOKHC-
JOTHI B KOTOPBIX CBSI3aHBI MENTHAHBIMU CBSA3IMHU, 00pa3yOIIUMUCS
TP B3aUMOJECHCTBUU (-KapOOKCHIIBHBIX U Q-aMHHOTPYIIIT aMUHO-
KHCJIOT.

CH; - (liH — COOH + H)N — CH, - COOH ﬁ
-2

NH,
aJlaHuH TIIUMIHH

—> CH;-CH-TQ NI - CH,
-H,O | |

NH, COOH
ATAHWINIAIUH (JMITSTITHT)

K gumentuay MOTYT NMPHCOEAMHSTHCS JPyrHe aMHUHOKHCIIOTHI,
o0pa3sys Tpu-, TeTpa-, IEHTANeNTHI U TaK Jajiee BIUIOTh 0 00pa3o-
BaHMA KpyNHOro nosnumentuzaa. IlociemoBaTenbHOCTh PacIonoxe-
HUSl aMUHOKHCIIOT B TIOJIMITENTH/IE IPEICTABISIET COOOH IIEPBUYHYIO
CTPYKTYpY Oelka.

Bcero cymectByer yeThlpe YpOBHsS CTPYKTYPHOH OpraHM3allu
Oenka — mepBUYHAs, BTOPUYHAs, TPETHYHAS U YETBEPTUIHAS CTPYK-
Typa. CTpyKTypa OONBIIMHCTBA OEIKOB COCTOUT U3 TPEX YPOBHEH.

2. Ilepeuunas u emopuunasa cmpykmypa denka

IlepBuYHas cTPYKTYpa 6ejKa — MOCIENOBATEIBLHOCTD PACIIO-
JJOKE€HHNS aMHUHOKHCJIIOTHBIX OCTATKOB B ITOJIMIICIITUAC.
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HexoTopele Genku npecTaBIeHbI HE OAHON, 8 HECKOIBKIMH MOJIH-
TIETITHIHBIMU LETISIMH, CBSA3aHHBIMH MEKAY c000i qucynbuIHpIMu
CBSI3SIMH.

\

s onpenenenysi NEPBUYHON CTPYKTYPBI Oelka ¢ TIOMOIIBIO THAPO-
JIM3a BBISICHAIOT KOJIMYECTBEHHOE COOTHOIIEHHE aMUHOKHCIIOT B MOJIEKY-
nie Oenka. 3aTeM ONpeiessioT XMMHYECKYIO MPHPO/Y KOHIIEBBIX aMHHO-
KHCJIOT TOJIMIIENTHIHOMN TIETTH, KOTOpasi COAEPAKUT T0 OJHON CBOOOIHON
NH,- n COOH-rpyrme. [ns onpeneneHust N-KOHIEBOH aMHHOKHCIIOTEI
ucnons3ytores: Meron Canmikepa U (HeHIWITHIAHTOMHOBBIA METOH, UL
onpenenenust C-KOHIEBOH aMHHOKHCIIOTBI — MeTO/l AKaOOpH.

IlepBuuHas cTPyKTypa 0ejika XapaKTepu3yeTcsi psiioM 0Co-
OeHHoOCTeIl.

1. [lepBuuHas cTpyKTypa OenKka reHeTHIECKH AEeTEPMUHAPOBaHA
W YHUKaJbHA, 3aMEHa aMUHOKHCIIOT BHYTPH MOJHUICIITUAHON LEeNn
MPUBOIUT K U3MEHEHHIO CTPYKTYPHI U QYHKIUHU OerKa.

2. [lepBuuHast CTpyKTypa Oejika CTaOMIIbHA, YTO 00ECIIECYMBACTCS
JUIMENTHIHBIMYA U B MEHBIICH CTENEHN AUCYIb(QHUIHBIMH CBA3SIMHU.

3. Uucno xoMOMHANIMK aMUHOKHCIIOT B HOJIMIIETITH/IE OYCHD Be-
JINKO, TIOBTOPSIOUINECS TOCIEA0BATEIFHOCTH aMUHOKUCIIOT PEIKH.
W neHTudHble MOCIEA0BAaTEIbHOCTH aMHHOKHUCIIOT MOTYT BCTPEYaTh-
csl B 00JIaCTH aKTUBHBIX LIEHTPOB (PEpPMEHTOB.

4. TlepBuyHasi CTpyKTypa Oellka AETEPMHHUPYET BTOPUYHYIO,
TPETUYHYIO U YETBEPTHUHYIO CTPYKTYPY OCIKOBOH MOJIEKYJIBI.

BropuuHnas cTpykTypa 6ejKka — KOHQUryparus MOJIUITSITHI-
HOM 11eTH, 0oJiee KOMIAKTHAs €€ yIaKOBKa B CIIMPAJIBbHYIO WM Ka-
Kyl0-11m00 apyryio koHpopmanuio. Ilpouecc xondurypaunn uuer
B COOTBETCTBUU C IPOTPAMMOM, 3aJ0’)KEHHOM B MEPBUYHOMN CTPYK-
Type 6enka. CyniecTByeT JBE OCHOBHBIX KOH(UIypaluy MOJIUIIETI-
THIHOW IETH: ¢-CIUPAb U B-Claa4aThiil CIOM.

JeficTByIONMM HayaaoM 00pa3oBaHHs Q- U [-CTPYKTYDHI SIBIISI-
€TCs CIOCOOHOCTh aMHHOKHCIIOT 00pa30BBIBATh BOJOPOJHBIC CBSI3H.
CTaOnibHOCTH BTOPUYHOM CTPYKTYpBI 00€CIIeUnBACTCS B OCHOBHOM
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BOZOPOIHBIMHA M B MEHBIICH CTETICHU MENTHAHBIMH U TUCYIbOUA-
HBIMH CBSI3MU. BosioposiHast CBA3b — CJIa00€ DIIEKTPOCTATHICCKOE
B3aUMOJIEHCTBHE MEXIy 3JIEKTPOOTpHULATENbHBIM aToMoM (O wmimm
N) u aToMOM BOJI0pO/ia, KOBAJIEHTHO CBSI3AHHBIM C JIPYTUM 3JIEKTPO-
OTpUIATENbHBIM aTOMOM. OCHOBHBIC THUITBI BOJOPOIHBIX CBSA3CH:

HC-R R -CH
N

o=¢" _ NH
NiH o 0il
S AN
R—$H ?H—R
MCKAY NCTITUIHBIMU HCTIAMU
0
7
R-C
O -H-—H- R

mexay COOH-rpynnoi

1 OH-rpymnnoii Tupo3uHa

Meskny nByMsa OH-rpynnamu

R H—R

________ C
| ; L
CHszTH-—-O:EC\

NH

Mexkay OH-rpymmoit ceprHa 1 IeNTHIHON CBS3BI0

CTpyKType a-cripaiy Mpucyml psij 3akoHoMepHocTel. Ha kaxpiid
mar crnupaid IpuxXoauTCs 3,6 AMUHOKHCJIOTHBIX OCTaTKa, miar Criupain
pasen 0,54 um Ha BUTOK 1 0,15 HM Ha OJIMH aMHUHOKHUCIIOTHBIN OCTATOK.
Yron nogeema crmpainu 26°, uepe3 Kax/ple MSTh BUTKOB ITIOBTOPSIETCS
CTpYKTypHasi Korpopmarwst nonurentua. [pu obpazosanuu S-CTpyK-
TYpBI JIBE WK O0JIee JINHEHHBIE MOJUTIEHTH/IHBIE [IETIH, PACTIONOXKEHHBIE
MapajuIeNbHO MO0 aHTUIIAPAJUIENIBHO, CBS3BIBAIOTCS MEXIY COOOH BO-
JOPOIHBIMH CBSI3SIMH MEKIY TIENTHAHBIME CBS3IME. B mpupome BeTpe-
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4yaroTcst OenkW, BTOpPHYHAs CTPYKTypa KOTOPBIX HE SBISIETCA HH
a-, HU B-CTPYKTypoii (HarpuMmep, KoyutareH). B HacTosiee Bpems goka-
3aHO CYIIECTBOBaHME [IBYX NMPOMEXKYTOUHBIX YPOBHEH OpraHu3aIliu
0E€JIKOBOW MOJIEKYJIbI MKy BTOPUYHOHW U TPETUUHOMN CTPYKTYpOi —
HaJABTOPUYHBIE CTPYKTYPBI U CTPYKTYpPHBIE JJOMEHBI.

3. Tpemuunas u uemeepmuynas cmpykmypa oenka

TpeTuunas cTpyKkTypa 0e/1Ka — 3TO IPOCTPAHCTBEHHAS OPHUEH-
Talys NOJMIENTUAHON CIIMpay, CIEYOIUNA 38 BTOPUYHOU CTPYK-
Typoil cmoco® KoMmakTu3amuu OelkoBOoM Moiekyinbl. [Ipomecc
YKJIaJAKH MOJUINENTUIHON 1enu — (OoJIAUHT.

[pocTpancTBeHHAs CTPYKTYpa OEIKOB 3aBUCHT OT MOHHOH CIUTBI 1 pH
pacTBopa, TeMIeparypbl U UHBIX (akTopoB. B crabummsammy mpoctpaH-
CTBEHHOU CTPYKTYpPHI OEJIKOB HAPSIY C KOBAJICHTHBIMU CBSA3SIMH (TIEITHI-
HBIMH ¥ JUCYT(QUIHBIMA) IIPUHAMAIOT y9acTHE TaK Ha3bIBaeMbIe
HEKOBAJICHTHBIE CBSI3H, K KOTOPBIM OTHOCSTCSI BOJJOPOJHBIE CBSI3H,
ANIEKTPOCTAaTHIECKHE B3aMMOICHCTBIA 3apsDKEHHBIX TPYIIN, BaHIEPBaalb-
COBBI CHJIBI, B3aMO/ICHCTBHS HEMOJAPHBIX OOKOBBIX PAAMKAIOB aMUHO-
KHUCIOT, THAPOMIIIEHO-TU PO OOHBIE B3auMoieHcTBuIS U 1p. [Ipy aToM He-
KOBQJICHTHBIC CBSI3M WIPAIOT OCHOBHYIO pOJib. TpeTWdHas CTpyKTypa
6enka GopMupyeTcss CaMONPOM3BOJIBHO U MTOJTHOCTHIO IETEPMHUHHUPYET-
Csl TIEPBUYHON CTPYKTYpo# Oenka. OCHOBHBIM JABHKYIIIUM MOMEHTOM
B BO3HUKHOBEHHMHU TPEXMEPHOW CTPYKTYPHI SBISIETCS B3aUMOZCHCTBUE
panuKanoB aMUHOKHUCIIOT C MOJIEKYJIaMH BOZBI, COCTOSIIIIEE B TOM, YTO
rupodoOHbIe paauKaibl aMUHOKUCIOT OPUEHTUPYIOTCSI BHYTPh MO-
JIEKYJIbI O€lTKa, B TO BpeMsi Kak rHApO(QHIIbHBIC PATUKAIIBl OPHEHTUPYHOTCS
HapyXy. B pesynbrare obpasyercss TepMOAWMHAMIYECKH HanOOIee BBI-
ro/iHasi KOH(pOpMAaIUs MOJICKYJIbI OeJKa, XapaKTepU3YIoLIasicss HANMEHb-
e cBoboaHoM sHeprucit. Kondbopmaiuy OSKOB CTaOMIBHBI, OCHOB-
HBIe Qopmbl KoHPopMmarmit — T-opma (fensed — «HATIPsHKEHHASD)
u R-popma (relaxed — «paccnabnennas»). TpexmepHast CTpyKTypa Oen-
Ka COAEPUT (YHKIHOHAIBHYIO HMH(OPMALIMIO, OMpPENessIOIy0 BCe
Onosormyeckue coiicTBa OenmkoB. HapylmeHne TpeTHdHO# CTPYKTYpHI
OeJka BIICYET 3a COOOH MOTEPIO €ro OMOJIOTHUCCKUX CBOWCTB.

YerBepTHYHAS CTPYKTYPa GeJIka — IIPOCTPAHCTBEHHAS OPUECHTA-
LU HECKOJIBKHX IONUIENTHAHBIX IeeH, 00Iaaatomux coOCTBEHHOM
TIEpPBUYHON, BTOPHYHOW MJIM TPETUYHON CTPYKTYpOH, C 00pa3oBaHHEM
MaKpOMOJIEKYJISIPHOTO 00pa30BaHUsL.
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OtzienbHbIe MOJUIENTHIHBIE I — MPOTOMEPBI (MOHOMEPBI, CY-
OBCIIHUIIEI) — HE 00Ta1al0T OHOJIOTHYECKON aKTHBHOCTEIO H TIPHOOpE-
TaIOT €€ MPH ONPEIEICHHOM CII0C00e POCTPAHCTBEHHOTO O0bEANHEHUS.
O06pazoBaBmIascs MOJIEKyJIa SBISETCS OJUTOMEPOM (MYIIBTHUMEPOM).

YerBepTHYHAsI CTPYKTypa CTaOWJIM3HPYETCS 32 CUET HEKOBAJEHT-
HBIX CBsI3ed MEXKy KOHTAKTHBIMH IUIOMIAJKAMH POTOMEPOB, KOMILIE-
MEHTapHBIX APYT Apyry. UeTBepTUYHAs CTPYKTypa oOHApyKeHa y Hec-
KOJIbKMX COTeH OenkoB. MoseKysia reMoriioorHa nmpeacTaBisieT co0oit
TeTpamMep — COCTOWT M3 JBYX Q- U IBYX S-tienieit. depmeHT dhochopu-
J1a3a a COCTOMT M3 JIBYX HJCHTUYHBIX CYOBEANHUIL I10 IBE MENTHIIHBIE 1Ie-
. DepMEeHT JIAKTATeTHAPOreHa3a COACPIKUT JIBA THIA MOTUNICTITH-
mHBIX Terneit — M (muscle — «wmbimmay) u B (brain — «Mo3r»)
Y MOXKET CYILIECTBOBATh B ISTH (popMax, Ha3bIBaeMbIX H30(epMeHTa-
MU, WU MHOKECTBCHHBIMU (hopMamu (PESPMEHTOB.

4. Knaccugpukayua 6enkos, xumus npocmulx 0ejKoa,
npupooHnvle nenmuovl

Kinaccudukanus 6eJKoB

B cooTBeTcTBHH C BBITONHAEMBIMI (DYHKIMSMHA BBIIEISIOT 12 riiaB-
HBIX KJIACCOB OEJIKOB:

1) xaTanuTHyecku akKTHUBHBIE Oenku ((pepMeHTHI);

2) Genku — MHTHOUTOPHI (PEPMEHTOB;

3) GenKu — perynsaTophl aKTUBHOCTH TE€HOMA;

4) 3amuTHBIC OEKU: OEIKH UMMYHHOM U CBEPTHIBAIOIIEH CHCTEMBI;

5) Tokcuueckue OEKH;

6) TpaHCHOpPTHBIC OCIKU;

7) memOpaHHBIE OENKH;

8) cokpaTuTeIbHBIE OEIKY;

9) penenTtopHbie OENKH;

10) GenKu-TOPMOHEI,

11) Gesniku — 00O0JIOYKH BHPYCOB;

12) 6enxu ¢ mpyrumMu GyHKIHASIMH.

B 3aBucuMocTH OT 0coOcHHOCTell BTOPHYHON M TPeTHYHOI
CTPYKTYPBI BbIJIJISIIOT:

1) a-6enku (comepxat He MeHee 60% a-crupanu);

2) [(-6enku (comepikKar TOJIBKO 3-CTPYKTYPHI);

3) a + pB-6enku (comepkat 06a THIIA CTPYKTYPHI B TIpEIeax O/1-

HOW TOJUTNICNITHIHOMN LIETHN);

4) a / f-6enku (comepKaT MHOXKECTBO CTPYKTYp 0OOMX BHIIOB,

YepeAyIOUINXCs B MpejiesiaX OJHON MOJIHUIIETITHAHOM 1Ienn).
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B 3aBHCHMOCTH OT XUMH4YECKOI'0 cOCTaBa 0eJKH MoApa3aeJisi-
0TCS Ha:

1) mpocteie Genku (MOCTPOCHBI TOJBKO U3 OCTATKOB aMHHOKHC-

JIOT) — TPOTaMUHBI, TUCTOHBI, aJIb0OyMHHBI, TIIO0YJIMHBI, TPOJIa-

MUHBI, TIIOTEINHBL U IP.;

2) cnoxHble 0enKku (cocToAT n3 Oenka ¥ HeOEIKOBOTO KOMIIO-

HEHTa — TMPOCTETHYECKOU Trpynmsl) — Qocdo-, XxpoMo-, HYyK-

J1€0-, TIIMKO-, JIUIIO- U METAJIIONIPOTEHUHBI.

XumusA NpocThIX 0eJKOB.

1. IIpoTamMUHBI ¥ THCTOHBI — OEJIKK C HEOOJBIIION MOJIEKYJISIPHOM Mac-
coi. IIporamunbl conmepxar 60—S85% aprununa, o0nagaloT BHI-
PaKCHHBIMH OCHOBHBIMM CBOMCTBaMHM, XOpPOLIO PacTBOPHMBI B BOJE,
M303JIEKTPUYECKAs] TOYKA X BOJHBIX PACTBOPOB HAXOAMTCS B IIEJIOYHOMN
cpene. [IpoTaMUHBI BXOAAT B COCTaB psifia CIOKHBIX OeNKOB. ['HCTOHBI —
0Nk OCHOBHOTO XapakTepa, cozepar JIM3UH u apruauH (20—30%),
COJZIEpIKATCS B OCHOBHOM B S/Ipax KJIETOK B COCTABE HyKJICOIPOTEHHOB.

2. AnbOyMHHBI ¥ TJI00YIMHBI — TIIOOYJISIPHBIE OSITKH, PA3IMYHBIE 10
PacTBOPUMOCTH, C MOJIEKYJISpHOW Maccoit cooTBeTcTBeHHO 40 000—
70 000 1 150 000 u BbIIIE, MIUPOKO PACTIPOCTPAHEHBI B OPraHax U TKAHAX
KUBOTHBIX.

Ha ans0ymunbl npuxomurcs 75—80% OCMOTHUYECKOTO JaBIICHHS
OCJIKOB CBIBOPOTKH KPOBH, UX OCHOBHAsI (DYHKIMSI — TPAHCITOPTHASL.

100y 1MHbI O/pa3aeNsroTCs Ha GPaKImu — o, -, a,-, 3- U y-rIo0y-
JIVHBI, BBIONHSIOT TPAHCIIOPTHYIO 1 3aIIUTHYTO (DYHKIHH.

IIpupoanbie NeNTHABI — BCTPEYAIOLIHMECS B OpraHu3Me B CBOOOI-
HOM COCTOSTHMM HU3KOMOJIEKYJsIpHBIE mnenTuasl. OHM JensTcs Ha
YeThIpE TPYIIIBL:

1) menTuapl, 06IamaroNe TOPMOHATLHON aKTUBHOCTBIO (KOPTHUKO-

TPOITNH, Ba30NPECCHH, OKCUTONNH, TJIIOKAroH, KaJbIIUTOHUH, Me-

JIAHOTPOIUH, PUIIU3HHOT-()aKTOPBI TUIIOTANaMyca U JIp.);

2) menTHIbl, IPUHUMAIOIIUE YYacTHe B IpoIlecce MUIIeBapeHUs

(TacTpuH U CEKpeTHH);

3) menTuiabl a,-rI00yaMHOBON (paKkUMK CHIBOPOTKH KPOBH (aH-

THOTEH3MH, OpaIKUHUH U KAJUTUAWH);

4) HelponenTHIbI.

AXTHBHBIE TIENITUBI 00PA3yIOTCS W3 HEAKTUBHBIX MPEALIECTBEH-
HHUKOB B pe3yJIbTaTe MOCTTPAHCISIIMOHHON MOAN(DHUKALINH.

[IpupoaHble nenTHIB BHICOKOAKTHBHBI, HO HECTAOWIIBHBL U OBICTPO
pacnanatorcs npu ¢pusnonornyeckux pH cpensi.
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JIEKIIHSA Ne 3. OcodennocTn
0eJIKOBOro o0MeHa,
nepeBapuBaHue 0eJKOB

1. Ocobennocmu 6enkoeozo oomena

CyliecTBYIOT HEKOTOPBIE OCOOCHHOCTH OCJIKOBOI'0 OOMeHa:

1) ocymiecTBneHue mIacTudeckor GpyHKINH (OSIKH ONpeNesoT

MHKPO- U MaKpOCTPYKTYpPY OTAENBHBIX CyOKJIETOUHBIX 00pa3oBa-

HU, CIelU(pHUKY KIETOK, OPraHOB M LIEIOCTHOTO OpraHH3Ma);

2) CcrmocoOHOCTh OMPENeNATh JMHAMUYECKOE COCTOSHHE MEXKIY

OpraHU3MOM U OKPY’KaIoILIEeH Cpeno;

3) crporas creuprUIHOCTS;

4) obecrieueHne KaTaIUTUIECKON (QYHKINH;

5) obecnedeHne SHePTeTHYECKON HYHKINM;

6) pa3BETBIEHHOCTH OEIKOBOrO0 OOMEHA;

7) WHTETrpHPOBAHHOCTH OCIKOBOTO 0OMEHa ¢ OOMEHOM YTJIEBO-

JIOB, JIUTHUJIOB, HYKJICMHOBBIX KHCJIOT Yepe3 aMUHOKHCIIOTHI HITU

(t-KETOKHCIIOTHI.

dakTophl, ONpeAesAIOLIHe COCTOSIHIE GEJIKOBOT0 00MeHa:

1) ¢usnosornuecKoe COCTOSHIE OPraHU3Ma;

2) nestenpHOoCcTh [THC;

3) cunTe3 Oenka (OCyIIeCTBIAETCS O 3aKOHY «BCE WITH HIYET 0

IpH YCIOBUH HaNMU4HUs B KIeTKe BceX 20 aMHHOKHCIIOT);

4) oOMeH OeJKOB (peryaupyercss TOpPMOHAMH, OIPE/ICIISTFOIIMME Ha-

TpaBJICHUE CHHTE3a, paciiaja i HHTEHCUBHOCTH OEIIKOBOTO OOMEHA).

[puHsTO CuMTaTh, YTO JUIS MPABMWIHHOM OLIEHKU COCTOSIHHSI OOMeHa
OCJKOB JOCTATOYHO ONpEJENIeHHE a30THCTOro OalaHca — KOJINYECTBEH-
HOM pa3HUIIBI MEXIy BBEJICHHEM C MUIIEH a30Ta M BBIBEJCHUEM €ro
B BUJIE KOHEYHBIX MPOIYKTOB a30TUCTOr0 OOMeHa. PasnuyaroT monoxu-
TENBHBIA U OTPUIATENBHBIN OajlaHC, a30THCTOE paBHOBecHe. [Ipu mosmo-
JKUTEIIFHOM a30THCTOM OallaHCe KOJIMYECTBO BBIBOAMMOIO M3 OpraHu3Ma
MEHBIIIE KOJMYECTBA a30Ta, BBOAMMOTO C IMHIIEH, YacTh a30Ta OCTAaeTCs
B OpraHU3Me M PacXOIyeTcsl TIIaBHBIM 00pa3oM JIst OMOCHHTE3a BBICOKO-
MOJIEKYJIIPHBIX OEJIKOBBIX BEIIECTB, CHHTETUYECKHE MPOLIecChl peobia-
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JAI0T HAJl TIpoIIeccaMy pactmaa 0eikoB. [Ipu oTpraTeIsHOM a30THCTOM
OaslaHce KOJIMYECTBO BBIIESIEMOro a30Ta MPEBBIIIACT KOJIMYECTBO ITOCTY-
mBIIero azora. CocrosHue OEIKOBOr0 0OMEHa IIeIOCTHOTO OpraHn3Ma
3aBHCHUT HE TOJIBKO OT KOJIMYECTBA MPUHIMAEMOT0 C TTUIIEH Oenka, HO U OT
Ka4eCTBEHHOTO ero cocraBa. Yem Ompke aMHHOKHCIIOTHBIN COCTaB IIPH-
HMMaeMOr'o MHIIEBOTo Oellka K aMHHOKHCIIOTHOMY COCTaBYy OEJKOB Tela,
TEM BBIIIEC €T0 OMOJIOTHYECKask IEHHOCTh. CTEIeHb YCBOCHHUS TIHIIICBOTO
Oelika 3aBHCHT Taroke OT 3(G(PEKTHMBHOCTH €r0 pacrajia Ioj| BIHSHHEM
¢depmenToB XKKT. B oprarmme uenoBeka cuaTe3upyercs Toiapko 10 m3 20
HEOOXOAUMBIX aMHHOKHUCIIOT, OCTalbHbIe 10 SBISIOTCS HE3aMEHUMBIMH.
Henocrarok B rue oHOM He3aMEHUMOI aMHUHOKHCIIOTHI BEJIET K HETTOM-
HOMY YCBOEHHIO IpyTHX aMHHOKHUCIIOT. benkoBbIe pe3epBbI — JIETKO MO-
OunzyeMble IpH HeOOXOAMMOCTH TKaHEBbIE OEJKH, KOTOpBIE TOCHIE TH -
pomm3a mop AeHCTBHEM TKAaHEBBIX MPOTEHMHA3 CIY)KAT MOCTABIINKAMH
AMHHOKHCIIOT, HEOOXOIMMBIX JUISl CHHTE3a (DepMEHTOB, TOPMOHOB H T. JI.
B kavecTBe pe3epBHBIX OETIKOB pacCMaTPHUBAIOTCS OCIKH TIIa3MBI KPOBH,
TICYCHH, MBIIIIII,

2. Ocobennocmu nepesapusanus 0e1Koas,
IHOONnEenmuoasvl

I'maBHBI MCTOYHHMK OCJIKOB — IMHUIICBBIC MPOIYKTHI JKHBOTHOIO
1 PaCTUTENHHOTO MporcxokaeHns. CyTh Tpoliecca IepeBapuBaHus H-
ILEBBIX OEJIKOB — JIMIINATH OEJIKH MUILIY BUAOBOM M TKAHEBOM CIIEIU-
(UYHOCTH IyTEM MOCIEA0BATENbHOTO JEHCTBHS IPOTEONMTHIECCKHX
(epMEeHTOB U NPHUAATH MPOAYKTAM pachajia CIOCOOHOCTh BCACHIBATHCS
B KPOBBb 4epe3 CTeHKY KHIIeYHHKa. 95—97% 0eKoB MU BCACHIBAIOT-
cs B Buzie cBoOomHbIX aMuHOKHCIOT. B JKKT ocymecTeistercs mosrar-
Hoe (hbepMEHTaTHBHOE M30MPATENIbHOE PACIIETUICHHE METITHIHBIX CBSI3ei
0eKOBOM MOJIEKYJTBI IO KOHEUHBIX MPOIYKTOB THAPOJN3a OEIKOB — CBO-
OOJIHBIX AMUHOKHCIIOT. ['MIpONH3 3aKIIFoYaeTcsi B pa3pbIBE METITUIIHBIX
cs3eit —CO-NH-6enkoBoit Monekyibl. [IpoTenHKiHA3EI 00IaJat0T M-
POKOii crienpUIHOCTBIO. [ Maposa3bl 4acTo Ha3bIBAIOT MENTHIA3aMU:

1) sK30menTHAA3bl, KaTAIU3UPYIONINE pa3pblB KOHIIEBOH IENTH-

JHOW CBSI3U C OCBOOOXXIEHHEM OJHOH KakKOW-IHO0O KOHIIEBOM

AMHUHOKHCIIOTHI;

2) sHIONENTHAA3bl, IPEUMYIIECTBEHHO THAPOIN3UPYIOLIUE Iel-

TU/IHBIE CBSI3M BHYTpPHU NONMANENTHIHOM nenu. [lerncun BeipabaThl-

BaeTCs B KJIETKaX CIM3UCTOM OOOJNOUYKM XKEIyAKa B HEAKTUBHOMN
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¢dopme — B BHJE NENCHHOTCHA, NPEBPAIIAIONIEIOCS B aKTHBHBIHI
TICTICKH TI0J] ISHCTBUEM KHCIIOH Cpeabl XKeldyAouHoro coka. I un-
ponmu3yer B Oenkax MENTHAHBIE CBS3M, 0Opa30BaHHBIE KapOOK-
CHJIBHBIMU TPYIIIaMH apOMaTHYECKUX aMUHOKHUCIOT. M3-3a He-
MPOJOJDKUTEIBHOTO HAXOXICHHS NHIMM B JKEIyIKe OelKu
THIPOJIM3YIOTCS IEIICHHOM B OCHOBHOM JI0 CMECH TIOJIMIIETITHIOB.

3. Ilepesapusanue 6e1K086 6 rHcenyoKe U KuuieyHukKe

[NaHKpeaTH4ecKuil COK MMEET CIA0OMIEIIOYHYIO PEAKIIHIO, CONSPIKHUT
HCAKTHUBHBIC MPEAINICCTBEHHUKHU IIPOTEA3: TPUIICUHOI'CH, XUMOTPHUIICUHO-
reH npokapOokcuienTiaassl A, B u mpoamacrasy. Cnu3ucrast KUIICYHH-
Ka BbIpa0aThIBaeT SHTEPOIENTHIA3Y, KOTOpas IPeBpalliaeT TPUIICHHOTCH
B TpuricuH. TpuricuH obecrieunBaeT ayToKaTaaIu3 U akTHBHUPYET BCE HEAK-
THBHBIC MPE/IIECTBEHHUKH TPOTea3 MaHKPeaTH4eCKoro coka. DHTepo-
TIENTH/a3a BBIACIACTCS B BUJIC TIPE/IIICCTBCHHNKA KHHA30TeHA. AKTHBA-
LUl TPUNICHHOTEHA IPOUCXOJUT MyTEeM OTINEIIeHHs: N-KOHIIEBOTO
reKcarenTuia, akTUBALUsS XUMOTPUIICMHA — IIyTE€M paclICIUICHUS
OJIHOM NENTHIHOW CBSI3U € MOCIEAYIOLIEH MEPECTPOHRKON MOJIEKYJIbI
U GpopMUpOBaHHEM aKTHBHOTO LIEHTpa B Hell. TpUIICHH THApOIN3yeT
B TOJIMIENTHIAX NENTU/IHbIE CBSA3H, 00pa30BaHHbBIC THAPOKCHIbHBI-
MU I'pyniiaMu apruHvuHa U JM3uHa, XUMOTPUIICUH paCIICINIACT NEITHI-
HBIE CBSI3U, 00pa30BaHHbIC KAPOOKCUIBHBIMU IPyINaMu (heHUIATAHUHA,
THpo3uHa U Tpunrodana. [lerncuH ycunuBaer AeicTBHE U MPUBOIAMUT
K Oosee riy0oKOMY pacIIerIeHHI0 OeTKOB. JK30MeNnTHAA3b! (IK30Mell-
THIa3bl) IPUHUMAIOT AaKTUBHOE Y4acTHe B MepeBapHBaHHU OCJIKOB B TOH-
koM kumevnuke. KapOokcumentrmasa A ObicTpo paciemsier C-KoHIie-
BbI€ AMUHOKHUCIIOTHI C ApOMATHYECKUMU WK alTU(aTHUECKUMU OOKOBBIMU
LersIMU; KapOOKcUIienTHaa3a B pmeficTByer Ha MENTHIbBI, HMEIONHE
C-KOHIIEBbIE OCTATKH apTHHUHA U JIM3HHA.

Oracraza — dHIONENTHAA3a, CHHTE3UPYETCS B IOKEITY TOUHOM
Kelnese, MpeBpalieHue npopepMeHTa KaTaTU3UPYIOTCS TPUTICHHOM,
NpEMMYIIECTBEHHO T'UAPOJIN3YCT NENTUAHBIC CBA3U, O6pa3OBaHHI)Ie
AMHHOKHCIIOTAMH C HEOOJBbIIUMHU TUAPOPOOHBIMU paUKaAIAMHU,
B YaCTHOCTH I''TMIIUHOM, aJJTaHUHOM, CCPUHOM. CDepMeHTBI, TUAPOJIN-
3YIOIIHE NEeNTUABI, QYHKIIMOHUPYIOT MPEUMYIICCTBEHHO BHYTPHKIIE-
ToyHO. KOHEUHbII pe3ysbTaT NeHCTBHUS NPOTEONUTHYECKUX (hepMeH-
TOB JKEIyJKa W KUIIEYHUKAa — PACIICIUICHUE MUMICBBIX OCIKOB [0
CBOOOJIHBIX AMHUHOKHUCIIOT.
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JIEKIIUA Ne 4. BecacbiBaHHE NPOJYKTOB
THAPOJIN3a 0eJIKOB
U NPOMEKYTOYHBIN 00MEH AMUHOKHUCJIOT

1. Bcacvieanue npooykmoe zuoponu3a 6e1Koe

KoHeuHbIll pe3ysbTaT AEHCTBUSI NPOTEOIUTHYECKUX (EPMEHTOB
KETyAKa W KUIICYHUKA — PACIIEIVICHNE MPAaKTHYECKH BCEH Macchl
MTUIEBBIX OEJIKOB 10 CBOOOJHBIX AMUHOKHUCIIOT.

BcacwiBanne cBOOOAHBIX aMHUHOKHUCIIOT U3 KHIIEYHUKA IPOUCXO-
IHUT AOCTAaTOYHO OBICTPO — MaKCHMAaJbHBIH IPUPOCT UX COIEpIKa-
HUS B KPOBHU npoucxoaut yepe3 30—50 MuH nocnie npuema B MUMILY
6enka. BcacbiBaHHE TPOMCXOJNT INIaBHBIM 00Pa30M B TOHKOM KHILIEU-
HUKE, 9TO aKTUBHBIH MIPOIIECC ¢ NOTPeOIeHNEM SHEPTHH.

OCHOBHOM MEXaHW3M TPAaHCIIOPTa aMUHOKHCIIOT Yepe3 KIETOUHbIC
MeMOpaHbl — raMMa-TJIy TAMHJIBHBIN LUK C y4acTHEM ILEeCTH pepMeH-
TOB (OIMH U3 HUX MEMOpPaHO-CBS3aHHBIN, OCTAJIbHBIC HAXOAATCS B M-
TO30JI€) ¥ TPUIENTHA TITyTaTHOH (TaMMa-TJTy TAMUIIUCTEUHUIITIIUIHH ).

KiroueBoit gepMeHT mporecca — raMMa-TilyTaMiITpaHcdepasa,
KaTaJM3UPYyIOIIasl IIePeHOC TIIyTaMIJIBHOTO OCTaTrka IyTaTHOHAa Ha
TPAHCIIOPTHPYEMYIO KHCIIOTY:

AMUHOKHUCIOTA +
+ CIY TAMUINUCTEHHWITITHLUH
(rmyTaTuon) —»
—» [y TAMUJIAMHUHOKHKCIIOTA +
+ IUCTEMHUJITJIMIIUH.

CBobOonHass aMMHOKHMCIIOTA, YYacTBYIOIIAs B 3TOW peaknuu, 1o-
CTYIIaeT ¢ HapyXHOH MOBEPXHOCTH KJIETKH, TIIyTaTHOH HAXOJUTCS
BHyTpH. Ilocrme peakmuu TIyTaMHIJIAMHHOKHCIOTA OKa3bIBAeTCS
B KJICTKE BMECTE C IUCTCHHUITINIIHHOM.

Hanee 3Ta KkuciaoTa pacmernisiercs GepMeHTOM IHUTO30I TIyTa-
MHJIaMHHOTpaHcdepa3oi:

I'myTaMunaMMHOKMCIOTa —»aMHHOKHUCIIOTA
+ 5-okconponuH.
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ORHOBPEMEHHO MPOUCXOAUT THAPOJIN3 LUCTCHHUITINIMHA Ha
LUCTEUH U IMHLIUH. B uTore Moiexyjaa aMMHOKHCIIOTHI OKa3bIBaeT-
cs B uro3oiie. [loctyminenue 3aeprun, HeOOXOAUMOM IS TIEpEHO-
ca, o0ecreuynBaeTca 3a CUeT I'MJPOJIU3a JBYX NENTHIHBIX CBS3CH
B INIyTaTUOHE HA IEPBOM U BTOPOM CTaAMM Ipoliecca.

IlepeHoc oxHOM MOJIEKYJIBI COINPOBOXKAAETCA IOTpeOIeHHEM
OJTHOW MOJIEKYJIBI TIyTaTHOHA. J{JIs1 MpoXoJDKEeHNs TTpoliecca Ty Ta-
THOH PETCHEPUPYET B XOA€ TPEX IOCIECI0BATEIBHBIX IIPEBPALLCHUM:

5-OKCONPOJINH —> TIIyTaMaT —»

—> [JIyTaMUIIUCTCHH —>
— > TIYTaMUIITACTEHWI-TJIMITHH (TJIyTaTHUOH).

[lepByro peakIyio KaTaan3upyeT OKCOIPOInHa3a, BTOPYIO — IIyTa-
MHJIIMCTENHCHHTETa3a, TPEThI0O — TIIyTaTHOH-CHHTETa3a. B peakimu
HCTONb3yoTcad Tpu Mojekynsl AT®. BcackiBaeMble aMHHOKHCIIOTEHI
MOTIAJaf0T B MOPTAIBHBIN KPOBOTOK, IEYEHB, 00IMi KpoBOTOK. Oco-
00 MHTEHCHUBHO MOTJIOUIAIOT AMHHOKHCIIOTHI T1€4Y€Hb M TI0YKH, @ MO3T
n30MpaTenbHO OBICTPO — METHOHWH, IMCTHIVH, TJIUINH, apTUHWH,
TIIyTaMKH, THPO3UH. MUKpogIiopa KHIIEYHHKaA pacroiaraeT Habopom
(hepMEHTHBIX CHCTEM, KaTATN3UPYIOIINX PA3HOOOPa3HBIE MPEBPAILICHUS
TNIMIIIEBBIX aMHHOKHCIIOT, HE CBOWCTBEHHBIX OpraHU3My 4erioBeKa, OJaro-
Jiapsi 4eMy CO3JIal0TCs ONTUMANIbHbIE YCIIOBHS I 00pa30BaHMs SI0BH-
TBIX NPOYKTOB paclaga aMHHOKHCIOT — (eHoJa, HHI0JA, Kpe3oa,
CKaToJIa, CepOBOAOPOAa, METHIIMEPKAITaHA.

Bce o111 npeBpartieHnst aMHHOKUCIIOT Ha3bIBAtOTCS THUEHNEM. Pacian
Cepocoziep)KaliiX aMUHOKUCIIOT (aMHHOKHCIIOTIMCTEHHA, METHOHHMHA)
TIPUBOJMT K 00pa30BaHMIO CEPOBOJOPO/IA, METHIIMEPKaNTaHa. JJnaMuno-
KUCJIOTHI (OPHUTHH, JIN3HH) ITOABEPratoTcs AeKapOOKCHUITMPOBAHHUIO C 00-
pa3oBaHMEM aMHHOB, COOTBETCTBEHHO ITyTPECLMHA M KaJaBEepHHA.
W3 apomMaTryeckux aMUHOKUCIIOT — (DeHUIANaHNHA, THPO3UHA, TPHIITO-
(bana mpu OaKTEPUATEHOM JEKapOOKCHITMPOBAHUN 00pa3yIOTCs aMHHBL:
(eHIWIITUIIAMHIH, THPaMUH, TpUNTaMHH. MUKpOOHBIE (DEpMEHTHI KH-
[IEYHUKA Pa3pyIIaloT OOKOBBIE LENH IUKINIECKIX aMUHOKHCIIOT, TH-
po3uHa 1 Tpunrodana ¢ 00pa3oBaHUEM SIOBUTHIX MTPOILYKTOB OOMEHa,
COOTBETCTBEHHO Kpe3oJia M (heHOIIa, CKaToIa, HHII0MA.

ITocne BcachIBaHUS 3TU NMPOLYKTHl Yepe3 BOPOTHYIO BEHY IIO-
MaJafoT B NI€YCHb, I1€ NOBEPraloTcsi 00€3BpEKUBAHUIO ITyTEM XHU-
MHMYECKOTO CBA3BIBAHUS C CEPHOM WM TJIIOYPOHOBOM KHCIOTOMH
¢ 00pa3oBaHMEM HETOKCHYHBIX KHCIIOT.
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2. IIpomesrcymounulii 06MeH AMUHOKUCTIOM

PacmiernieHne aMUHOKHCIIOT, HE MCIIONB3YIONIMXCSl B Ipolecce
OmocuHTe3a, Ne3aMHHHPOBAHUE, TPAHCAMHHHPOBAHUE, JEKapOOK-
CHIINPOBAHHUE.

JlesaMMHMpPOBaHUE, WIN OTIIEIUICHUE, aMUHOTPYIIIBI KaTalu3HU-
pyercsi OKcHJa3aMd aMHUHOKHCIOT, 3TH (PEPMEHTHl KaTaJIU3UPYIOT
JI€3aMHHHPOBAHNE, COPOBOXK/IAIOIIEECS OKACICHNEM (OKHCIUTENb-
HOE JIe3aMUHHUPOBAHHUE).

AMHUHOKHUCIJIOTd —— HMHWHOKHUCIIOTA —>

— > KeTOH —> ammuak (NH3).
AMI/IHOOKCI/I,HaSI)I CHeHHq)PI‘-IHI:I 1 MaJIOAKTHBHBI, eI[PIHCTBeHHbIﬁ
BLICOKO&KTI/IBHLIﬁ (bepMGHT — FHyTaMaTHCFHHpOFGHa3a, HII/IpOKO
MpEeACTaBIICHHAsA B IEUYCHW W MO3Te, KaTaJu3upyeT NpeBpalleHue
FHyTaMHHOBOﬁ KHUCJIOTEI B (Z-KeTOFJ’IyTapOByIO.

HOOC-CH,—CH,~CH-COOH ——>
—> HOOC-CH,—CH,—CO—-COOH + NH;

NH;

[TepeamuHrpoBaHNE AMUHOKUCIOT — PEAKIIHSI, B KOTOPOH Mpouc-
XOIUT OOMEH aMHHOTPYIIIEI Ha KETOTPYIILY MEXIY aMHHOKHCIOTOM
M KETOKHUCJIOTOM.

Tak, rmyTaMuHOBast KUCJIO0TAa, B3aUMOJEUCTBYSI C MUPOBUHOTPAI-
HOHM 0e3 MPOMEKYTOUYHOIro 00pa30BaHMs aMMHaKa, MPEBPAIIacTCs
B (-KETOTJIYyTapOBYIO, a MMPOBUHOTPAHAS — B aJaHUH.

COOH COOH

| COOH C|O COOH

CH=NH, | | + CH—NH,

| +CO =y, |

CH, | CH.

| O cn |

COOH i
COOH

DepMeHTHI, KaTaTU3UPYIOLIUE 3Ty PEAKIHMIO, COJIEPKATCS B MBbIIII-
[ax, MO3re, Cepille, MeYeHH, OHU CIeIU()UIHBL, TJIaBHBIC U3 HUX —
IyTaMmaT-mupyBaTTpaHcaMyUHa3a M acrhapTaT-MupyBaTTpaHCAMHUHA3a.
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KodepmenT Tpancammaas — NpPOW3BOAHOE HHPHIOKCATS (BUTaMH-
Ha B,) — nmupupokcanbpocdar, KoTophIii, B3aMMOJENHCTBYS B COCTaBE
TpaHCaMHHAa3bl C aMUHOKHCIIOTON, IPHHUMAET Ha ce0s1 aMUHOTPYTIITY.
3areM OH MpeBpallaeTcs: B mupuaokcaMuH(ocdat, KOTOpbIi nepenaer
aMHHOTPYTIITY (-KETOKHUCIIOTE, IpeBpalias ¢ B aMHHOKHCIIOTY H BOC-
CTaHaBJIMBasCh B Buae mupuaokcanbgocdara. [IpopearmpoBasiiast
AMHUHOKHCIIOTA, TEPsIsl aMHHOTPYIIITY, TIEPEXOIUT B KETOKUCIIOTY. MMe-
10T 3HaUCHHE JBE PEaKLUH ITepeaMUHUPOBAHUSA:

1) ammHOKHCIIOTa + (Z-KETOTIIyTapOBasi KUCIOTa — (-KETOKHCIIO-

Ta + TIIyTaMUHOBAA KHUCJIOTA, KOTOpasd aKTUBHO BOBJICKACTCA B JI€-

3aMUHHPOBAHHUE C IPE0OpPa30BaHUEM B KETOTIIyTAPOBYIO KUCIIOTY,

1 BBICBOOOXKIIa€TCA aMMHUAK;

2) aMHMHOKHCIIOTa + II[aBeJIeBO-yKCYCHas! KHCIIOTa — ({-KETOKHCIIO-

Ta + acmaparuHoBas KHCIIOTa, KoTopas. Kak u aMMHak, y4acTByeT

B 00pa30BaHUM MOYEBHUHBI.

Kerokucnotsl, oOpa3syromnmecst Ipu MepeaMHHUPOBAHIH, B 3aBHU-
CUMOCTU OT CTPYKTYpHl, CIyXaT MHpeIlIeCTBEHHUKAMH TIJIIOKO3BI
Y TJIMKOTCHA WJIM KETOHOBBIX Tell. B pe3ynbpraTe mepeaMHHNPOBAHUS
W3 aMHHOKHCIIOT 00pa3yloTcs KETOKHCIOTHl — YIJIEPOAHBIE CKENIETHI
aMHHOKHCIIOT, KOTOPBIE BOBJIEKAIOTCA B IMKI TPHUKAPOOHOBBIX KH-
CJIOT: aJlaHWH, TJIMIWH, JEUIWH, CEpUH, TPEOHWH, JIN3WH, TPHIITO-
(an — uepes anermwin-KoA; ¢peHnnananuH U THPO3HH — dYepe3 are-
Tin-KoA HemocpenacTBeHHO B (ymapaT; aprHMHUH, THUCTHIIUH,
TIIyTaMUH, TIyTaMUHOBAs KUCIIOTA, IPOJIMH — B 2-OKCOTJIyTapar; ac-
MaparvH M acraparuHoBas KUCJIOTa — B OKCaloalleTaT; BaluH U Me-
THOHUH — B CYKITMHOMI-KOA.

Pacmermsasics B LITK 10 yriieKucioTsl U BOJIbI, aMUHOKHCIIOTHI
BBICBOOOXKJIAIOT CTOJIBKO K€ SHEPTHH, CKOJIBKO TItoko3a. [Ipn uH-
TEHCHBHOM pacma/ie aMHHOKHUCIIOT 32 CYET YCHIIEHHOTO 00pa30BaHus
anetuin-KoA yckopsercst CHHTE3 KETOHOBBIX Tell B neyeHu. [Ipome-
JKYTOYHBIN MPOIYKT paciaja aMUHOKUCIOTHBIX pauKaioB (oKcalo-
areTaT) MOXKET HCIIOJIb30BaThCs B IpOIecce TIIIOKOHEOTeHe3a.

JexapOoKkcuIpoBaHNe aMUHOKHCIIOT — PEaKmus, KaTaTu3upye-
Mas IeKapOOKCHIa3aMu:

R— CH—COOH R—CH,—-NH, + CO,
nexapOoxcunasza aMHH
NH,
AMHWHOKHCJIOTa
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3. Amunuwi

AMHHBI (TIPOJYKTHI JIeKapOOKCHIIMPOBaHUs) 003 aloT BHICO-
KOU OHMONIOTHYECKON aKTUBHOCTBIO, K ATOU TPYIINEe COSTUHEHUH OT-
HOCSTCSI MHOTHE MEIUATOPHI.

I'amma-aMuHOMAcC/AsIHasi KHCJI0TA 00pa3yeTcs B pe3yJibTaTe Jie-
KapOOKCHJINPOBAaHHS TJIyTAMHUHOBOW KHCJIOTBI, KaTalU3UPYyEeMOM
riryTamataekapookcrnasoi, kodepmeHT KoTopou (Pochommpumaok-
callb) B OCHOBHOM 00pa3yeTcs B TKaHU TOJIOBHOTO Mo3ra. OHa siBisi-
€Tcs TOPMO3HBIM MEAMAaTOpPOM B HepBHOW cucteMe. OHa BBI3BIBACT
NEpexXo ] HOHOB XJIOpa B MOCTCUHAIITUYCCKYIO MeM6paHy, 4qTO BJIC-
YeT THIEPIOIIPU3aNNI0 TOCTCHHANTHYECKOH MeMOpPaHbl, M CUT'HAJ
0T BO30Y KIAIOIETO HEpBa HE JOCTUTAET IOPOrOBOIO YPOBHS.

YcTpaHseTcs raMMa-aMHHOMACIsTHasE KMCIIOTa B PEakIUK Iepe-
aMHHHPOBAHUS C (-KETOTIYTapaToM, 4TO BeJIeT K 0Opa30BaHMIO
cykiuHaTa, Bkitoyaronierocs B LITK.

I'mctaMMH — TPOXYKT A€KapOOKCHIMPOBAHUS THCTHAMHA, Ka-
TaJIU3UPYyEMOTO crienupuIecKkoil nekapOoKcHiIazoil, KoTopas pacr-
pocTpaHEHa B TYy4YHBIX KJIETKaX, yCTPAHSETCSA TMCTaMHUH AMAMUHO-
OKCHJIa30H, MpeBpaIalollei ero B aapJeru] 1 aMMHaK.

B Ty4HBIX KJIETKaxX TUCTAMHH CBsI3aH ¢ OSJIKaMH, BEICBOOOXK/1AeT-
Csl TMOJ JACUCTBUEM JHOEpaTopoB. B ciu3uCTON KedyaKa THCTaMUH
aKTHBHPYET CEKPEIIHIO MENICHHOTEHA U COJITHOM KHCIJIOTHI, B OOJIBIINX
KOJIMYECTBAaX BBICBOOOXKIAETCS U3 JIEMO MPH IIOKE, B 30HE BOCIale-
HUSL. DTO CHIILHBIM COCYJOPACIINPSIONINN areHT, MEHaTop ajjiepru-
YECKUX peakiui.

CeportonuH (5-okcutpunramuH) odpasyercst U3 TpUITodaHa B pe-
3yJbTaTe €ro TUAPOKCHIMPOBAHUS TPUNTO(DaH-5-MOHOOKCHI'€HA30H
(KoakTOp — TETParuPONTEPUINH) B 5-OKCUTPHUIITO(AH C ITOCIIETYIO-
MM JEKapOOKCHIMPOBAHNEM TIOJ JEHCTBUEM S5-OKCHTPHITO(AH-Ie-
kapOokcunassl. O0pasyercs NpeUMyIECTBEHHO HEHPOHAMH THIIOTaja-
Myca 1 cTBoja Mo3ra. OyHKIMOHHUPYET KaK MEIHNaTOp 3TUX HEHPOHOB,
AKCOHBI KOTOPBIX 3aKaHYMBAIOTCA Ha HeﬁpOHaX MHOTI'UX JIpyrux otae-
JIOB TOJIOBHOTO ¥ CHMHHOTO MO3T4, Ha MPOBOIIMX MyTAX. OHU HMEIOT
OTHOILIEHUE K TIPOIeccaM CHa M CEHCOPHOro BocmpusaTus. CepoTOHUH
B3aMMOJICHCTBYET C Q-pelenToOpaMH Ipe- W ITOCTCHHANTHYECKOMH
memOpan. Ero aHTaroHUCT Ha ypOBHE TMOCTCHHANTHYECON
MeMOpaHBbl — JUITHIAMH]] JTU3EPTUHOBOM KUCIOTHI — CHIIBHBIM Tall-
monuHOreH. CepoTOHNH — CHIIBHBIA COCYAOCYKHMBAIOLIHI areHT, 1o-
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BBIIIAET CBEPTHIBAHKE KPOBH. Y CTPAHSIETCS IO AEHCTBHEM MOHOAMHUHO-
OKCHZIa3bl: IPOMCXOIUT OKHCIICHUE 0 aJIbJETHIa U Jlajiee 10 OKCHUHH-
JIOJTYKCYCHOM KHUCIIOTBI.

Hodamun (3,4-nuokcueHWIATHIAMIH) — IPOU3BOJTHOE THPO3H-
Ha. [log neficTBreM THPO3HMHA3BI THPO3HH THAPOKCIIHPYETCS B IIOJI0-
xenun C-3, npespamasich B 3,4-nuokcudenmnananut (JJODA). On
JeKapOOKCHINpyeTes AeKapOOKCHIIa30ii apoMaTHIECKUX aMUHOKHC-
JIOT, IPeBpallasch B 10paMHH — MEIHaTop MHIMOUPYIOIIEero THIa
OJTHOTO M3 KPYIHBIX MPOBOSIINX ITyTeH (Texa HeiipoHOB, 00pa3yto-
HIMX 3TH MYTH, HAXOAATCS B YEPHOU CyOCTaHIIMU BEPXHEro OT/eja
CTBOJIa MO3T'a, @ aKCOHBI 00Pa3yIOT I'yCTYIO CETh B [TOJIOCATOM TelIe).

Hodhamun — Takxe MeAHATOp HEWPOHOB, aKCOHBI KOTOPBIX 3a-
KaHYMBAIOTCS B JIMMOWYECKUX CTPYKTypax MEpeHero Mo3ra M 30-
HaX, KOHTPOJIMPYIOIINX BBICBOOOXKIEHHE HEKOTOPBIX TUIIOTATAMHU-
YeCKMX TOpMOHOB. [lopaMHUH — mpejecTBEHHUK MeJaHWHa,
HOpaJpeHallnHa, aJ[peHaInHA.

Taypun — amuH, 00pa3yronuiics U3 UCTENHA, Y4acTBYET B 00-
pa30BaHMU KOHBIOTHPOBAHHBIX JKETYHBIX KHCIIOT, BO3MOKHO, BBI-
HOJHSIET MEIMATOPHYIO (PYHKIIMIO HA YPOBHE CHHAIICOB.

Hopanpenaiaun obpasyeTcst u3 podaMuHa MO JEHCTBHEM J0-
(baMuH-3-MOHOOKCUI€HA3bI, KAaTAIU3UPYIOUIEH THIPOKCHIMPOBA-
HHE (-yrIepogHoro aroMa OOKOBOH Iemu (B peaklUH Y4acTBYIOT
acKOpOWHOBAasI KHCJIOTa M MOJIEKYJISpHBIA kuciopon). Hopaapena-
JIMH BBITTOJIHSAET POJIb MEIUATOPa B MOCTTaHTIIMOHAPHBIX BOJOKHAX
CHUMITATUYECKON HEPBHOI CHCTEMBI, YTO MPHUBOIUT K HAKOIJICHHIO
UAM® un akTUBanMK KHUHA3bl, KaTanusupymoulei ¢ocoprimposa-
Hue OenKa B MOCTCHHANTHYECKON TKaHU, M3MEHSS aKTUBHOCTH
(depMeHTOB.

AApeHAIMH — TIPOXYKT N-METHIUPOBAHMS HOpaJpeHaINHA
¢denmmTanOHaMuH-N-MeTHATpaHCHEpas3oil.

Kak n HOpazpeHanuH, aApeHAINH aKTUBHUPYET aJCHUIATIIHKIIA-
3y, 3aIlycKasl pacIieIlIeHHue TJIMKOTeHa U JINIOJH3.

TpancMmeTniapoBaHne — IEPEHOC OJHOYIIIEPOAHOTO (pparMeH-
ta (-CH,).

lonerxuas CH,-rpynma MeTHOHHHA, JOHOPOM KOTOPOH CIry-
JKUT TPOU3BOJHOE METHOHHMHA (S-aJleHO3MIMETHOHHH, 00pa3yro-
muiics n3 MmetrnoHnHA U AT®), KOTOPBIN y9acTBYeT B METHIINPOBa-
HUU psiga cyOcTpaToB, oOecrneuMBaeT CUHTE3 OUOIOTHYECKH
AKTUBHBIX COCIMHEHUH.
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JIEKIIUA Ne 5. O0e3Bpe:xuBaHNe aMMHAKA
B OpPraHu3Mme,

cnenupuyeckne MyTu 00MeHa aMUHOKHUCJIOT,
MATOJIOTHA A30THCTOr0 00OMeHa

1. Obe3zeperrcusanue ammuarka 6 opzanusme

OO0e3BpexxMBaHNE aMMHaKa B OpraHu3Me, 00pa3yroIierocs
IIpU A€3aMUHUPOBAHUU aMHUHOKHUCIOT (TJIaBHBIM 00pa3oM riyTa-
MHHOBOW), B MEHbIIIEH CTENEHH NPH J1€3aMUHUPOBAHNUHU ITYPHUHO-
BBIX OCHOBAaHHUH, OMOIE€HHBIX aMHHOB, aMHJ0B aMHHOKHUCIOT,
pacrnaje MUPUMUINHOBBIX OCHOBaHUH, IPOUCXOINUT CIIEIYIONUM
MyTeM:

1) BOCCTaHOBUTENbHOE AMHUHHPOBAHHWE MPOUCXOJUT B MAJIOM

o0peMe aMMmaka, HO o0ecmeuymBaeT OOpa3oBaHUE TIYTAMHHO-

BOM KHUCJIOTHI;

2) oOpa3oBaHUE aMHIOB aCTIAPATHHOBOHN W TIIyTAaMHUHOBOW KHC-

JoT (acmaparuHa M TIyTaMHUHA) MPOTEKAeT MPEUMYIIECTBEHHO

B HEPBHOW TKaHM, KaTAJIM3aTOPAMH SBIAIOTCS acHaparMHAaTCHHTE-

Taza U INIYTaMUHCUHTETA3a,

3) oOpa3oBaHWe aMMOHHWHEIX COJEH MPOUCXOIUT B IMOYCUHOM

TKaHH, KyJa aMMHaK JOCTaBJIACTCA B BUJAC aMUIO0B acriaparuHo-

BOM M INIyTaMHHOBOM KHUCIOT.

AMHIBI THAPOIU3YIOTCS TIIyTaMHHA30M M acmaparmHas3oi, o0-

pasys acmaprat, IilyTamaT ¥ aMMHUaK, KOTOPBIH HeHTpalin3yer-

cs ¢ oOpa3oBaHUEM COJICH aMMOHHS (OHH YAAISIOTCS C MOYOH);

4) cuHTe3 MOYEBHHBI — OCHOBHOW IyTh 00E3BpEKHBAHHS

" YJaJICHUA aMHUaK — OCYILICCTBJIACTCA B IICUCHU. HauvanpHas

CTaJusl CHHTE3a MOYCBUHBI — CHHTE3 Kapbamomi-docpara, Ko-

TOPBIN, B3aUMOZEHCTBYS C OPHUTHHOM, 00pa3yeT HUTpysIuH. Ja-

Jiee MUTPYJINH B3aNMOJICHCTBYET C acmapaTaToMm, o0pasys apru-

HuHCcykuuHaTt. [locmennuii pacmenisercs Ha ¢dymapar

U apTUHUH.

ApruHUH 10J NefiCTBHEM aprHHAa3bl PaclIeIUIeTCs] THIPOIUTH-
YCCKH Ha MOYCBHUHY U aprUHHH.
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CyMmMapHas peakiusi CHHTe3a MOYEBUHBI:
CO,; + NH;+ 3AT® + 2H,0+acnaprtatr —
—>MoueBuHa + 2AJI® + AM® + dymapar +
+ 20u+OdDH

CuHTE3 MOYEBHHBI IPOUCXOIUT B MIEYEHH, ITO IUKINIECKUH Mpo-
necc (OpHUTHHOBBIH LIMKIT), B KOTOPBII BOBJIEKAIOTCSA | MOJIEKya aM-
MHaka U | — acrnaparHOBO#l KHCJIOTHI, @ BEICBOOOKAAETCS 10 1 Mo-
JeKylie MOYEeBUHEI, (hyMapara 1 OpHUTHHA.

2. Cneyugpuueckue nymu o6mena amMuHoOKUcIOm

CymiecTBYIOT CIIEIYIOIINE yTH 00MEHa aMHHOKHCIIOT:

1) obmeH rmumnmHa U cepruHa. | THIIMH — €AMHCTBEHHAs U3 aMUHO-
KHCIIOT, B MOJIEKYJIE KOTOPOH OTCYTCTBYET acCHMMETPHYHBIN
aToM yriiepona. [ TuIuH uUrpaeT He3aMEeHHMYIO POk B oOpaszo-
BaHUM OEJIKOB, IIYPHHOBBIX HYKJIECOTHIOB, F€eMOIJIO0ONHA, JKed-
HBIX KHCJIOT, KpeaTnHa, rayTatnoHa. OCHOBHBIM IIyTeM KaTabo-
JM3Ma TIUIMHA B )KHUBOTHBIX TKaHAX CUMTAETCS pachaj ero Ipu
Y9aCTHH MHTOXOHIPATBbHON TIHUIUHPACIIEIUIAIONEH (pepMeHT-
HOU cuctemMoil. buonornyeckuil CMbICI peakUUU 3aKJIH0YaeTcs
B 00pa30BaHNM aKTUBHOTO OJIHOYTJICPOAHOTO (pparmMeHTa, Wc-
MMOJIB3yEMOI'0 B YHHUKAJIBHBIX PE€aKIUAX CUHTEC3a METUOHUHA, ITY-
PUHOBBIX HYK/I€OTH10B. CeprH UTpaeT BAXHYIO POJib B OMOCHH-
Te3¢ CIOXKHBIX OenkoB — (GochonmpoTenHOB, a TaKke
¢dochormunepunos. CepuH JIETKO MpeBpaIiaeTcs B MUPYyBaT M0
JIEHCTBUEM CEPUHACTUAPOTCHA3HI;

2) oOMeH cepocoiepKalIuX aMUHOKHCIIOT (METHOHHUHA, IUCTEH-
Ha, NUCTHHA). L{MCcTenH ABISIETCS COCTABHOM YacThIO TPHUIICITH-
Ja rayratuoHa. OHOM U3 TIaBHBIX QYHKIMN [NIyTaTHOHA SIBIISI-
eTcsi coxpaHeHHEe (EPMEHTOB, COAEPXKAIIMXCA B AKTHBHOM
neHtpe SH-rpymnmsl B akTHBHON BOCCTaHOBJIEHHOH opme. Okuc-
JICHHBIN TITyTaTHOH MOXET BHOBH BOCCTAHABIIMBATHCS TIOJ JEH-
CTBHEM IIIyTaTHOHPEAYKTasbl, ucnons3ys HAJIOH,. T'nyraTuon
MOJKET OKa3bIBaTh HHTMOMpYIOIee AeCTBUE Ha HEKOTOphIE Oel-
KH: M3BECTHA PEaKIis WHAKTUBAIIMHM WHCYJIHWHA MOJ JeHCTBHEM
TJIyTaTHOHWHCYJIMHTPAHCTUAPOTEeHas3bl, B KoTopoi SH-rmyra-
THOH SIBJISIETCSI JOHOPOM BOJIOPOJHBIX aTOMOB, Pa3pbIBAIOLINX
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JUCYNb()UIHBIE CBA3M MEXKIY ABYMsI TOJIUNENTHAHBIMU LEMSAMHI
MOJIEKYJIBI HHCYIHHA. [I0CKOJIBKY B mporecce karaboim3ma ce-
pa METHOHHMHA B TKaHAX B OCHOBHOM IIE€PEXOJHUT B CEPY LIUCTECH-
Ha, a B3aMMOIIPEBPAIIEHUE IUCTHHA B IIUCTEHH JIETKO OCYIIECTB-
nsercs, npobiemMa OKHCIEHHS Cephl BCEX aAMUHOKHCIOT
MIPaKTHYECKU CBOJIUTCS K OKUCIICHHUIO IMCTEWHA. | TaBHBIM IIy-
TEM OKa3aJICsl OKMCIUTEIbHBIN, BKIIOUAIOMINN B ce0s1 OKHCICHNE
LUCTENHA B IUCTEMHCYIb(GHUHOBYIO KHCIOTY. TpaHcaMuHUpOBa-
HUE MOCIEeHEH C @-KEeTOrIyTapaToM MPUBOJUT K 00pa3oBaHUIO
nupyBata H cyinbura; cyab(UT 3aTeM OBICTPO OKHCISIETCS
1 BBIBOAMTCS C MOYOI;

3) oOmeH (eHmnanaHuHa U TUpo3uHa. DeHUITATaHUH — HE3aMe-
HUMasi aMUHOKHUCIIOTa, HO TTOJTHOCTHIO 3aMEHUM P JJOCTATOYHOM
MIOCTYIUIEHUH C NuIied (peHunasannHa. 9T0 IPOUCXOIUT 3a CUET
TOT0, YTO OCHOBHOH IyTh MpeBpalicHus (heHMIalaHiHa HauuHa-
€TCs C €r0 OKHCICHUS (TMAPOKCUINPOBAHMSA) B THPO3UH IIPH Ka-
Tanuse crnenuduieckor QeHuanaHnH-4-MOHOOKCUT'€HA30M, 3a-
TeM THPO3MH B TMPOIECCE IOCIEI0BATEIbHBIX peaKkInui
rpeBpanaercsi B yMapoByIO U alleTOYKCYCHYIO KHCIOTHI;

4) oOmeH TpurTodaHa, SBISIOMIETOC] HE3aMEHUMOW aMUHOKHC-
sotoit. OCHOBHO# IyTh 0OMeHa TpunTodaHa NPUBOAUT K CUHTE-
3y HAJl, ymenbiras moTpeOHOCTh opraHu3Ma B BuTamuHe PP.
UYepes psaa MpOMEXYTOUHBIX MPOAYKTOB TPUNTO(AH MpeBparia-
€TCsl B XMHOJIMHOBYIO KHCJIOTY, T. €. B HETIOCPEACTBEHHBIN Ipe-
LIECTBEHHUK PUOOHYKJIEOTHIa HUKOTUHOBOW KHCIIOTHI;

5) oOmen muKapOOHOBBIX KHCIIOT. CHCTEMa TMKapOOHOBBIX aMUHO-
KHCJIOT, K KOTOPOH OTHOCAT TAaKXXE COOTBETCTBYIOIIUE (/-KETOKHC-
JIOTHI, CBsI3aHa HE TOJBKO C a30THCTHIM METa0O0JIM3MOM, HO U 00-
MEHOM JHUIHAOB M YIIEBOAOB. AcHaparuHoBasi KHCJIOTa
MIPUHUMAET y4yacThe B OPHUTHHOBOM IIMKJIE MOYEBHHOOOpa3oBa-
HUS, PEaKIUH TPAHCAMHUHHPOBAHUS, OMOCHHTE3E YIJICBOAOB (TJH-
KOT€HHOM aMHHOKHCIIOTHI), ITyPUHOBBIX U MUPUMHIMHOBBIX HYK-
JICOTHJIOB. [JlyTaMHHOBasE KHCIIOTA, SBISIOIIASCS TIMKOTCHHON
U 3aMCHUMOU aMHHOKHCHOTOﬁ, BKJIIOYACTCA B CUHTE3 I'IyTaTHOHA
u riyramuHa. [IoMrMo y49acTus B TpaHCTIOpTE aMMHUAKa U PeryJis-
IUH KUCJIIOTHO-OCHOBHOT'O PABHOBECH, IJIyTaMHUH ABJIACTCA HE3a-
MEHHMMBIM HMCTOYHHKOM a30Ta B CHHTE3€ ITypPHHOBBIX W MHPHMH-
JUHOBBIX HYKJIEOTHIOB, aMHMHOCaXxapoB, O00E3BpEXKHBAHUU
(CHMITYKCYCHON KHCIIOTHI, CHHTE3¢ BUTaMHUHA (DOJTMEBOI KHCIIO-
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Thl. ['JlyTaMyH M acnaparuH NOJBEPraroOTCsl COYETaAHHOMY TpaHca-
MUHHPOBAHUIO U JIC3AMHHUPOBAHUIO IO/ BIMSHUEM CIiCIuduyc-
CKMX TpaHCAaMHHA3 aMHUIOB M Hecrennuaecko aMmuaassl. [ryra-
MHHOBAasl KHCJIOTA SBJISICTCS OJHHM H3 HEMHOI'MX COCIMHCHUMN
B JIOTIOJTHEHHE K TIIFOKO3€, KOTOPBIE CIIY’KaT DQHEPreTUYECKUM Mate-
pranoM s TKaHU Mo3ra: o-KeTokucinoTa + L-acnaparun = L amu-
HOKHCJIOTa + (-KE€TOCYKHAaMoOBas KHCJIOTa; (-KETOCYKIIMHA-
MOBas KMCJIOTa —> OKcajoalerar + aMMuaKk.

3. Illamonozua azomucmozo oomena

BpoxaeHHbIe HapylleHHS OOMEHa aMHHOKHCIOT COIPOBOXKAa-
I0TCA TOKCHYECKMM AEHCTBHEM aMHHOKHCIOT M UX METabOJIHMTOB
BCJICJICTBUE BBICOKOW YYBCTBHTEILHOCTH HEPBHOW TKaHU K aucOa-
JaHCY aMHHOKHCIIOT.

Bpo:xaeHHble HApYIIeHHS 00MeHA AMMHOKHCJIOT:

1) TUIepaMUHOALMIEMIH, COPOBOKAAIONINECS aMHHOALUILYPHU-

eil, 00yciioBieHbI 1eheKTOM (PEPMEHTOB B OOMEHE aMUHOKHUCIIOT:

(EeHUITKETOHYPUS, IPOIUHEMHES, LUTPYJUIMHEMUS, OOJIC3Hb «KIIe-

HOBOT'O CHPOIIa», TUCTHIHHEMHUSI, TU3HHEMHUSI, METHOHHHEMHS;

2) HacleACTBEHHbIC HAPYIICHHUS TPAHCIOPTa aMHHOKHUCIIOT, BBI3-

BAaHHBIC YTHETCHUCM KaHaﬂbHeBOﬁ TpaHCHOpTHOfI CHCTCMBI,

3) BTOpHYHBIC aMHHOALUAYPUH, OOYCIOBJICHHBIC IeHCTBHEM

Ppa3InYHBIX (l)aKTOpOB Ha CUCTEMY IMMOYCYHOI'O TPAHCTIOPTA aMHUHO-

KHCJIOT, COIIPOBOXKJAIOT TOYEYHBIE M BHENOYEUHBIE 3a0oJieBa-

HUS, BeAyIUe K HapyIICHUIO CHHTe3a MM aKTUBHOCTU (hepMeH-

TOB OenKoBOro oOMeHa (HEKpO3 IEYEHH, TSKENIble OXOTH,

TUTIOBUTAMHUHO3bI).

®ennakeTonypus (HeHWIMTUPOBUHOTPATHAS OTUTOPPEHUS) —
HapymieHue oOMeHa QeHmIagaHnHa, KOTOPEIi P 3ToM nedexTe He
BOBJICKAETCSl B OKUCIIUTEIBHO-BOCCTAHOBUTEIBHBIN pacma, Hakar-
JMBAETCS B BRICOKMX KOHLICHTPALHUSX.

Tupo3nHeMust — pe3ysbTaT HapyIICHHUs NTPEBPALIEHHs P-THIPO-
OKCHIIHPYBaTa B TOMOT'€HTH3HPOBAaHHYIO KHCJIOTY, B KPOBU HaKaIl-
JIMBACTCA TUPO3UH U METHUOHUH.

AJKaNTOHYPHUS — Pe3yJIbTAaT HAPYLICHHBIX IPEBPAILICHUI TOMO-
TeHTU3UPOBAHHOM KUCIOTHI, IPOAYKTHl OKHCIEHUS KOTOPOH HaKar-
JHMBAIOTCSI B ME3CHXMMAIIbHBIX TKAHAX, MOYa IPU 3TOM OKpaIluBa-
€TCs B YEPHBIH LIBET.
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HucTunypus — yCrieHHOE BBIZe/ICHUE [UCTHHA C MOYOMH, 00yc-
JIOBJICHHOE HapyIIEHHUEM ero o0paTHOro BcackiBaHuA. L{ucTun mio-
X0 pacTBOPHUM, IIO3TOMY HOSABIEHHE €T0 B MOYE BEJET K 00pa3oBa-
HUIO KaMHeH.

IlncTHHO3 MMEeT B OCHOBE AC(PEKT CHCTEMBI OKUCICHUS IIUCTH-
Ha B TKaHAX, Ne(peKT pe30pOUnu aMHHOKUCIOT U (GocdaToB B IO-
YEYHBIX KaHANIbIAX.

T'oMonMCTHHYPHUS €CTh NMPOSBICHUE HAPYIICHUS METa00IM3Ma
METHOHHHA.

I'nmuounypus oOyciosneHa neduuuroM (epMeHTOB, odecredu-
BAIOIIMX NPEBPALCHUS [NIUIHHA, YTO BEJET K YCUICHHON IPOTyKINH
okcasara. M30bITouHOE BBIBEZICHUE OKCcalaTa ¢ MOUOH B IPUCYTCTBUHU
KaJbLUs BBI3BIBACT (DOPMUPOBAHUE KPUCTALUIMKOB B TIOYKaX M MOYe-
BBIBOJSINNX ITyTAX.

AJIBOYMHUHH3M XapaKTepU3yeTcs OTCYTCTBUEM MUTMEHTOB B KO-
e, BOJIOCaX, CETYaTKe, CBA3AH C MOTEpei CIIOCOOHOCTH MEJIaHOIH-
TOB CHHTE3UPOBATh TUPO3HHA3Y, KaTAIU3UPYIOIIYI0 OKUCICHUE TH-
pO3uHa B MPEANIECTBEHHUKU MEJIaHNHA.

BoJsiesns XapTHyna uMeeT B CBOEH OCHOBE HapyILIEHUE BCAChl-
BaHWS TpuUNTO(aHa B KHUIIEYHHKE M peabcopOumm B IOYKax
(XapakTepHbI NeNIarpornofo0Hble KOXHBIE MOpPaXKEHHs, MCUXUYe-
CKHE pPacCTPOMCTBA, aTaKCUs, TMIEPAMUHOALMIYPUS, MOYa HMEET
3amax KJIEHOBOTO CHPOTIA).



JIEKIIHUSA Ne 6. Oomen
HYKJEHNHOBBIX KHCJIOT

1. Obuwgue npeocmaenenun 006 oomene
HyKlleonpomeuooe

[lepeBapuBaHHe HYKJICONPOTEHIOB HAYMHAETCS B IKEIYAKE.
[Nox BusiHUEM COJSIHOW KHCIOTHI W TIENICHHA Pa3pyIIArOTCSl CBSA3H
MEXy OEIKOBBIM KOMIIOHEHTOM HYKJICONPOTEHIOB U UX IPOCTETHYE-
CKOH rpynmnoii. HykienHOBBIe KNCIIOTHI B KMIIEYHUKE THAPOIN3YIOTCS
non aericteueM JIHKa3pr 1 PHKa3w1 mankpeaTtndyeckoro coka, mpoayk-
TBI THAPOJIN3a — OJINTO- 1 MOHOHYKJIeOoTH b DochaTasbl B KHIIEUHH-
K€ THAPOIM3YIOT MOHOHYKJIEOTHIBI J0 HYKJIEO03UAOB H (GochopHOit
KHCIOTHL. B TKaHSIX HYKJIEOTHIBI CIyXaT INpEeANIeCTBEHHHUKAMHU
1 COCTAaBHBIMH JJIEMEHTaMH HYKJIEHHOBBIX KUCIIOT, Y9acTBYIOT B KyMy-
Jsuuy sHepruu U ee TpaHcnopre (AD-ATD), sBISIOTCS CTPYKTYPHBI-
mu kommoneHTamu kodepmentoB (HAZ, HAID, ®AJ], KoA, I'TO,
HT®), mocpenHrkamMu HpH Iepeade TOPMOHAIBHBIX CUTHAIOB (3,
5-TIAM®, 3,5-il M®) Ha BHYTPUKIICTOUHBIC CHCTEMBI.

BbuocuHTe3 MypHUHOBBIX M MUPUMHUAMHOBBIX HYKJIEOTHJIOB OCY-
IIECTBISETCS KJIETKaMH OONBIIMHCTBA TKaHeH. [lyprHOBBIN ckeneT
oOpa3yercsi U3 (pparMeHTOB pa3HBIX COeIUHEHMI: acnaprara (Gop-
MUIIA, TIIyTaMHHA, YTJIEKACIOTH! U TJINIUHA.

CuHTe3 HaunHaercs ¢ obpaszoBanus S-pochopudosmn-1-amuna,
Janee K aMHHOTPYIIE MPUCOEIUHSIETCS OCTATOK TJIUIMHA. 3aTeM
B 00pa30BaHUM ITyPUHOBOTO SApa ydacTBYIOT MmereHmiI-H4-domnar,
TJIyTaMUH, TUOKCH]] YIJIepo/a, acraparuHoBas KUCioTa, GOopMHIIb-
HEI ocTaTok Gopmuin-H4-domnara.

DTa COBOKYITHOCTh PEAKIMil BeJeT K 00pa30BaHUIO0 HHO3HMHOBOM
kucnotel (UM®), kortopast siBisiercs mpeaniecTBeHHUKOM AM®P
u I'M®. Cnenudurueckue KMHA3bl MPEBpaIIalOT HYKICO3HIAMOHO-
¢docdarer B Hykneozunau- u tpudocdarsl. BricBoboxkmarommecs
B IIPOIECCE MPEBPANCHIS HYKJIEOTUIOB B TKAHSIX IyPUHOBBIE OCHO-
BaHUsS (aZleHUH M T'yaHWH) MOTYT HCIIOJIb30BAaTHCS MOBTOPHO IS
CHHTE3a HyKJICOTHIOB.
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[MupuMuaMHOBOE AAPO MUPUMUIUHOBBIX HYKI€OTHIOB CUHTE3HU-
pyeTcst U3 TUOKCUJA yIiiepoJa, aMUAHON TPYNIbI IIIyTaMUHA U ac-
MaparuHOBON KUCJIOTHI.

IepBoIii 3Tan cuHTE3a — 00pa3oBaHue kKapbamomndocdara, mo-
CTaBIIMKOM aMHUHOTPYIIIIBI U KOTOPOTO SBIISAETCS TIIyTAMHHOBASI KHC-
JIOTa, 3aTeM U3 Hero oOpasyloTcs KapOaMowmnacrapTar, AUTHIPOOpPO-
TaT, OpOTaT, OPOTHAMIOBASI KUCIIOTA, ypuamIoBas kuciora (YM®).

HutuaunoBble HYKICOTHABI 00Pa3yIOTCs MO CIEAYIOMIEMY Ty TH:
YMOD + ATO —— VAD +AAD, 3atem YD + ATO —— VTO +
+ AJl®. YT® 3atem amunupyercs B L[JIP 3a cuer aMHHOTpyHIIBI
ryTaMuHa. TUMUOUIOBBIE HYKJICOTUABI MPOUCXOIAT U3 JE30KCH-
ypUIUAMIOBOH KUCTOTH (1Y M®), peakius KaTaau3upyeTcst THMH-
JMIIATCUHTETa301, JOHOP OJHOYTJIEpOANCTOro pparMeHTa — Mere-
aun-H,-domnar.

Je30kcupruOoHyKIeoTHAB 00pa3yloTcss U3 puOOHYKIICOTHIOB 32
CYET BOCCTAHOBIICHHS OCTaTKa PHOO3BI: JOHOPOM BOIOPO/IA CITY>KUT
HU3KOMOJIEKYJISIPHBIH O€JI0K THOPEJOKCHH, COJIEPKAIIUN JIBE THO-
rpynmel. 3a c4eT BOJOPOJA 3THX TPYII KHCIOPOJ pHOO3bI B TOJIO-
skennu C-2 BOCCTaHABIMBAETCS JI0 MOJEKYJbl BOJBI, a JAPYrou
(depMeHT (THPEAOKCHHPEOYKTa3a) BOCCTAHABIMBACT OKHCICHHBIH
THOPEIOKCHH 3a cueT Bomopoaa HAJID*H.

[Tytn obpa3oBanus 1e30KCUPUOOHYKICOTHIOB:

ALl —> 1AJl® — > nAT®;

No —— I JId —> alTd;

@ —— allA® ——allTd;

YAD —>» aYAD —» VT —> a1YMD —>
—> 1 TM® —> aTD® —— aTTO.

AXTHBalIUs CHHTE3a JE30KCHUPHMOOHYKICOTHIOB HaOIIogaeTcs
Ha CTaAMsX, MPEIIIECTBYIOIUX AejeHnI0 KieTku. Katabomusm my-
PHHOBBIX HYKJICOTHAOB 3aBepluaeTcsi oOpa3oBaHHEM MOYECBOH KHC-
notel. Ha nepBom stanie AM®, Tepsist THAPOIUTHYCCKH prOo30doc-
baT W aMHHOTPYIY, MPEBpallaeTCsi B TUIOKCAHTHH, 3aTeM
B kcaHTUH. [ M®, Tepsisi pubo3odocdaTHbIil OCTATOK U aMUHOTPYTI-
Iy, TAaKXKe IPEBPALIACTCs B KCAHTHH, OKHCIICHHE TTOCTICIHETO IPUBO-
IHUT K 00pa30BaHUIO MOYEBOH KHUCIIOTHI, KOTOPOE KaTaIU3UPYeT KCaH-
THOKCHa3a. Karabonu3M MUPUMUIMHOBBIX HYKICOTHAOB. LuTo3uH
B pe3yJbTaTe Ae3aMHHUPOBAHKA IPEBPAILACTCS B ypaIil. 3aTeM Ioc-
JIe THAPOTUTHIESCKOTO PACKPHITHSI MUPUMHUIMHOBOTO KOJIbIA, A€3aMHU-
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HUPOBaHMUS M [eKapOOKCHIMPOBAHUS B KadeCTBE KOHEYHOTO
npojykra obpasyercs (-ananuH. THMHH IIOJBEPracTCsi TEM XKe IIPEB-
paIIeHusM, 9TO ¥ ypaIil, KOHEUHBIA MMPOAYKT €T0 MpeBpameHni —
B-amunomacisHas kuciora. Hapyiienne oOMeHa IypHHOBBIX H IIH-
PUMUIMHOBBIX OCHOBaHMI: OCHOBHOM KOHEUHBII MPOAYKT IyPHUHOBOTO
oOMeHa — MO4eBasi KHCIIOTa — TPAHCHOPTUPYETCS] KPOBBIO B KOMII-
JIEKCE C yPATCBSI3BIBAIOIINM IIPOTEHHOM U TOJTHOCTHIO (PHIBTPYETCS
B KiryOouke. Hapymienust oOMeHa MO4€BOM KUCIOTHI MOTYT OBITh CBsI3a-
HBI C €€ U30BITOYHBIM 00pa30BaHNEM, CHIDKCHUEM COICPIKAHUS ypaT-
CBA3BIBAIOUICTO MPOTEHMHA WM HAPYIICHUEM BBIACICHUA ITOYKaAMMU.
Krnaccuueckum nposiBICHHEM MATOJIOTHH SBISIETCS TOAarpa, 3To pe-
3yJIbTaT FeHETHYECKH 00YCIOBICHHBIX YH3UMOIe(DEKTOB.

Cunapom Jlema-HuxaHa conpoBoXaaeTcsi KIMHUYECKUMU
TIpU3HaKaMH MOAArpsl y MaJb4YUKOB OT moxyroga no 16 mer. Ha mep-
BBIH TUIaH BBICTYNAIOT HEBPOJOTHYECKHE CUMITOMBI, B OCHOBE YEro
JeXUT IedeKT TpaHCaMHHA3H, IPEeBpaIaroIell THITOKCAaHTHH U Tya-
HUH B WHO3WHMOHO(ochaT. B pesynbrare TMIOKCAaHTUH U T'yaHWH
TTOJTHOCTBIO TIPEBPAIIAIOTCS B MOUCBYIO KHCIIOTY, 4 HE UCTIOIB3YIOTCS
MOBTOPHO B CHHTE3€ MOHOHYKJICOTH/IOB.

BTropuunbie runepypukeMun oOyCIOBICHEI JEHCTBIEM JICKap-
CTBCHHBIX CPEACTB, 3aMCJIAIOIINX BBIBEACHUC MOYEBOM KHCJIOTHI
(xopoTtHasuna, pypocemmna), ycKOPEeHHBIM paciaJioM HYKJIEOIpo-
TEHUJIOB WJIM BO3HUKAIOT TIPH HEKOTOPBIX 3a00JIEBaHUAX (JIEHKO03aX).
Hapymenre nupnMuInHOBOro oOMeHa MpOosIBISIETCS B BUIE HAce -
CTBEHHOW OPOTALUAYPHUH: HEIOCTATOK MUPUMHUINHOB BEAET K OTCTa-
BaHUIO B (PM3NYECKOM M YMCTBEHHOM Pa3BUTHH.



JIEKIIUA Ne 7. XuMusi HYKJIeHHOBBIX
KHCJ0T. OOMeH XpOMONIPOTENHOB

1. Buocunmes /[HK

PaznuyaioT Tpu OCHOBHBIX dTara peaau3aluy TeHeTUYECKOW UH-
dbopmanuu.

Pensmkanusa JJHK seisiercst kinroueBoi GyHKIMEH AeAIICHCS
KJIETKH ¥ YaCTBIO TAKUX OMOJOTHYECKUX MPOIECCOB, KaK PEKOMOU-
HaIlus, TPAHCIIO3WIKA U perapamusi. Ha BTopoM sTame, Ha3BaHHOM
TpaHCKpHUINIHUeEH, TeHeTHYecKass nHpOpMAaIs, 3alicaHHas B mep-
BuuHOU cTpykType JHK, nepenuceiBaercs B HyKICOTUAHYIO MOCIIE-
noatenbHOCTE PHK (T. e. cuaTe3 momekynst PHK nHa matpume
JHK). Ha tperbem sTarme, Ha3pIBaeMOM TPaHCJsINHel, TeHETHYe-
ckast uH(opMarus, coxepkamascs yxe B HyKJICOTHIHOHN Mocieno-
BarenpHOCTH Mojekynsl PHK, mepeBoauTcs B aMMHOKHCIOTHYIO
MOCIIEI0BATENILHOCTh OeJIKa.

JHK mnpencrarmisier coboil aABe JUIMHHBIC CHUPAIbHBIC MOJIHU-
HYKJICOTUIHBIE LIETIH, 3aKPYUYEHHbIE BOKPYT OJHOM OCH, LIEIIN OPUEH-
THPOBaHbl B INPOTHUBONOJIOXKHBIX HanpaBieHusx. Caxapodocdart-
HBI OCTOB JI€KHUT CHApPY>KU JBOMHON CIIMpanNH, a a30TUCTHIE (ITypH-
HOBBIE W NHPUMUIWHOBBIE) OCHOBaHHS — BHYTpH. llennm
YIEpKUBAIOTCSI BMECTE BOJOPOTHBIMH CBA3SMHU MEXIy IapamMu Oc-
HOBaHWH: alecHUH — TUMUH, TYaHUH — IIUTO3MH, T. €. eI KOMII-
JIeMEHTapHbI. [ eHeTn4eckas HHPOpMaUs 3aKOAUPOBaHA TTOCIEIO-
BATEIbHOCTHIO a30TUCTBIX OCHOBAHUM BIOJb LEMU.

Jrtansl 6uocunresa JJHK

Y CII0BHO MEXaHU3M CHHTE3a MOYKET OBITh ITOJpa3IeNieH Ha TPH JTara.

1. Manmanus 6uocunte3a JJHK sBisieTcs HavajaoM CHHTE3a J0-
YePHUX HYKJICOTHIHBIX IIETIeH ¥ CBOJUTCS K PepMEHTATHBHOMY OHO-
cunte3y Ha Marpune JJHK HeoObIYHOTO 3aTpaBOYHOTO OJIMrOpruOO-
HykJIeoTuaa (mpaiiMepa) co CBOOOJHOW THAPOKCHIBHOW TPYIION
y C-3" pu6o3sl. [Ipn mavmmammm k nersiv JIHK mocnenoBarensHO mpu-
coemquastorcs J{HK-csa3pBatomme n JIHK-packpyunBatomme Oenkw,
a 3arem komrmiekcsl JJHK-nommmepas u JIHK-ommepasa (mpaiimasa).
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2. Dnonranus cuaTe3a JJHK Brmrogaer cramuro perikaimn 0oenx
marepunckux ueneit JJHK u craguio cBsi3piBanusi Ipyr ¢ Jpyrom
(parmenToB HOBooOpasyembix merner JJHK. [lepas cramus ocymecTs-
nstercst npu nomou JIHK-nomimepass! 111, npudem cuHTe3 Ha 01HOM Lie-
IIM UJIET HETIPEPHIBHO, Ha Ipyroil — (parmeHTapHo. GparMeHTh CHHTE-
3UPYIOTCA pa3fieNbHO, HadMHasg C IpaiiMepa, KOTOPBI MOXeT
TIEPEHOCUTHCS C TOTOBOTO (pparMeHTa MpH MOMOIIH OJTHOTO U3 OSTKOBBIX
(haKkTOpOB pEIUIMKAIMK B TOYKY CTapTa OMOCHMHTE3a IOCIIEIYIOLIEro
(parMeHTa, HarpaBJIAEMOTO MPOTHBOIIOIOKHO 110 OHUCITHPAIBHON MOJIe-
xyne JIHK. Bropoii stan 3aBepiiaercsi OTAENICHHEM ONUTOPUOOHYKIICO-
THJIHBIX IpaliMepoB, oObeiHeHHeM oTAeNbHBIX (hparmenToB JJHK mpu
nomonw JIHK-nura3 u popmupoBannem nouepreii nenu JTHK.

3. Oran tepmunanuu cuntesa JJHK nactymaer ckopee Bcero, kor-
na ucuepnana JIHK-matpuna u TpancdepasHble peakiuy mpekparia-
1otcs. Tounocets perukanuu JJHK upe3BbrdaiiHO BBICOKA.

2. Buocunmes PHK, ouozenez mPHK

PHK mo ctpykrype Hanomunaet JJHK, oTmrume 3akimrogaercs B co-
JICp’KaHUH JIE30KCUPUOO3bI, a HE pHOO3bI, a BMECTO TUMUHA IIPUCYT-
ctByeT ypaumwi. Monekyisl PHK, kak u JIHK, — sTo nonumepHsie 1e-
I, COCTOSIIIIME U3 HYKJIEOTHIOB, CBA3aHHbIE Yepe3 ocTaTKH (HochopHOit
kucnothl. CreneHs ynopsaoueHHoctr mojiekyn PHK mmke, wem THK.
CymectBytor Tpu ocHoBHbEIX Tuna PHK. Tpu 6onee Tsoxensie PHK
MIPOUCXOMAAT M3 pHOOCOM U sIBJIsIFOTCs prudocomanbueiMu (pPHK), nee
13 HAX IPUHAUISKAT OOMbIIeH cyOUacTHIie pHOOCOMBI, TPEThS BXOJAHUT
B cocraB Mainoll yactuipl. B pubocomax mosekyiasl PHK cBsizaHb
c 6enkom. Mupopmanmonnas wim marpuunas PHK (MPHK) cmyxwur
Matpurei a1 cuaTesa 6enka. Kaxxnomy paboraromeMy reHy Wi TpyT-
e TeHoB cooTBeTcTBYeT cBosi Mojekyna MPHK. Tpancnopraas PHK
(TPHK) nepeHOCHT aMHHOKHCIIOTHI B aKTHBUPOBAHHON (hopMe K prudo-
coMam, TJIc OHHM COCIMHSIOTCS B IENITHAHBIC LIETIH B ONPEIENICHHOH Mo-
clie/IoBaTelIbHOCTH, KoTopyto 3anaer PHK-marpuna (MPHK). nst kax-
Joii 13 20 aMUHOKHCIIOT UMeeTCs 1o KpaiiHei mepe ogna TPHK.

Ha marpune IHK xommieMeHTapHO CTPOUTCS HONUPUOOHYKIIEO-
T, SBISIOIIMICA Konued nepBuyHOMl cTpykrypel HHK, c¢ Toit
TOJIBKO pa3HHllel, uTo y TuMuaunosoro Hykineoruna JJTHK B PHK
Bimrogaercs YMO. IIponecc o6pazoBarns monexkyiasl MPHK Ha maT-
puue JJHK — oOuorenes MPHK — npezacraBisiercsi 0THOCHTENBHO
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MIPOCTHIM M BKJIIOYAET IJIaBHBIM 00Pa3oM TPaHCKPHUIIIHIO COOTBET-
cTByMomero resa npu ydactun PHK-nomumepassl. IlocinenoBaTens-
HOCTH HyKJI€OTHA0B B MoJekysne MPHK maunnaercs ¢ maper ['Y (rya-
HUH — ypauwi) U 3akaHunBaetcst mapoid Al (ajeHMH — TryaHUH).
OTH TOCNeIOBaTEeIHLHOCTH CIIYXKAT calTaMu (MecTaMH) y3HAaBaHUS
Ut epMEHTOB cIiiaiicuHra (co3peBanus). [loutn Bo Bcex sykapHo-
TUYECKUX KJIETKAaX CHHTE3WPOBAaHHbIE HA CTPYKTYpPHBIX T€Hax Iep-
BUYHBIC TPaHCKPUITHI TOABEPIalOTCS MPOLECCHHTY, MPEXIEC 4YeM
BBITIOJIHAT CBOM yHHKaJbHbIC (QyHKIMHM B OenkoBoM cuHTe3e. [Ipo-
LIECCHHT BKIJIIOYAET B ce0sl ClIe/IyIOIUEe OCHOBHBIC MTPOIIECCHI:

1) oOpa3oBaHne mano4yky (K3MUPOBAHUE), XUMUUYECKHH CMBICI

KOTOpOT0 B MPUCOEINHEHUH OCTaTKa 7-METHITYaHO3HHA K KOH-

1y moinekynasl MPHK;

2) HYKJICONIUTHYECKHE W JINTA3HbIC PEaKIiy (CIIaiCHHT);

3) TepMUHaJIBHBIE PEAKINH MTOJINAACHUINPOBAHNS;

4) xuMu4yeckne MOOMU(PHUKAINHA OCTATKOB HYKJICO3UAOB (METH-

JIUPOBAHMUE).

3. buozenes mPHK u pPHK, cunmes PHK na mampuye PHK

Tparcnoptasie PHK B kieTke BBHIONHSIOT afanTOpHYIO (QYHK-
uuo npu TpaHcnsuumu uHGopmauunonHoit MPHK B mepBuunyro
CTPYKTypy Oenka. B mponecce mogudukanuym mpoucxoaur oopaso-
BaHME aKLENTOPHOTO y4acTKa Ha 3 -KOHIIE MOJEKYIbI, K KOTOPOMY
MPUCOEIUHAETCS aMUHOKHUCNOTa. [lToMUMO aKIIENTOPHOTO U aHTHKO-
noHoBoro yyacTkoB, TPHK conepikar cennduyeckue y4acTku y3Ha-
BaHUs (pepMeHTOB — amuHoamiI-TPHK-cuHTeTa3 M yyacTku CBA3HI-
BaHMS C OOJBIIMMH CyOIacTHIIaMH PUOOCOM.

Buorenes pubocomusix PHK ocymecrsnsercs n3 npeniiecrTseH-
Huka npepubocomuoit PHK. IMox geiictBuem crnennduaecknx HyK-
Jlea3 ¥ METWJIa3 U3 3TOro OOIIEro MpeIleCTBEHHUKA B pe3yjbTare
MIPOIIECCHHTA CHadana 00pa3yloTCsl MPOMEXYTOIHBIE PHOOCOMHBIE
PHK, xoTopsie, moaBeprasch najapHeiIIel HykjIea3Hoi aTake U Me-
TUIMPOBAHHUIO, IPEBPAIIAIOTCS B 3PEIBIC MOJIEKYJIBI.

Cunre3 PHK na matpunie PHK. /IHK-3aBucumas PHK-nonumepa-
32 MOXKET OCYWECTBIATh TpaHckpunuuio JJHK HopManbHBEIX K1eTOK
u kinetok JJHK-Bupycos. B cnydasx, koraa B TeHOMe BUpyCa BMECTO
JHK conepxxutcs PHK, Bupycnas PHK mnaynupyer ob6pazoBanune
B xierkax xo3snHa PHK-3aBucumoit PHK-mommmepasbl, xotopas
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ydacTByeT B pervukanuu BupycHor PHK (PHK-pernukasa). Ha mep-
Boii cramuu PHK-permnmkasa na matpunie PHK-Bupyca cnenuduye-
CKH CTPOUT KOMILJIEMEHTAPHYIO C MPOTHBOIIOIIOKHON MOISIPHOCTHIO
nens PHK. TlocnenHsst Ha BTOpOM CTauu CIIyXUT MaTpULIEH st
cunte3a PHK, coBepumienHo ogHoTunHoi ucxonno supycHoit PHK.
O06e cTaguu KaTaM3UPYyIOTCSl OJHUM U TeM ke (PepMEHTOM.

4. Pacnao HyK1euHo8vlX KUciom

[NonumepHbIE MOJIEKYNNBI HYKJIEHHOBBIX KHCIIOT PaCIICIUISIOTCS
B TKaHAX MPEUMYIIECTBEHHO TUAPOIUTHYECKUM IMyTEM IpPU y4acTHU
crienuuueckux (GepMEHTOB, OTHOCAIINXCS K HykieasaM. Paznnyaior
SHJIOHYKJI€a3bl, Pa3phIBAIOLIIE BHYTPEHHUE MEXHYKICOTHIHbIC CBA3U
B mosiexysie JIHK, u PHK, BbI3bIBarolyie JeN0OINMEPALAI0 HYKIEHHO-
BBIX KUCIIOT C 00pa30BaHHEM OJIMTOHYKJIEOTH/IOB, a TAKKE IK30HyKIIEa-
3bl, KaTAIU3UPYIOLIHE THIPOIUTHUECKOE OTIIEIIIEHUE KOHILIEBBIX MOHO-
nykneotnaos ot JJHK u PHK nnn onuronykneotunos.

[ToMuMO THAPOIUTHYECKHUX HYKJICa3, UMEIOTCS ()epMEHTBI, KaTajlu-
3UPYIOLIME pacraj HyKJIEHHOBBIX KHUCIOT (HalpuMep, MOCPEICTBOM
TpaHcdepa3Hoil peakunu). Jle3okcukprOOHyKIIea3sl | KaTaau3upyoT
Ppa3pbIB BHYTpeHHUX (hochoandPpUpHBIX CBS3EH, 1E30KCHPHOOHYKIICa-
3bl 11 BBIBBIBaIOT JenonumMepusanuio modekynsl JHK B pesynbrare
MApHBIX Pa3pbiBOB (ochommprpHbIx cBszeit obenx nener JJHK. Pu-
6onykieassl | karanusupyror ruapoiautudeckuii pacnan PHK, onm
rUIpoNn3yoT QGochoauddupHble cBs3M BHYTpH Moiekyisl PHK.
I'pyrmma JHK-rnmko3nas ygacTByeT B OTIICIUIEHHH MOAN(MHUIIMPOBAH-
HBIX ITyPUHOBBIX ¥ MMPUMHANHOBBIX OCHOBaHUH.

5. Buocunmes 2emoznoouna

buocunTe3 remoriobuHa BKIOYAET B ceOsl:

1) cuHTE3 MOMHUIIENTHHBIX LeTel TII00MHa, KOTOPBIH OOIIMM Me-
XaHH3MOM CHHTE3a OEJIKOB Q- U -1IeTTH CHHTE3UPYIOTCS IIOPO3Hb Ha
TMOJIMCOMAX, COAEPIKAIINX IO IATh prudoocoM. OcoOeHHOCTS Mpoliec-
Ca COCTOUT B TOM, YTO IO OKOHYaHHHU COOPKH Q-LIeTIh BHICBOOOXK A~
eTCsl ¥ IPUCOENHAETCS K S-1Iey;

2) cuHTe3 TeMa; NPENUICCTBeHHUKH TeMa — IJIMIWH U CyKIWHII-
KoA, (epMeHT amMHHONIEBYIMHACUHTETa3a, aMHHOJIEBYJIMHOBAS KH-
CII0Ta — TOPPOOMITMHOTEH — YPOITO(UPHHOTEH, KOTOPBIA MOAU(H-
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mupyerca B npotornopduprH [X. 3akmounTensHbINH 3Tall — MPUCO-

eIIMHEHNE XKeJe3a — BeJIeT K 00pa3oBaHMIo TeMa. I 'eM — peryisirop

CHHTE3a MOJUIENTUAHBIX LeTeli remoriioduHa. [Ipn Hu3KoM conepixa-

HHUM TeMa B PETHKYJIOLMTAX aKTHBH3UPYETCS] HHTHOUTOP MHUIMAIMI

cuHTe3a Oelka ATHX KIIETOK, M 00pa30BaHIe TIIOOWHA 3aMe TSeTCs.

OyHKIMU reMorio0uHa — TPAaHCHIOPT KHUCIOpOAa M JHOKCHIA
yriaepona.

Pacnan remorJioouna

CpenHsisl NPOJOIKUTENBHOCT JKU3HH 3PHUTPOLMTOB Yy YeJIOBEKa
120 nmHe#, B HOPMAJILHBIX YCJIOBHSX exenHeBHO 1/120 wacth 3puTpo-
LIUTOB ¥ TEMOTJIOONHA pa3pymaeTcs ¥ 3aMEeHAETCSl HOBBIMH SPUTPOLIH-
TaMH U MOJIEKYJIaMH Te€MOTJIOONHA. DPUTPOLUTHI Pa3pyILAOTCs B pe-
TUKYJIO3HAOTEINAIBHON cHcTeMe. BBICBOOOMMBIIMIACS TeMOTTIOONH
TPaHCIIOPTUPYETCS NMPH YYaCTHUH TAalTOrJIOONHA B CEJIE3CHKY, I1E€UCHb,
KOCTHBII MO3T, TJie ¥ pa3pymraercs. [lociaenoBarelbHOCTh pa3pyIeHns
reMOoTIo0nHa:

1) packpbITHE MUPOJILHOTO KOJIbIIAa C 00pa30BaHUEM BEPIOTIIOONHA;

2) yhaneHwe jkeje3a ¢ MoXydeHHneM OMINBEpAOTIO0NHA;

3) oTmiemieHue I00MHA ¢ 00pa3oBaHUEM OWJIMBEPIUHA;

4) BOCCTaHOBJIEHHE TraMMa-METHHOBOW TPYMIIBI C IOJIy4EHHUEM

OomnpyOuHa.

BricBoOOIMBIIIEECS JKEIE30 MOCTYMAaeT B KOCTHBIH MO3T M HC-
MOJIb3YyETCS MOBTOPHO B CHHTE3€ remMoryioonHa. bunupyoun Tokom
KpPOBH JIOCTaBJISIETCA B [IEYEHb B COCTAaBE KOMILIEKCA C albOyMHHOM
1 OTYACTH B KOMIUIEKCE C METajllaMi, aMUHOKUCIIOTaMH, MEeNTH/a-
Mu. B rematonurax OmnmpyOuH screpeduuIupyeTCs NMpH y4acTUH
YTO-rmokypoHuI-Tpanchepasbl, MpeBpamasch B MOHO- U TATIIIO-
KypoHuasl. HeacrepuduuupoBanubiii OMinpyOrH Ha3bIBaeTCsl CBO-
060aHBIM, 3cTepU(PUITNPOBAHHBIN — CBSI3aHHBIM, HIIH IPSIMBIM.

BrunnpyOuHIITIOKYpOHUIBI BBIACISIOTCSl TENATOIMTAMU B JKEJd-
HBIE XOZBl B COCTABE JXCIYH, B JIBEHAAUATHIICPCTHOW KHIIKE MOJ
BJIMSTHUEM MUKPO(]IIOPHI ¥ OCIIEIOBATENBHBIX PEaKIHi BOCCTaHOBIIE-
HUS TIPeoOpa3yroTcsi B ME30OMIMHOTEH, YacTh KOTOPOTO yIasieTcs
C KaJOM B BHUJIE CTEPKOOMJIIMHOTEHA, KOTOPBIA OKHUCIISAETCS KUCIOPO-
JIOM BO3/yXa B CTEPKOOMIIMH.

OcTanpHOM ME300MIMHOTEH BCACKIBACTCSI OTYACTH B OOIIHI KPOBO-
TOK ¥ BBIIGJISICTCSI C MOYOH B BUJIE yPOOMIIMHOTEHA, OTYAaCTH — B Ka-
MIUUIAPBI OPTAIBHON BEHBI, N3BJIEKACTCS TEMATOLUTAMH M CEKPETHU-
pyeTcs B )KEITYHbIE XOJIBL.
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JIEKIIHUSA Ne 8. O6mme TpeGoBaHus
K CHHTe3y 0eJIKa

1. Cocmaenoie uacmu
Oenokcunme3supyrouieil cucmembol,
puodocomot u amunoayun-mPHK-cunmemasul

B cunTe3e Oenka B pubocoMax (TPaHCIHSIIMH) MOCIEIOBATEIb-
HOCTh pacnojoxeHus HykiaeotunoB B MPHK ompenenser nepsuu-
HYIO CTPYKTypy Oellka, T. €. CTPOro YIOpSIOYeHHYIO IOCIIE0Ba-
TEJNBHOCTb PACIHOJOKEHHUSI OTJCIBHBIX aMHUHOKHCIOT B MOJIEKYJIE
cuHTe3npyemoro Oenka. CocTaBisoniel yacTbio OMocHHTE3a Oenka
ABIISIETCSI OETTOKCUHTE3UPYIOIIAs CUCTEMA:

1) 20 aMHHOKHCIIOT, BXOISIIUX B COCTaB OEIKOBBIX MOJEKYJ;

2) xak muHUMYM, 20 passeix TPHK, oGmagarommx cremmdud-

HOCTBIO K OIpeJeICHHOMY ()epMEHTY U aMHUHOKHCJIIOTE;

3) Habop kak MuHEMYM, 20 pa3nH4YHBIX (EPMEHTOB — aMHUHO-

armnn-TPHK-cunTeTa3, Takxke 001a1al0mmx IBOWHOM criennpuaHo-

CTBIO K KaKOH-TIHOO ompe/ieleHHo# aMuHoKucote u onHoit TPHK;

4) pubocomsl (IOJAKCOMBI), cocTosime u3 4—12 MoHOprOOCOM

C MpUCOEIUHEHHON K HUM MaTtpuyHoil MPHK;

5) AT® u AT®-renepupyromas ciucreMma (GepMeHTOB;

6) I'T®, mpunumaromuii crnenuduueckoe ydacTHe B HHH-

[MAIMK ¥ JIOHTAIlNU CUHTe3a Oenka B pubocomax;

8) MPHK B kadecTBe IilaBHOrO KOMIIOHEHTa CHCTEMBI, HeCylIen

uH(popMaLIUIO 0 CTPYKTYpe OeJKa, CHHTE3UPYIOILETro B puOocoMe;

9) GenkoBble (haKTOpHI, YUYacTBYIOIIME B CHHTE3€ Ha pPa3HbBIX

YPOBHSIX TPAHCIISIIHH.

PuGocombl XMMHUYECKH INPENCTABISIOT cO00W HYKICONPOTEHHI,
cocrosue Tonbko n3 PHK u Genka, mpocTpaHCTBEHHAas! CTPYKTypa
tpexmepHast, pPHK npouncxoanT u3 obmero npeaniecTBeHHUKA BCEX
knerounslx PHK, cunresupyromerocs va matpune AHK B sape, pu-
6ocomanbHBIE OETKM MMEIOT IUTOILUIA3MAaTHIECKOe HMPOUCXOXKICHHE,
3aTe€M OHU TPAHCIOPTUPYIOTCA B SAPBILIKH, TJ€ IPOUCXOAUT CIIOHTAH-
HOe 0Opa3zoBaHne pubocoManbHbIX cyouyacTr. AmuHoanwn-TPHK-cun-
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TeTa3bl — crenupuyeckre GepMeHTbI, KaTATN3HPYIOIINE aKTHBHPOBa-
HHUE aMHHOKHCIIOT U CBSI3bIBAHHE MOCJIETHUX C ornpeaeneHHpMU TPHK.
depMeHTHI 00/1a1aI0T A0COTIOTHOM CIEU(BHYHOCTHIO ASHCTBYS, y3HA-
0T TOJIBKO OZIHY aMUHOKHCIIOTY, B OSITKOBOM CHHTE3€ Y3HAaBaHHC aMH-
Hoai-TPHK ocHOBaHO He Ha MpUpPO/ie AMUHOKHUCIIOTHI, @ HA XUMHYe-
ckoit mpupoxae antukomona TPHK. Amwmnoammn-tPHK-cuHTeTa3BI
B aKTUBHOM IIEHTPE COJIep>KaT TUCTUINH, MIMHIa30JIbHOE KOJIBLIO KOTO-
poro ydacTByeT B cBsi3bIBaHUE AT® nocpeacTBoM HOHOB MarHusl.

2. Tpaucnopmmuwie u mampuunvie PHK,
npupooa 2eHemuueckozo Kooa

B nacrosmee Bpems u3BectHO 60 pasmuuasix TPHK. [l kax-
JIO aMUHOKHCIJIOTHI B KJIETKE UMEETCS 10 KpailHel Mepe ojHa cIie-
nududeckas PHK. AMUHOKHCIOTHI IPUCOEAUHSIOTCS K CBOOOTHOM
3"-OH-rpynne KOHIIEBOTO aICHUIIOBOT'0 MOHOHYKJIETHIA ITyTeM 00-
pasoBaHus dPUPHON CBSA3H, UMEIOT NMEPBUUHYIO CTPYKTYpy. TuMHu-
JUH-TICEBAOYPUANH-IIUTHIMIIOBAsT TIETJII OOSCIIEYMBACT CBS3bIBA-
Hue amuHOanmi-TPHK ¢ moBepxHOCTBIO pmbocombl. MarpudHas
PHK obecneunBaer nepenoc unpopmarmu ot JJHK B sipe, rie oHa cuH-
te3upyercs noj nericteuem JJHK-3aBucumoit PHK-nonumepasel 1o uuro-
TUIA3MBI, COSMHACTCSA ¢ pUOOCOMAaMH | CIIY’KUT MATPHIIECH, Ha KOTOPOM
IpoucxoauT cuHTe3 Oenka. [Ipupona reHermueckoro kona. I'eneruue-
cKast MHpOpMaIHsl, 3aKOAMpOBaHHas B riepBr4HOi cTpykrype JHK, me-
PEBOIUTCS €ILE B SIAPE B HYKJICOTUAHYIO nocienosarenbHocTs MPHK,
HO KakuM 00pa3oM 31a nH(pOpMaIIHs repeaeTcst Ha OeIKOBYIO MOJIEKYIY,
JI0JITO OBLIO HEsICHO. B HyKJIEOTHITHOM TIOCIIE€I0BATEIIBHOCTH MOJIEKYJIBI
MPHK umerorcs xoqoBsle ciioBa I KaX a0 aMUHOKHUCIIOTEI — I'eHe-
TUYECKUH KOJ, KOTOPBIM 3aKiIrouaeTcs B ONPEAETICHHON MOcienoBa-
TEIBHOCTHU PACIOIOKEHUs HykieoTunoB B Moaekyne JJHK. [{na xkonu-
POBaHMS BCEX aMHHOKHCIOT OEIKOBOH MOJIEKYJIBI IOCTATOYHO B3SITh
TPUIUIETHBIH KOJ|, TOTJ]a YHCIO BO3MOXKHBIX KOMOHMHAIMH COCTaBHT
64. [IpencTaBiaeHs! He TONBKO COCTaB, HO U MOCIIEA0BATENbHOCTD TPH-
IUIETOB BCEX KOJIOHOB, OTBETCTBEHHBIX 3a BKIIOUCHHE KAXKIOW M3
20 aMHHOKHUCIIOT OEJIKOBOM MOJICKYJIBI.

I'enetnueckuil ko1 A1 aMUHOKUCIIOT — BBIPOKACHHBIH, T. €. IO-
JaBIsIIonee OOJIBIIMHCTBO aMUHOKHUCIOT KOIMPYETCS HECKOIBKHMH
KOJOHAMH.

I'enetnueckuil kox HenpepsiBeH. HeT curuanos, ykas3sIBarolKuX Ha
KOHEI[ OZTHOTO KOJIOHA M HA4aJI0 JPYTOro, T. €. KOJ JINHEEH.
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JIEKIIUSA Ne 9. Cunre3
H MOCTCHHTEeTHYecKasi MogupuKanus 0eiKa

1. Cunmes Oenka u e2o mpancnopm yepe3 MemMopanvl

Cunres Oenka (TpaHCIHSIKS) MPEACTABIACT COO0M UKITMYESCKUI
9HEPro3aBUCUMBI MHOTOCTYTIEHYATHII MpoLecc, B KOTOPOM CBO-
6OZ[HBIC AMUHOKHCJIOTBI MOJIUMEPU3YIOTCA B I'€HETUUYCCKU JCTEP-
MUHHUPOBAaHHYIO IIOCIIEIOBATEIFHOCTh ¢ 00pa30BaHUEM ITOJIMIICII-
TUIIOB.

[Iporecc cOCTOWT U3 ABYX ATAIOB:

1) akTUBHUPOBaHUS aMHHOKHCIOT. AMHHOKHCIIOTHI JIJIsl CHHTE3a

Oenka JOJDKHBI pacrojaraTh CBOMM BHYTPEHHHM 3aIlacoM dHEp-

THH, aKTHBAIUs CBOOOIHBIX aMHHOKHUCIIOT OCYIIIECTBISIETCS TIPU

oMoty crennpuieckux GpepmeHToB amuHoanmia-TPHK-nnTe-

ta3 B npucyrcteun ATO;

2) coOCTBEHHO IMpolecca TPAHCISAIIH.

CoOcTBeHHO TpaHCHAnusA. BTopoil 3Tam MaTpuyHOrO CHHTE3a
Oelka yCIIOBHO pa3/iesisieTcs Ha TPHU CTaIHHU:

1) WHUIHALWIO;

2) BIOHTaIHNIO;

3) TepMuHaNHIO.

Wuunuanus TpaHCHAnuu TpeOyeT HaJIu4Ms B CHCTEME, TIOMHMO
pubocoM, uHUIMaTopHoi amuHoai-TPHK, nHUmMupyommx Ko-
nmoHOB B coctaBe MPHK u 0enkoBBIX (DakTOpOB HWHHIIMAIWH.
N-popmmnmernonmn-TPHK sBnsercs mepsoit aa-TPHK, kortopas
onpejensieT BKJIOYeHHE N-KOHILEBOI'O OCTaTKa aMHUHOKHCIIOTHI
W TeM caMblM Havano TpaHcisanuu. [Ipomecc ¢opmumupoBaHus
MMeeT BaXXKHBIH XMMHYECKUI U OMOIOTHYECKHA CMBICT, IPEIOTBPa-
wast yuactue NH,-rpymnmbl aMUHOKHUCIIOTHI B 00pa30BaHUU METTHI-
HOM CBsI3M U oOecriednBasi TEM CaMbIM CHHTE3 OelIka B HalpaBJICHUN
NH,-COOP. O6pasosapmascs ¢popmuaMeTnonu1-TPHK nepsoit
CBSI3BIBACTCS B OINPEJICICHHOM Y4YacTKe C CyO04acTHIlled puOOCOMBI
u ¢ MPHK.
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OJoHTaIMsl HAaYMHACTCA CO CBS3bIBaHUA cieayromei aa-TPHK
(aMHHOKHCIIOTHBIH OCTaTOK KOTOPOH SIBJISIETCSl BTOPBIM C KOHIIA TIOCTIE
(hopMHUIMETHOHIHA) C OETTKOBBIMH (PAKTOpaMH U TIPHCOSTUHEHHS BCETO
KOMIUJIEKCA K AMUHOAIWIIBHOMY LIEHTPY B COOTBETCTBUM C KOIOBBIM TPHII-
nerom Ha MPHK, sreprus obecneunBaercs rugpommzom ['T. B mpo-
ecce JalbHEHIIel peaki 0CTaToK (POPMHIMETHOHWHA EPEHOCUTCS
Ha ceoOoaHyto NH,-rpynmy aa-TPHK, u 3amMbIkaeTcst nepBast ienTuaHas
CBsI3b B OyJyILeH Iy, nmapaniensHo BeicBoboxmaercs TPHK B 1uro-
30116. Ha cTagmu smoHraniy mponcXouT Mociea0BaTeNbHOE HapaIiuBa-
HUE NOJIMIIENTHIHOM LETIN 110 OJHOM aMHHOKHCIIOTE B CTPOTOM COOTBET-
CTBHM C TIOPSAAKOM TpHIIETOB (KoJMoHOB) B Mosekyine MPHK.
Tepmunanus Tpascasauuu. Ilocie Toro xak TEpMUHHMPYIOLMA KOJOH
MPHK 3aiiMer cBOe MECTO B aMHHOAIMIIBHOM IICHTPE PUOOCOMBI, K He-
My He npucoequusiercss TPHK. OTcyTcTBYIOT aHTHKOJOHBI, y3HAIOIINE
9TOT TEPMHHAJIBHBIA CUTHAII, @ IPHCOEINUHSAECTCS OJJMH 13 OEJIKOBBIX (haK-
TOPOB TEPMHUHALINH, U OJIOKUPYETCSI AaNbHEHIIIAs SIOHTalus [ETH.

2. Tpaucnopm cunme3upoeanHnvlx 0e1K06
yepesz memopansl

OKcnopTHpyeMble OelKH, KOTOpble (DYyHKIIOHUPYIOT BHE KIIETKH,
TIepeHOCATCs Yepe3 KIETOUHYI0 MeMOpaHy IIpH IIOMOIIM OCOOBIX HU3KO-
MOJIEKYJISIPHBIX TIENTH/IOB, MOJYYMBIIMX Ha3BaHWE CUTHAIBHBIX. Mx
0COOEHHOCTH COCTOUT B NPEHMYILECTBEHHOM COAEp)KaHUU THApodo0-
HBIX PaJIKaJIOB, YTO MO3BOJISIET UM JIETKO TIPOHUKATH Yepe3 OUCIOWHYIO
JIMIUHYI0 MeMOpaHy WM BCTpauBaThesi B MeMOpaHy. CHUTrHaIbHBIE 110-
CJIEZIOBATENIBHOCTH B PHOOCOMAax JIETKO Y3HAIOTCS PELENTOPHBIMHU
yJacTKaMHM MeMOpaHBI SHJOMIIA3MAaTHIECKOH CeTH, 00paszyercsi KOMII-
nekc Mexay MPHK, pubocoMoii 1 MeMOpaHHBIMH peLienITOPHBIME Oell-
Kamu, (popMupys KaHaT B MEMOpaHe, dyepe3 KOTOPBIi CUTHAIBHBIN I1eTI-
THJI TIPOHUKAET BHYTPb [UCTEPHBI 3H/I0TUIA3MaTHUECKON CETH, YBIIEKast
3a cO00I CHHTE3NPYEMYIO MOJIEKYITy CEKPETOPHOTO OerKa.

MocTcunTeTnyeckass Moaupukanus 6eIKoB

CHHTe3MpOBaHHAas Ha pUOOCOME B CTPOTOM COOTBETCTBHUU C Te-
HETHYECKOH MporpamMMOil JTHMHEWHAs ITOJMIIENTHIHAS [ENb YXKe CO-
JIEPKUT KOH(DOpPMAIMOHHY IO HHDOpMAIHiO. Y OHOJOTHYCCKH HEaK-
THBHBIX MOJIEKYJ] (YHKIMOHAJIbHAS aKTHUBHOCTb IIPOSBUTCS
MI03/IHEE B PE3YJIbTAaTe MOCTCUHTETUYECKON MIIM MOCTTPAHCISAIMOH-
HOM Mojudukauuu. [logoOHbIE MOTUGUKAMK CTPYKTYPHI ITOJIH-
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NEeNTHUAO0B HAYMHAIOTCA ellie 10 OKOHYaHMs (POPMHPOBAHMS TPETHY-
HOM CTPYKTYpBI OEIKOBON MOJICKYJIBI M BKJIIOYAIOT:

1) mpoTeonUTHYECKOE yJaleHHe CUTHAJIBLHOTO MEeNTHA;

2) oTuIeIUIEHUE HayalbHOTO N-KOHIIEBOTO METHOHWHA;

3) MOCTTPAaHCIALNOHHYI) XUMHYECKYI0O MOTU(PHUKAIHNIO OEIKOB,

3aTParuBaroOIyl0 PauKaibl aMHHOKHCIOT: KOBAJIEHTHOE IPHCO-

SIIMHEeHUE MPOCTETUYSCKON IPYIIIBI K MOJIEKYJie OerKa, TITMKO3HIIH-

poBaHKE, TUAPOKCUIMPOBAHUE OCTATKOB IPOJIMHA, MCTUIIMPOBA-

HHE, KapOOKCHIMPOBAaHHE, ALETUIMPOBAHUE psiga N-KOHLEBBIX

AMHHOKHUCIIOT, (hochoputupoBaHue.

MaTpu4HbIH MEXaHU3M CHHTE3a JIGKHUT B OCHOBE CHHTE3a ITOYTH
BceX OENKOB JKMBBIX OPTraHW3MOB, HO CHHTE3 psAla HU3KOMOJEKY-
JSIPHBIX TENTHIOB MOXKET OCYIIECTBIISATHCS HE TOJIBKO 0e3 ydacTus
HYKJICMHOBBIX KHCIIOT, HO Ja)Ke IPH OTCYTCTBUH PHOOCOM.

3. Pezynayua cunmesa 6enka

KonnyectBo U pasHooOpasue OenkoB (B 4aCTHOCTH, (DEPMEHTOB)
OTIPENIeNIAIOTCS CTENEHBI0 WX ydacTHsa B Merabomm3me. VHTeHCHB-
HOCTB OOMEHa PEeryJIMpyeTcsi CKOPOCTBIO CHHTe3a Oellka 1 apajuielib-
HO KOHTPOJMPYETCS ajutocTeprudeckuM myteM. CymHoCTh 00mIei Teo-
pUn pPEryjsaui CHHTE3a 66.]'[1(2[ CBOJUTCA K <«BBIKJIIFOYCHHUIO» HIIU
«BKJIFOUSHHIOY» TEHOB KaK (PYHKIMOHHUPYIOIINX SAMHHIL B IIPOIIECC Tepe-
JTaYM 3aKOUPOBAaHHON B CTPYyKTypHBIX re Hax JIHK renernyeckoit un-
(dopmaruu TS cuHTe3a cnenuduyeckux 0emkoB. B OmocunTese Oen-
Ka y 6akTepuil y4yacTBYIOT:

1) CTpyKTypHBIEC T€HBI;

2) TeH-PeryysTop;

3) reH-omepatop.

CTpyKTypHBIEC T€HBI ONIPEACISAIOT IEPBUYHYIO CTPYKTYPY CHHTE-
3upyemMoro 6enka, iMeHHO 3TH ressl B nenu JJHK sBusiorcs ocHo-
Boi s 6uocunte3a MPHK, koTopas 3atem moctynaet B pubocomy
W CITy’KUT MaTpuIleil ams OnocuHTe3a Oenka.

Cunte3 MPHK Ha ctpykTypHBIX reHax monekynsl JJHK Hemocpen-
CTBEHHO KOHTPOJIUPYETCS ONPEACICHHBIM YYacTKOM, Ha3bIBAEMBIM
T€HOM-0IICPaToOpPOM, KOTOprﬁ CJIIYXKUT NYCKOBBIM MEXAaHU3MOM JJId
(hyHKIIMOHUPOBAHUS CTPYKTYPHBIX T€HOB, JIOKAJM30BaH Ha KpaifHeM
OTpe3Ke CTPYKTYpHOro reHa. CUNThIBaHWE T€HETHYECKOr0 KOAa, T. €.
tdopmupoarne MPHK, Haumnaercs ¢ mpomoropa — yuactka JJHK,
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SIBJISIEOIETOCS TOUKOM nHunmanuu s cunreza MPHK, n nanee pacn-
pOCTpaHsieTCs. MOCIENOBAaTEIEHO BAOJIb ONEpaTopa U CTPYKTYPHBIX
reHoB. KoanmpoBaHHBIII OJHMM OIEpPaTOPOM OJMHOYHBIM TEH WU
TpyIa CTPYKTYPHBIX T€HOB 00pa3yioT onepoH. [lesaTenbHoCTh orle-
poHa HaxoAuTCcs MOJ KOoHTposieM Apyroro ydacrka nenu JHK, nomy-
YHMBIIETO Ha3BaHHE TeHa-perysTopa. CBs3b MEX/y CTPYKTYPHBIM Te-
HOM M T€HOM-PEryJIITOPOM OCYIIECTBISIETCSI OEIKOM-MOCPEAHUKOM,
Ha3BaHHBIM pernpeccopoM. OOpazoBaHMe perpeccopa MPOUCXOAUT
B pubocomax siapa Ha Matpuie crerudmueckoir MPHK, cunTesupo-
BaHHOU Ha reHe-perynsarope. Pempeccop uMeeT cpoACTBO C I€HOM-
OIepaTopoOM M 00pPATUMO COEIUHSIETCS C HUM B Komiuiekc. OOpa3oBa-
HHUE TaKOro KOMIUIEKCAa NPUBOAMT K OiokupoBaHuio cuHte3a MPHK,
CJIeIOBATENIBHO, K CHHTE3Y Oenka, T. €. pyHKIHS I'eHa-perysTopa co-
CTOUT B TOM, 4TOOBI 4Yepe3 OeoK-pernpeccop MpeKpamarb JesTenb-
HOCTh CTPYKTYPHBIX TeHOB, cuHTe3upyromux MPHK. Penpeccop Tak-
XKe 00JIalaeT CIIOCOOHOCTBIO CTPOro CHEUM(HYECKH CBS3BIBATHCS
C ONpE/IeNIEHHBIMU HIU3KOMOJIEKYJIIPHBIMH BEIIECTBAMH, HA3bIBAEMBI-
MH MHAYKTOpamH, win 3¢ dexropamu. Korga takoit mHIyKTOp coenn-
HSIETCS C PEIPECCOPOM, MOCIEAHUH TEPSIET CIIOCOOHOCTD CBSI3BIBATHCS
C TeHOM-O0IIepaTopoOM, KOTOPBI TaKKM 00pa30M BBIXOIUT M3-1I0/1 KOHT-
POJISI TeHa-perymaTopa, u HaunHaeTcs cuaTe3 MPHK.

Cunres MPHK, xoHTpOMpYytommii ciHaTe3 Oenka B pubocomax, 3aBH-
CHT OT (DYHKIIMOHAJILHOTO COCTOSIHUS penpeccopa. KoHreHTparus psiga
(epMEHTOB B KJIETKAaX PE3KO CHIDKACTCS IPH YBEINYECHHH KOHLICHTpA-
UM OTAETBHBIX KOHEYHBIX NMPOAYKTOB. Takoi 3((eKT Ha3bIBaeTCs
pernpeccueii (hepMEHTOB, KOHEYHBII MPOAYKT BBICTYNACT B KAYECTBE KO-
penpeccopa. MM siBisieTcst He cBOOOAHAS AMUHOKHCIIOTA KaK KOHEUHbIN
MIPOIYKT OMOCHHTETHIECKOH peakimy, a komrureke ee ¢ TPHK-aa-TPHK.

B perymsumu skcmpeccHn CTPYKTYypHBIX T€HOB creruduueckoe
yJacTue MPUHNMAET 0CO0bIN Oeok — reH-akTuHpyrommii 6enok (CAP),
KOTOPBIN B3aUMOIEUCTBYeT ¢ TAM®, 00pa3yst KOMILTEKC, CIIOCOOCTBYIO-
i npukpernernto PHK-nmonumepass! k MpoMOTOpPHOMY y4acTKy I'eHO-
Ma. B npucyrcrBun komruiekca CAP-nAM® (epMeHT MOXKET Hadath
TPAHCKPUIIIMIO OIEPOHA, BKIIOYAsk CTPYKTYPHBIC TEHBI, T. €. B KJIETKaX
umeetcs aononHuTenbHbd CAP-TAM® perynstop, JeHCTBYIONIHN B Ka-
YECTBE MOJIOKHUTEIBHOTO PETYIIATOPA, MOCKOJIBKY €ro MPHCYTCTBHE
HEeoOX0MMO JUTs Hadasa 3KCIIpeccuy TeHa. HapyIieHue i BeinaeHne
JIF00OTO 3BEHA, YYACTBYIOIIETO B CHHTE3€ O€JIKa, ITOYTH BCET[a PUBOJIAT
K TIaTOJIOTUHL.
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JIEKIIHUA Ne 10. XpomMonpoTeuHbl
1 HYKJICONIPOTEHHBI

1. Onpeodenenue xpomonpomeunos.
I'emo- u ¢pnasonpomeunvt

XpoMONIpOTeMHbI — CJIOKHBIE OEJKH, COCTOSIINE U3 IPOCTOrO
0eNKa U OKpalIeHHOro HeOenKkoBoro KoMrnoHeHTa. Cpean HUX Bblje-
JSIFOT T€MOTIPOTEUHBI, MarHUHOP(GHUPHHBI U (DI1aBONIPOTEHHBI. XPOMO-
MIPOTEHHBI YYaCTBYIOT B ()OTOCHHTE3€, KIICTOYHOM JIBIXaHUH, OKHCIIH-
TEJIbHO-BOCCTAHOBHUTENBHBIX PEaKIUiIX, 00ECHeUHBAIOT INEPEHOC
KHCIIOpOJIa M YTIIEKHUCIIOTO ra3a, CBETO- M [IBETOBOCIIPUATHE U JP.

I'emonpoTeMHbl — 3TO XPOMOIIPOTEHHBI, COIACPIKAIME B KAueCTBE
MPOCTETUYECKON TPYMIIBI kenne30. K HUM OTHOCSTCSI TeMOITIOONH M ero
TIPOM3BOIHBIE, MUOTIIOONH, (DepMEHTHI (CHCTeMa IMTOXPOMOB, KaTayiasa
Y TIepOKCHU/1a3a) 1 XJopoduinicoaeprkaiye oenku. ['eMorinoons — ciox-
HBIN OENOK, COMEepIKaIliii B KauecTBE OEIKOBOTO KOMITOHEHTA TIIO0WH,
a B KauecTBe [IPOCTETUYECKON IPYIIIBI — reM. | eM 0JJMHaKOB y BCEX BHU-
JIOB TeMOTJIOOHHA, €T0 OCHOBY COCTABJISET MOPHHUPUHOBOE KOJBIIO.

H,C=CH CH;

CH
HsC CH = CH,
N HN
CH CH
NH N
H3C CH CH3

H,C - CH, H,C - CH,
| |
COOH COOH

nporomophupuH IX
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H,C=CH CH;

H3C CH= CH2

H;C CH;

H2C| -CH, H2C| -CH,

COOH COOH
reM

Xenes3o cBsA3aHO ¢ ABYMs aTOMaMHM a30Ta MOJIEKYJIBI IPOTOIOP-
(uprHa KOBAJIEHTHO U C IBYMS — KOOPAMHALMOHHBIMHU CBSI3SIMH.

I'em B BHIE reM-opdupHHA SBIACTCS MPOCTETHYESCKOMN TPYIIIOi re-
MOITIOOMHA M €r0 MPOU3BOAHBIX, MUOTJIOONHA, KaTala3bl, IIEPOKCHAA3BI
Y IIMTOXPOMOB b, ¢ 1 ¢,. B IMTOXpOMax a 1 a, TeM ConepKuTCs B BUIE (hop-
mitopuprHa. Ha kax/iple 4eTbipe MOJIeKyJIbl reMa npuxoauTest 1 rmo-
JIMIENTUIHAS LIelTb. B Mosekyse remornoOuHa B3pociioro denoBeka HbA
(c arr. adult — «B3poCITBIDY) COmepKaTCs YSTHIPE TTOTMHUIEITHIHBIX I1e-
IH, COCTaBIBIFOLIMX GEIKOBYIO YacTh MOJICKYJIBI — TTIOOUH: [BE (-LIeIH
1o 141 aMHHOKHCIIOTHOMY OCTaTKy U AB€ (t-LIeTH 10 146 aMUHOKHCIIOT-
HBIX OCTaTKOB. B KpoBHU B3pocCioro yenoeka Tarke coaepxurcs HbA,,
COCTOSIIHI U3 JABYX O-TIETIeH U IBYX (-IIETIeH, & B KPOBH HOBOPOKIICHHO-
ro — HDbF (80%), cocTosmuii 13 qBYX Q-LIeTIeH U TBYX Y-IICTICH.

CyIiecTByeT psii aHOMAaJbHBIX TE€MOTJIOOMHOB, BO3HHMKAIOIIUX
BCyencTBrE MyTanmii renos: HbC, HbD , HbDﬂ, HbE, HbG, HprH,
HbI, HbM, HbO u HbS. Bone3nu reMorno0MHOB — IreMOrI00MHO3EI —
TIO/IPA3/IETIAIOTCS Ha TEMOIVIOOMHONATHH (B OCHOBE JIGXKUT HACIIEACTBCH-
HOE HapyIIeHHEe CTPYKTYPHI IIETIH TeMOTI00MHA) 1 TajacceMuH (00yCIIoB-
JICHBl HACJIE/ICTBEHHBIM HapyIIEHMEM CHHTE3a LENH TeMOITIOOWHA).
Krnaccraeckwnit mpuMep HACTIEICTBEHHOW TeMOTIIOOMHONATHH — CEpIIO-
BHUJTHO-KJIETOYHAs] aHeMust, ipu kKoTopoit HbS nedopmupyer spurporm-
TBI, TPUHAMAtONHE (hOPMy CepIia, ¥ MPHBOINT K MACCHBHOMY T'€MOJIH3Y.
B pesyunbTare coequHEHNS] MOJIEKYJISIPHOTO KHUCIIOpO/ia C FTeMOTJIOOMHOM
obpazyercs okcuremMorioous. Kucnoporn mprcoenuHsercst K reMy Mpu
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TIOMOLLY KOOPAMHALMOHHOM CBsI3U kesiesa. [Ipucoequuenre oqHoi Moie-
KyJIbI KHCJIOpOJia K TeMy OOJIerdacT NMpHUCOeIMHEHHE TToceyromei. [ e-
MOTJIOOMH TaroKe JIETKO CBS3BIBAETCS C yrapHBIM Ta30M ¢ 00pa30BaHUEM
KapOOKCHUTeMOTIIOONHA M C OKCHIAMH a30Ta ¢ 00pa3oBaHUEM METTeMOTIIO-
OuHa, comepkamiero noHsl Fe. Hakoruienne »TMX BHIOB TeMOTTOOWMHA
B KPOBH IIPUBOJIUT K CHIDKEHUIO CHaO)KeHHsI TKaHeH KpoBblo. MeToy Ka-
YECTBEHHOTO ONPEACIICHHUS TIPOM3BOJHBIX TeMOTTIO0NHA — HCCIeI0Ba-
HHME HMX CIIEKTpOB nornouieHus. Tpancheppunsl (cunepoduinunsl) —
CJIOJKHBIE OETIKH, XapaKTepU3yIONMMecs: CIIOCOOHOCTHIO CIIEHU(PIIHO,
MPpOYHO U HeO6paTI/IMO CBS3bIBaTh MOHBI Fe u APYrux nepexoaHbIX
MeTauioB. TpaHCeppuH CHIBOPOTKH KPOBH TPAHCIIOPTHPYET HOHBI
Fe B peTHKYJIOUTEL, T/I€ MPOUCXOIUT CHHTE3 FEMOTIO0NHA.
DaBONPOTEMHBI — CIIOXKHBIE OENKH, MPOCTETHYECKUE TPYIIIIBI
KOTOPBIX IPEJCTaBICHbl H30AJIOKCA3MHOBBIMH IPOU3BOIHBIMH —
¢naBuEMOHOHYKIIeoTHAOM (PMH) 1 (raBuHageHHHANHYKIEOTOIOM
(DAM). DraBonpOTEHHBI BXOAT B COCTaB (PePMEHTOB, KaTaIH3HPYIO-
[IUX OKHUCIIUTENHFHO-BOCCTAHOBUTENBHBIE PEAKIIMU B KJIETKE (OKCHIO-
penykra3). K HUM oTHOCATCS KCaHTHMHOKCHIIA3bl, albACTHAOKCHIA3EI,
CYKIIMHAT/IETHIPOTeHa3bl, IUTUAPOOPOTATIETH IporeHasbl, ami-KoA-me-
TH/IPOTEHA3bI ¥ TPAHCIIOPTHPYIOIIETO HIEKTPOHBI (DI1aBOIPOTEHHA.

2. Hykneonpomeunust u 1unonpomeunul

HyxJjeonpoTemHbl — CIOXHBIE OEIKH, COJIEpXKAIIUE B Ka4eCTBE
MIPOCTETUYECKON TPYTIIBI HyKJIEHHOBBIE KUCIOTHL. B mpupone cymect-
ByeT IiBa THIA HYKJIEONPOTEMHOB — puboHykieonpoTennsl (PHIT)
n ne3okcupudonykieonporenssl (JJHIT). HazBanus ux orpaxaror npu-
POy YII€BOa, BXOAALLIETO B COCTaB HYKJIEUMHOBBIX KucioT, — y PHII
ato pubo3a, y JJHIT — ne3okcupubo3za. [IpenmyiecTBeHHast TOKATHU-
sauust JHIT — B siape knerku, PHIT — B nurorniasme.

JHK BX0oauT B cOCTaB MOHOHYKJIEOCOM — COCTaBHBIX dacTeil
xpomocombl. JIHK u GemkoBbie MOJEKyNbl 00pa3yroT (priiaMeHTHI
(HMTH), TONLIMHA KOTOPBIX ONpeeIsieTcs: OeIKaMu, a JUIMHA — MO-
nekynsipaoi maccoit [IHK. Beero B xpomocomax coaepskarcst JHK,
IATh KJIACCOB OEIKOB-TUCTOHOB M HETHCTOHOBBIE Oenku. Kommaect-
Bo JHK B sigpe cocraBisier o 6 X 10—I12 r Ha OAHY KIETKY.
I'ucToHBI HYKJIEONPOTEHMHOB IPEICTABIICHBI CICAYIOUIMMH KIaCCaMH:

1) H1 — OGoratble 1M3UHOM;

2) H2A — Goratble apriHUHOM U JIU3UHOM,;
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3) H2B — ymepenHo 6orarple apriHUHOM U JIH3UHOM,;

4) H3 — OoraTble apruHIHOM;

5) H4 — Gorarbie apruHUHOM U TIUIIUHOM.

HeruncroHoBbIe 6€K1 — KHCIIbIE OEJIKH, B UX COCTaB BXOJIAT CIIOX-
HBIe OeKH, (epMEeHTH U peryisaTopHsie Oenknu. KonnmdecTBo Hykieun-
HOBOH KHCIIOTHI B HyKJIEONIPOTENHAX Kosebnercs B npexnenax 40—65%
y TIpO- M 3YKapHoT U He npeBbImaeT 2—>5% o1 o0Imel Macchl HyKJIeo-
MIPOTEHHOB Y BUPYCOB. Ba)kHOI 0COOCHHOCTHIO HYKJICOMPOTCHHOB SIBJISI-
€TCsI NX CIIOCOOHOCTH K TIOJTHOMY BOCCTaHOBJICHUIO CTPYKTYPHI U (PyHK-
IIUU TI0CJIC Pa3bCANHCHUA Oenka u HyKJ’IeHHOBOﬁ KHCJIOTHI.

JInnmonpoTenHbl — CIIOXKHBIE OSJIKH, IPOCTETHYECKast TPYIIa KO-
TOPBIX NPEJCTaBlIeHa KaKHUM-JIMOO JUIHUIOM (HEHTpalbHBIMU XKHUpa-
MH, XXMUPHBIMH KHCIIOTaMu, (ochomunuaamu Win XoJleCcTepuIamMH).

JIMmonpoTEeNHBI BXOIAT B COCTaB KIETOYHOM MEMOpaHbI, bnoMeMO-
paH sApa W MHUTOXOHJPHWH, MHKPOCOM, NPUCYTCTBYIOT B CBOOOJHOM
COCTOSTHMHM B TIIa3Me KPOBH. JIMIONPOTENHBI yYacTBYIOT B OpraHU3ALN
MHEJIMHOBBIX 000JI04€eK, HEPBHOI TKaHH, XJIOPOILIACTOB, (hOTOpELENTOp-
HOM U 3JIEKTPOHHO-TPAHCHIOPTON CUCTEM U JIp. JIMMONpPOTENHBI CUHTE3U-
PYIOTCS B TICYCHH U B CJIM3UCTOM 000J10uKe KuIlieuHHKa. OHU COCTOAT U3
ruApo(OOHOTO IMIHUAHOTO SAPA, TOKPHITOTO THAPO(GMIBHBIMY JIUITH A~
MH, 1 OEJIKOBO#T 000J104KH, cocTosel u3 arobernkos (amo-Al, All, B, CI,
CII, CIII, D u E). MoryT conepsxatb 10 5% GenKoB (Takux Kak IJIFOK03a,
rajlakTo3a, FeKCo3aMUHBI, (PyKo3a, cHaoBasi KucioTa). B 3aBucumocts ot
TUIOTHOCTH TIPH YIBTPACHTPU(PYTHPOBAHUH PA3IHIAIOT JINITOIPOTEHHBI
oueHb HU3KOH rotHocTH (JITIOHIT), Hu3koii mnotHoctr (JITTHIT), BBI-
cokoii mnorHoctn (JIIIBII) n ouens Bbicokoi motHoctu (JITTOBII).
[pu snexTpodopese BeiaenseTcs Takke Hpakiys XIWIOMHKPOHOB. bel-
KOBBIN KOMIIOHEHT CBSI3BIBAETCS C JIUITUIAMH TIOCPEICTBOM HEKOBAJICHT-
HBIX CWJI Pa3IM4yHOI npupoabl. Eciu npocteTndeckol rpynmnoi sSBisitoT-
cst (pocHONUITUIIBI, TO OHH CBSA3BIBAIOTCS C OEIKOM HOHHOM CBSI3BIO.

3. @ocghonpomeunsvt u cruKonpomeunsl

®ochonpoTeMHbl — CIOXKHBIC OCIKH, COACPIKAIIHNE B Ka4eCTBE
MIPOCTETUYECKOH IpyNITbl ocTaTok (ochopHoii kucnotsl. K HUM 0THO-
CSITCSl Ka3eMHOTEH MOJIOKA, BUTEIUINH, BTHEIUIMHUH U (DOCBUTHH XKEJT-
Ka KypHHOTO fiilia, oBaJbOyMHH OelKka KypHUHOTO SHIa, MKPHI PHIO
n np. PocdopHas KUCIOTa CBSI3BIBACTCS C OCIKOM CIIOKHO3(UPHOI
cBs13610 yepe3 OH-rpymib S-0KCHaMUHOKHCIOT (CEpHUHA U TPEOHHHA).
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CH-NH,+HO-P=0 — CH-NH, OH

| | -H0 |

COOH OH COOH

CEpHUH dochocepun

@DochonpoTeHHBI CoAepKaT OPTaHWYECKH CBA3aHHBIA (ocdar,
HEOOXOAMMBIN ISl HOPMAJIBHOHM JKU3HENeATeNIbHOCTH KieTku. OHu
TaKXK€ SBJISIOTCS JHEPTeTHYECKHM M IUIACTUYECKUM MaTEepHaIoM
KJIETKH.

I'aIMKonpoTenHbl — CIOXKHBIE OENKH, COIEpIKaIlNe B KaueCTBE
NPOCTETUYECKON I'PYIIIBI TETEPOOTUTrOCaXapuIbl.

I'muKkoKOHBIOTaT — KOBAJIEHTHO CBS3aHHBIC YTJIEBOIHBIN KOM-
MOHEHT (TJInKaHoBast Gppakiusi) u OETKOBBIA KOMIIOHEHT (arinKaHo-
Bas (paknus).

I'mukaHoBast PpaKIUsi COCTOUT U3 2— 15 MOHOMEPOB r'ekco3 (Ta-
JIAKTO3bI, MAHHO3bI MJIH TIIOKO3bI) WIIM TEHTO3 (KCHII03BI, apaOHHO-
36) M KOHeuHOTo yrieBona (N-amerwnramakrozamuHa, L-pyko3sr
WA CHAJIOBOU KUCIIOTHI).

Benku ¢ riankaHOBOHW Qpaknuerd COeAMHEHBI MOCPEACTBOM
O-rmuko3unubix (¢ OH-rpynmamu ceprHa, TPEOHWHA U OKCHIIU3H-
Ha), N-TJIMKO3UAHBIX (C aMUIHBIMH TPyNIIaMH aclaparvHa, IiyTa-
MuHa und @-NH,-rpynnaMy 1M3uHa W apruHuHa) U 3(QUpHBIX
TJIMKO3UIHBIX cBs3ell (co cBoboaubpiMu COOH-rpynmaMu riryramu-
HOBOI! U aclaparuHOBON KHUCJIOT).

CuHTE3 TITUKOIIPOTENHOB IPOUCXOIUT B pHOOCOMax AHJIOILIA3Ma-
THYECKON CETH, 3aT€M HAET MOCTCHHTETHUECKOE TIMKO3MINPOBAHHE,
IIPU KOTOPOM OJIMIOCaxapuaHas 4acTb, COCIAMHEHHAs C JIMIHIHBIM
MEPEHOCYUKOM J0JuxosipochaToM, MEPESHOCUTCS HA MOIHIICTITH-
HYIO LIETIb.

Wntepdeporsl — MIIMKONMPOTEHHBI, HHTHOMPYIONINE Pa3MHOXKeE-
HHE BUPYCOB.

Paznuuaror a-, §-, 1 y-uHTephepoHsl, 0Opa3yoIIUecs B KICTKe
B OTBET Ha BHEApPEHHE BUPYCOB. IMMyHOTIIOOYIMHBI — 3TO TIIMKO-
NPOTEHHBI, BHIMOJIHSIIONIME 3aIUTHYIO (YyHKINIO: OHU 00e3BpekKHBa-
10T aHTHUT'€HBI JII000# XUMHUUecKoit mpuposl. CHHTE3UPYIOTCS B ILIa3-
MOIIUTAX.

Paznuuaror nath KiiaccoB uMMyHoOro0yuHOB: 1gG, 1gM, IgA, IgD
u IgE.
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Tabruya 1
CBoiicTBa MMMYHOIJIO0YJINHOB Ye10BeKa

CaoiicTBO IgG IgM IgA IgD IgE
Roshpuument | 5, 19 7 8 8,2
CeIMMEHTALNU
Monexymapuat | 50000 | 950 000 | 180 000 | 175000 | 200 000

Macca
YIICBOMILIE | 5 3| 10 1y | 810 127 | 10—12
cocras, %
Konuerrpaiiti | 55, 140 210 3 0,1
B KPOBH, MI'%
Ilepuon
MIOJTY>KU3HHU, 8—21 5,1 5,8 2,8 2—3
THUA

K rimxonporenHaM OTHOCATCS Bce OEJIKH IIa3Mbl KPOBH, KpOMeE
aIb0YMUHOB, TpaHcheppuH, LepyJIoIa3MiH, TOHAIOTPOITHBIE TOP-
MOHBI, HEKOTOpBIE (PEPMEHTHI, TIMKOIPOTEHHBI B COCTABE CIFOHEI
(MyIMH), XpsILIEBOI, KOCTHOM TKaHH U SIMYHOTO Oeka (OBOMYKOUN).

4. Hpomeozﬂukaubl U memaiyionpomeuHbsl

IIpoTeormMkaHbl — CIOXXHBIE OENKH, COCTOSIINE U3 OeKa 1 TIIH-
KO3aMUHOTJIMKAHOB (MyKOIONHCAaXapyuaoB). [ THKO3aMIHOTTUKAHBl —
JIMHEMHBIE HEPA3BETBICHHBIE MOJIMMEPBI, COCTOSINNE U3 JUCAXapH[-
HBIX eIuHUL. B opranusMe B CBOOOIHOM COCTOSIHUHU HE BCTPEYAIOTCA.
Cy1ecTByeT ecTb OCHOBHBIX KJIACCOB INTIOKO3aMHUHOITTHKAHOB.

1. 'manypoHoBasi KHcJI0TA.

ConepxkuTcst B MAaTPUKCE COCTUHUTENIBHON TKAHU.

- -~

| COOH | CH,OH )
1 0 I
O : O O :
| |
I ! i
! NHCOCH; | n

\C 7
ocTatok N-

ocTaTok D-riarokypoHOBOI AlETHIraIaKTO3aMUH-
KUCIIOTBI 4-cynbdata
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2. XonapouTuH-4-cyabpar.
ConepxuTcsl B MaTPUKCE COCTUHUTEIBHON TKAHH.

( HO:S i
| CH,0OH |
/! I
| j—( ): I
Ol I
| I
| I
| i
. NHCOCH3_ ,
0CTaTOK
0CTaToK L-uaypoHoBo# N-aLeTUIranakTo3aMuH-
KUCJIOTHI 4-ch'[},(1)aTa
3. XoHaApOouTHH-6-cyab(paT.
ConepKUTCsl B MATPUKCE COCTUHUTEIIBHON TKaHH.
"~ ™\
| |
— i COOH |
| |
(O |
| o |
I o
| |
| 1 T
| [
[ NHCOCH; |
N 7
. 0CTaTOK
octaTok D-TrrokypoHOBOU
N-anerwiranakro3amMuH-
KHCJIOTHI
6-cynmbdara
4. lepmaTaHcyibdar.
CopepskuTcs B KOXKeE.
[ COOH CH,0H ~
N |
(0N O I
I (0] I
[ |
! I
! NHCOCH; !
N p n
7/
ocTtaTok D-rirokypoHoBoOit  OCTaToK
KHUCJIOTHI N-areTuiraiakro3aMuHa

5. Keparauncyabdar.
ConepKuTcs B pOroBHIIE IJ1a3a U XPSIIEBON TKaHHU.
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octaTok D-rmaroxypoHoBoOi

[ CH0H
|
|
|
|

KHCJIOThI

6. 'emapumn.
I'muko3aMUHOTTMKAaH-aHTUKOATyJISTHT.

o
O

ocraTok D-rirokyponat-2-

—

HO3;SOCH,

O

NHCOCH; |

[

\
|
|
|
|
|

J n

OCTaTOK

N-aneTuIrIroKo3aMul-6

cynbdara

[ COOH | \
| |
: :
' 0 0
| |
i 0SOsH NHCOCH; |,
. 7
OCTaTOK

cynbdara

N-aleTHINIoKo3aMuH-6
cynbdara
MeTaJJIONPOTEUHBI — OUOMOIUMEPBI, COACPIKAIINE, TOMUMO
Ocnka, HOHBI MeTauta. K HUM oTHOCATCS OCIKH, COepIKalue Here-
MOBOE KeJie30, U OelKH, KOOPAUHAIIMOHHO CBS3aHHBIC C HOHAMHU
METaJIJIOB B cOCTaBe (hepMeHTOB (Tabdi. 2).

Tabruya 2
MeTannonpoTrenHbl
Meram Tun Jurana BuoJsornuyeckas
OHOMOJIEKYJIbI $pynkuus
T'emornobun, Muo-
Tpancnopr O,
ra00uH, Karanasa,
u CO,, okucnu-
MEepOKCUa3a, Me-
p o Aasa, TeNIbHO-BOCCTAHO-
TaII0(IaBONPOTEN-
o 3t P T'emonopdupunel, S, | BUTCIbHBIC peak-
Fe“", Fe HBI, IUTOXPOMBI,
HM30aJUIOKCAa3UH 11y, TpaHCIoOPT
KEIe30CEPHbIE

Oenku, TpaHchep-

puH, beppuTHH,
HHUTpOTeHa3a

U JETOHUPOBaHME
JKene3a, BOCCTAHOB-
JICHHUE N2 B NH3
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Oxonyanue mabin. 2

Tun Buosornyeckas
Metaun
01OMOJIeKYIbI ynkus
MutoxpoMoxkcH- OxkucieHue, JeTOHH-
Cut, Cu?* nasa, epyJio- pOBaHUE U TPAHCHIOPT
TUIa3MUH U Jp. MeH
Butamun B, | Koppun, 6ensu- | [lepenoc MeTHiIbHOM
COer " ero ](Q(bepMeH_ MuUaasol, Me- I'pynribl, CHHTE3 M€E-
THI THIbHAS IpyIIa THOHHMHA
Aprunasa, ne-
KapOOKCHIIa3bl JlexapOokcunupoBa-
Mn2* aMUHOKHUCIIOT, HUe, TepeHoc Goc-
¢dbochorpanche- (daTHBIX TpynI
passl 1 1p.
Hutporenasa
HUT fT en KT;I He unentudunu Boceranosnenne N,
Mo?*+ paTpeiy B NH,, oxucienue
3a, KCAaHTUHOKCHU-
ITypHUHOB
nasza
Kap6oanruapasa,
ot 5. |menTupmassl, doc- Cas3bIBaHHE CYO-
Zn-", Mg
CaZt ¢darasser, HAJI- | Umunazon, HAJl| ctpaToB, pa3pbiB
a (hepMeHTHI, HHCY- HNEeNTHIHON 1enn
JIMH
K* Na*. Mo2* dochoenonmu- Tpancnopt u ocBo-
’ Ca’z . £ pyBaTkapboKcH- 6oxaenue pocdat-
HBIX TPYII

kuHa3bl, AT®a3sl




JIEKIIASA Ne 11. XuMH4YeCKHii coCcTaB
U CTPYKTYPA HYKJEHHOBBIX KHCJIOT

1. Xumuueckuit cocmae HYK/II€UHOBBIX KUCIIOMmM

Hyk1enHoOBBIE KHCJIOTBI — CIIOXKHBIE BBICOKOMOJIEKYJISIPHBIE
coeZIMHEeHMsI, obecrieunBaloIue XpaHeHue, repeaady HacleCTBEH-
HOH MH(pOPMAIMU U peaH3aluio 3Toi nHopmanun. VX cTpyKTyp-
HbIC KOMITOHCHTBI BBIMOJHSIOT (YHKIIMM KO(DAKTOPOB, aJLIOCTEpHUE-
ckux 3¢pdekropoB, BXOIAT B COCTaB KOPEPMEHTOB, NPHUHUMAIOT
ydactue B oOMeHe BelecTB U sHeprud. [Ipu moiaHoM runponuse HyK-
JIEMHOBBIX KUCIIOT 00pa3yIoTCs TypPUHOBBIE M MMPHUMHUIAHOBEIE OCHOBA-
HUs, yrieBonsl (pubo3a m ae3okcupnbo3a) u (ochopHas KucioTa.
VYreBoap — prdo03a 1 IE30KCUPH003a — B MOJICKYJIaX HyKJICHHOBBIX
KHCIIOT HaxosTes B -D-pubodypanosnoii Gpopme:

0

c& .

‘ OH  HO-CH, OH
H-C-OH o
H-C-OH %wNH H/!

| ]
H—Cl—OH H|C3 |(32H

CH, - OH HO OH
D-pubosa B-D-pubodypanoza

&~ 0

C<H .

| HO - CH, OH
_C_ |
B O
H-C-OH %”NH H !

| /]
H—(II—OH H|C3 |C2H

CH, - OH HO H

D-2-ne3okcupuboza  (-D-nezokcupubdodypanosa
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Yrneson B monexyne PHK npencrasnen pn6o30ii, a B Mosexyie
JHK — ne3okcupubo30ii, oTKyna u ux HazBauus. OCHOBOH CTPYK-
TYpPBHI @30TUCTHIX OCHOBAHHHU SABJIAIOTCS IIYPUH M MUPUMHIUH:

00

MypUH MTUPUMUINH

B cocrase HYKJICMHOBBIX KHCJIOT BCTPEYAIOTCA TPU I'NIaBHBIX ITHU-
PUMHUAWNHOBBIX OCHOBAHUA: HUTO3WH, ypalllll U TUMUH:

Jepeyes

LIUTO3UH ypamui " THMHH
Cy]_lleCTBleT TAaKX€ MHWHOPHBIC NMHUPHUMHUJIUHOBBIC OCHOBAHUA:
5-METHJI U 5-0KCUMETHILHUTO3MH, JUTHIPOYPALHI, ICEBI0YPaIIHI,
1-MeTunypanui, opoToBast KUCIOTa, S-KapOokcuypanui, 4-Tuo-
ypauui u ap. ['JaBHbIe TypHHOBBIC OCHOBAaHUS, BXOJSIIUE B COCTAB

HYKJICHHOBBIX KHCJIOT, — 3TO aJCHUH M TYaHUH:
NH, 0]
Oy Uy
/K N NH K N NH
HoN
AICHUH ryaHuH

K MMHOpHBIM ITyHHOBBIM OCHOBaHUSIM OTHOCSITCS MHO3UH, NO-MeTHII-
aneHo3nH, N,-METHIITyaHO31H, KCAHTHH, THIIOKCAHTHH, 7-METHIITYaHO3HH
U 1Ip.

A3OTHCTBIE OCHOBaHHUS CIIOCOOHBI CyIIECTBOBATh B JIByX TayToO-
MEpHBIX QopMax: TaKTUMHOU 1 takTamMHO# (Tipu pH 7,0 oHE HaxosT-
csl B JJakTaMHOI (opme, pu cHIDKeHUH pH nepexondT B TaKTHMHYIO
dopmy).

Bce okcunpon3BoaHbIE TPUPOTHBIX HYKIEHHOBBIX KHCIOT HaX0-
JITCS B JIAKTAaMHOU (hopme.
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OH 0]

|

N N
A )=J)
H N 07 °N

JIAKTUM JIaKTam

2. Ocobennocmu cmpyKkmypol HyKJ1eUHO8blX KUCI0M

CymecTByeT psii 3aKOHOMEPHOCTEH COCTaBa W KOJIMYECTBEHHO-
IO COJIepKaHUsl a30TUCTBIX OCHOBAHMH B HYKJIEHHOBBIX KHCIIOTaX
(npaBuna Yapradda).

1. MongpHast 10 MypHHOB paBHA MOJISIPHOHM [10JI€ TUPUMHIN-
HoB: A+T'=1U+Tum (A+D)/ I +T)=1.

2. KonuuecTBo afeHNHA U IIUTO3MHA PABHO KOJIUYECTBY T'yaHH-
HautumMuaa: A + =T+ Tum (A+ L)/ (T +T)=1.

3. KonuyecTBO aZieHWHA paBHO KOJMYECTBY THMHHA, a KOJIH-
YeCTBO I'yaHHHa paBHO KonmdecTBY nuto3nHa: A =T u ' = I uin
A/T=1ul/1=1.

4. Koapoumuent cnermduanoctu (I' + 1) / (A + T) mus sxuBot-
HBIX 1 OoNbIIMHCTBA pacTenuit Hiwke 1 (0,54—0,94), y Mukpoopra-
HHU3MOB OH MOXeT ObITh BbImne 1 (0,45—2,57).

CTpYKTYpPHBIMH €IUHULAMH HYKJICUHOBBIX KHCJIOT SIBISIOTCS
HYKIJICOTHIBI, COCTOSIINE W3 a30THCTOTO OCHOBAHHUA, YTIEBOIA
n (hochopHOI KUCIOTHI, MPUUEM YTIEBOJ 3aHMUMAET LEHTPAIbHOE
MECTO:

NH, NH,
/l \ N
N N |
| L
o O N
OH N N OH
| 5 | 5
O=P-0-H,C O=P-0-H,C
| |
OH H H OH H H
H H H H
HO R HO R
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IlenTo3a coenuHeHa ¢ octaTkoM (OCHOPHONH KUCTOTHI CIIOKHOIPHP-
HOH CB#I3bI0, @ C a30TUCTBIM OCHOBaHMEM — N-TJIMKO3UHON CBSI3BIO.
[pu otmenmennn GochopHO KHCIOTH 00pa3yroTes HyKieo3uapl. B ka-
yecTBe pajaukana R moxer Boictynars H- mi6o OH-rpynmna. Paznnuaror
IISITh THUIOB MOHOHYKJIEOTHIOB B 3aBHCHMOCTH OT a30THCTOTO OCHOBa-
HUs — AMO, IMO, YM®, [IM® u TM®. MOHOHYKIIEOTHIBI , TPUCO-
eIMHUB K cebe erre oMH 0cTaToK (ocOpPHOIA KUCTOTHI, 00pPa3yroT HyK-
neosuanudocdarel. Ilpu NpHCOCHUHCHHMH €Ille OIHOTO OCTaTKa
(hocdopHOit KUCTOTH 00pa3yroTcs Hykeo3uaTpudocdaTsl. Tombko Hyk-
neo3uATprudochaThl HCIIOIB3YIOTCS /ISl CHHTE3a HYKJICHHOBBIX KHCIIOT.

W)

0 0
[ I l 5
HO—P—O—T—O—T—O—CHz o
OH OH OH
| OH OH

| aIcHO3HH-5"-MoHOpocar (AMD)
| anenosus-5"-mudocdar (AJ1D) |

aJeHo3uH-5'-rpudoctar (ATD)

B OpraHUu3ME CYHICCTBYIOT TAKIKEC HUKINYCCKHUEC HYKIICOTUABL:
NH2 NH2

(ﬁo
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Huxnnueckuit 2', 3'-AM® ob6pasyercst B KauecTBe MPOMEKYTOYHO-
ro npoaykra pacnaga PHK, a mmkmuueckuit 3', 5'-AM® Bctpeuaercs
B CBOOOJTHOM COCTOSIHMH, UT'Pasi POJib MEIUATOPa BHEKJICTOYHBIX CUTHA-
JIOB Y )HBOTHBIX. AHanornynas pyskuus y ul M®, nponzsoansix VD
u {T® u HyKIeOTHIOB B cOcTaBe KOPAKTOPOB M KOGYEPMEHTOB.

CHHTETHYECKHE aHAIOTH a30THCTHIX OCHOBAHMI, HyKJICO3UIOB U HyK-
JICOTH/IOB UCIIOJB3YIOTCS B MEIMIIMHE (B OHKOJIOTHH). BeTpanBasics B Kite-
TOYHBIE KOMITOHEHTBI, OHM OKa3bIBAIOT IIMTOTOKCHYECKOE MIeiCTBHE.
K HUM oTHOCsTCS S-(hTOpypammi, 6-THo M 6-MepKanTomyprH, §-a3arya-
HUH, 6-a3aypUIuH U 6-a3alUTUINH, S-HOAMIPOU3BOIHOE I€30KCUYPUIIHA.

3. Ilepsuunasn cmpykmypa HyK1euHO08bIX KUCIOM

IlepBuYHAasi CTPYKTYpPa HYKJIEHMHOBBIX KHCJIOT — 3TO MOCIIE-
JIOBAaTEIBHOCTh PACIIOJIOKEHUSI MOHOHYKJICOTHIOB B IOJHHYKJIEO-
TUIHOU LIEIIH.

Crpykrypa cradbunusupyercs 3', 5'-pochoaudpupubivu cBszsi-
Mu. B obmem Buzpe CTpyKTypa HYKICHMHOBOW KHMCIOTHI BBITJISIAUT
CJIEIYIOUIMM 00pazoMm:

A3zoTHcToe AsorHcroe Azotucroe
OCHOBaHUE OCHOBaHHE OCHOBaHHE

I | |
[IenTo3a [lenTo3a ( ) IMenrosa ™

MeXHYKICOTHIHBIC CBA3HM 00Pa3yIoT THAPOKCUIBHBIC TPYIIBI B 3'-
u 5'-nonoxenusx nenros. Monekyna PHK cocrout u3 ofHo# nmonuHyk-
JICOTUTHOM 11eTH, MOJIeKyJTbl OombiHCcTBa JIHK nByXIienoyeyHsr.

BonsmmuHCcTBO KiteTounbix PHK mpencraBieHbl 0 qMHOYHON MMOH-
HyKJeoTuaHOW uenoukou: 5'—[—V—T—I—A—A—...—Y—
—I— I'—I—I1—I1—A—3'. Ha ogrom koutie PHK o6HapyxuBaet-
csi CBOOOMHBI MOHO(POCGHOPHBIH 3QHUP, ATOT KOHEI MPUHSITO
0003HayaTh Kak 5'-koHel. Ha MpOTHBOMOJOXHOM KOHIE LEIHH
(3'-koHIIe) pacmonaraeTcs HyKJICOTHA ¢O CBOOOAHBIMHU 2 - U 3 -ruI-
pokcwibHbIME Tpynmamu. TPHK o6namaer psgom ocobeHHOCTEH:
5 ,-KOHHOM €€ BCCrja ABJIACTCA r'yaHUJI0Bas Wi HATHIUIIOBAsA KUCJIO0-
Ta ¢ ocTaTKOM (HOC(OPHON KHUCIOTHI, Ha 3'-KOHIIC MOCICI0BATEIb-
HOCTh OCTAaTKOB MOHOHYKEOTHIOB Bcerna mnocrossHHa — [[IHA.
Ha nomo muHOpHBIX HykeotHaos B cTpykType TPHK nmpuxomures 10%.

MPHK nepenocur reneruueckyto nnpopmarmio ot JJHK Ha Ge-
JIOKCUHTE3UPYIOIUHA anmapar KJICTKH W ONpeAeiseT MEePBHYHYIO
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CTPYKTYpy cuHTe3upyemoro Oenka. Ha 5'-konnie MPHK comepxur
OTIPEICIICHHYI0 HYKJICOTHIHYIO MTOCIIEIOBATEIIFHOCTE, HA3EIBACMYIO
Iano4ykoi (K3mom), Ha 3'-KOHIIE — IMOJIMAACHUIIOBAs MOCIea0Ba-
TEJNBHOCTH (MOJHU-A).

IlepBuunas ctpykrypa JJHK ananorununa raxosoi y PHK, onna-
KO B cury OoJbIIoi MosekyisipHoi maccsl Monekyn JJHK ompene-
JICHUE MOCJIEJOBATEILHOCTU HYKJICOTHIOB 3aTpyAHEHO. B HacTos-
mee BpeMs MPOIOJDKAeTCs padoTa MO pacIIm(pOBKE MMEPBUYHON
CTPYKTYpHI T€HOMA YeJIOBEKa.

4. Bmopuunaa u mpemuyunas cmpykmypa
HYKeUHOB8bIX KUCTIOM

BropuuHasi CTPYKTypa HYKJEHHOBBIX KHCJIOT — TEPBBIH
YPOBEHb KOMITAKTU3allUM HYKJIEOTUIHOU LIENU. Y CTAHOBJIEHO, YTO
nBe 1enu Monekynsl JJTHK o0pa3yioT mpaBoOBpamIaroIIyoCcs CITH-
paib, B KOTOpPOH 00€ e BpamarwTcs BOKPYT OJHON U TOH K€ OCH.
A30TUCTbIE OCHOBaHHUSI B TaKOW CTPYKTYpE HAXOHSTCS BHYTpH,
a pochopHBIC W YTIEBOAHBIE KOMIIOHCHTHI — CHapyXu (MoO-
nenb Yorcona—Kpuka).

A30THCTBIE OCHOBaHUS B AByXcnupanbHou monekyne JJHK ymo-
>KE€HBI TapaMU: IIyPUHOBOMY OCHOBAHUIO U3 OJHOM LIETIH COOTBETCTBY-
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€T MMPUMHUIUHOBOE U3 JIPYTOH, alcHUHY COOTBETCTBYET TUMMH, a I'ya-
HUHY — IUTO3MH. Takoe n30upaTeabHOe B3aUMO/ICHCTBIE Ha3bIBACT-
Csl KOMIUIEMEHTApHbIM, & COOTBETCTBYIOIIHNE a30TUCTHIE OCHOBAHUS —
KomIuieMeHTapHbIMH. CtabmibHocTh mapel A — T obecrieunBaercs
JByMsI BOZOPOIHBIMU CBS35IMU, a napbl I' — I — Ttpems. nuHa cBd-
3eil MeXy OCHOBaHHUSIMH 0KoJio 0,3 HM.

IHonmunykneoruansie nenu B Moisekyie JHK mmeroT nportusoro-
JIOYKHYFO TIOJIIPHOCTR: OJIHA b HICT B HampaBjieHuu 3'— 5, a apy-
rass — B Hampasnenun 5'— 3'. Illar cnupamu monekynst JTHK paBen
3,4 HM, TUaMeTp JABYXCIUPATBHON MOJIEKYJIBI cocTaBmsieT 1,8 HM.

o~ ——— NH,»
N E
)'o-$=o
OH
"
05%?2
0
N |
-P=0
N)J 07
OH
"
05 CH
|
9
HO-P=0

B 3aBHCHMOCTH OT KOJMYECTBEHHOTO COAEP)KAHUS BOJABI M HOH-
HOW CHIIBI OKpYXarommel cpensl KOHQUTYypamus NBOHHON CHupatw
JTHK wmoxer MmeHsThCs. JlokasaHO CyllecTBOBaHHME IECTH (Gopm
JHK, na3sanusix A, B, C, D, E u Z-dbopmamu. Y A-popmsl oTmeda-
eTCs CMELIeHHe ITap OCHOBAHHUM OT IIEHTpa K IeprudepuH, mar crupa-
71y 3T0H popMbl MeHbIIE (2,8 HM), a TMaMETP CIIUPAIN U KOJIUYECT-
BO HYKJICOTHIOB Ha BUTKe Oojblie, 4eM y B-dopmbl, cunraromeiics
knaccudeckoi popmoii monekyisl JIHK. B ctpykrype A- n B-hopm
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napajuienasHo Gochoan’rhupHOMY OCTOBY HIYT Mayas u Oojbias 6o-
PO3IIKH — MecTa MPHCOCTUHEHUs 0eKoB. Z-popMa UMEET JIeBo3a-
Kpy4eHHYI0 KoH¢urypanuto, hpocoamdGupHBIi OCTOB pacIOIOKEH
3Mr3aroo0pasHo BJIOJb OCH MOJIEKYJBl. BropuuHas cTpykrypa mat-
puasbx 1 pubocomusrx PHK m3ydena neznauntensHo. [Ipemnonara-
ercst, 4yto BropuyHas crpykrypa TPHK npexacrasnsier coboii o6paso-
BaHHE Haronobue kieBepHoro ymcta. Ykiaanka PHK Bo Bropmunyto
CTPYKTYpY BCerna ujeT B COOTBETCTBUH ¢ mporpammoit JJTHK.

TpeTuyHasi CTPYKTYpa HYKJIEHHOBBIX KHCJIOT — BTOPOH ypo-
BEHb KOMITAKTHU3aLMU HYKJICHHOBBIX KUCIOT. [[BoiiHas crmpans JJHK
Ha HEKOTOPBIX y4YacTKaX MOXET MOABEPraThCsl CylepCIHUpaTIn3aliiy
¢ 00pa3oBaHMEM CYMEpCIUpAId WK KoubleBoil ¢opmbl. O6pa3oBa-
HHUE CYNEPBUTKOB KaTaJM3UpYETCs Crielu(PUIecKUMU GpepMeHTaMi —
Torom3omepazamu. Cynepcrupany COeAUHAIOTCS ¢ OeTIKaMU-THCTOHAMH,
pacroyarafoiuMucs B 00po3JKax, 3TUM OOECIIeYHBACTCSl CTAOMIIb-
HOCTb TpeTu4HOH cTpykTypbl JJHK.

CymectByer TpetuuHas crpykrypa TPHK, xotopas nmeer 605b-
IIy}0 KOMIIAKTHOCTB TI0 CPAaBHEHHIO C BTOPUYHOI cTpyKTypoiu. Cy-
HICCTBYIOT IpupoaHbie apyxienoucynsie PHK, obnanarommue cxon-
Holt ¢ IHK-cTpyKTYpO#i (y peOBHPYCOB).

B crabunusanum TPEeTUYHON CTPYKTYPBl HYKJICHHOBBIX KHCJIOT
6oJbIIOE 3HAYCHUE UMEIOT BaHACPBAAIbCOBBI CHIIBI.



JIEKIIUA Ne 12. [lonsitue 0 pepMeHTAX,
UX XUMHMYeCKasi IPUPOJa U CTPOCHHUE

1. Ilonamue o pepmenmax,
UX XumMuueckas npupooa u cmpoeHnue

®epMeHTHI (3H3UMBI) — KJIaCC BBICOKOCIEIMATU3NPOBAHHBIX
BEIIECTB OENKOBON MPUPOIBI, KATATH3IUPYIOMUX OOIBIIOE UYHUCIO
XUMHYECKUX peakuuid. @epMeHThl 00ecneunBaT peaan3aluio re-
HETUYECKOHM MHpOopManuu, 0OMEH BEIIECTB M YHEPTHH.

@DepMeHTHI OTIANYAIOTCA 0T HEOPraHMYECKUX KaTaJu3aTOpOB 3HAYU-
TENBHO OOJIBIIEH aKTHBHOCTBHIO M BEICOKOH CTIEM(UYHOCTBIO ICHCTBUSL.
OnuH (QepMEeHT KaTa3upyeT B OCHOBHOM TOJIBKO OJTHY XUMHYECKYIO
peakiuro. AKTUBHOCTH (PEPMEHTOB B KIICTKAX KOHTPOJIUPYETCS Ha TCHe-
TUYECKOM YpOBHE, a TaloKe IMOCPEACTBOM KOHIICHTpAaIWii cyOcTpaTa
1 MIPOJYKTOB PEAKIHH, KaTATM3UPYEMbIX UMU.

XuMuyeckasi npupoaa pepMeHTOB

BonbmmHCTBO (hepMEHTOB sIBIseTCsl OeNKaMu, YTO MONTBEPXK/a-
€TCs TIOTepel WX OMONOTHYECKON aKTHBHOCTHU MOJ JCHCTBHEM pa3-
JIMYHBIX JACHATYPHUPYIOUIUX (HaKTOPOB, 0Opa30BaHUEM aMHHOKHUCIIOT
TIPY TUAPOIIH3E, a TAKXKE UX BBIACICHUEM B BUIC KPUCTAIOB OEIKa.

®epMeHTH aMpOTEPHBI (MOTYT CYIIECTBOBATh B PACTBOPE B BHUIE
AQHHOHOB, KATHOHOB M aM(MOHOB), 00Ja1al0T AMEKTPOPOPETUICCKON
TTOIBIYKHOCTBIO OJIaroapsi HATMYUIO B HUX MOJIOKUTEIBHBIX H OTPH-
LATEJIBHBIX 3apsIOB, HECIIOCOOHBI K AWAIH3y Yepe3 MOTyNpOHUIae-
MbI€ MEMOPaHBI, JIETKO OCKIAAIOTCS U3 BOAHBIX PACTBOPOB METOAAMHU
BEICanmMBaHUA. MoJekynspHas Macca (epMEHTOB KOJIEOIIETCS OT Je-
CSITKOB THICSY JI0 HECKOJIBKIX MHJUTHOHOB. ONITUMAaIbHAS TEMIIepaTy-
pa 1uist 6oIBIIMHCTBA (PEPMEHTOB PaBHA TEMIIEPATYPE YEIOBEUECKOI0
Tena, onTuMalibHoe 3HayeHue pH — 6,0—38,0.

Ctpoenne ¢pepMeHTOB

Pasnmuuarot mpocTeie u cioxkHbIe pepMeHTHI. [IpocThie pepMeHTHI
MIPEICTaBICHBl AMUHOKHUCIOTHBIMHE IIETIIMU U TIPH THAPOJIK3E pacia-
JTAFOTCSI TOJIBKO HA aMUHOKHCIOTEL. K HUM OTHOCSATCS THAPOJIUTHYC-
ckue pepMeHTH — IETCHH, TPUIICHH, NallauH, ypeas3a, TU30IHM, PH-
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6onykieasa, pocdaraza u ap. bonbiias yacte NPUPOAHBIX (pepMeH-
TOB SIBJISIETCSI CJIOXXHBIMU O€JIKaMH M, TOMUMO HOJMIICITUAHBIX IIe-
e, CONEP>KUT HEOETKOBBIA KOMIIOHEHT (KO(aKTop), SABISIONTHICS
a0COJIIOTHO HEOOXOAMMBIM ISl OeIKOBOM akTHBHOCTH. KodakTopsl
HUMEIOT PA3IUYHYI0 XUMHYECKYIO IPUPOLY U PA3IHYAIOTCA IO MPOY-
HOCTH CBSI3UM C NOJHIENTHAHON wLenblo. Ecnu mnpu BelgeneHHH
W OYMCTKE KOPAKTOP HE OTHCISIETCS OT IMOJIHIICIITHIHOMN e , TO Ta-
KOil (pepMeHT HasbIBaeTcs X0J0()EepMEHTOM (XOJIOIH3UMOM), a KO-
(bakTop — mpocTreTnyeckod rpynmoi. IlonumentuaHas dYacTb
(depmenTa HazbiBaeTcs anodepmerToM. [IpocTeTnyeckas rpyma Mo-
KeT OBITH CBSI3aHa C arnoQepMEHTOM KOBAJIEHTHBHIMH M HEKOBAJICHT-
HBIMH CB3AMH. KoepMeHT — momonHuTeNbHAas TPYIIa, JIETKO OT-
JeTsoImasicst oT arogepMeHTa IpH JUCCOLUANH.

[IpocreTnyeckue Tpynmbl U KOGEpMEHTH aKTUBHO YYacTBYIOT
B XMMHUYECKHX DPEaKLUUAX, Urpas pojb IEPEHOCYHKOB IIPOTOHOB,
9JIEKTPOHOB WM Pa3IMYHbIX PYHKIMOHAIBHBIX IPYIIL.

Kogakropom HaszbiBaeTcs mo0o0i ¢axTop, abCOIOTHO HE0OXO0-
JMMBI{ JUTS BBIIOJHEHHSI OCIIKOM ero Guosorndeckoi ponu. MM mo-
TyT OBIT JIFOOBIC HEOCIKOBBIE OPraHUYECKUE MOJICKYIIBI UM HOHBI
MeTtaioB. KodakTtopom MoOXkeT OBITH NMpOCTETHYECKas TIpyIia
(depMeHTa, ecau OHAa HEe BOBJIEYCHA B aKT KaTaju3a, HO SIBISETCS
(YHKIMOHATBHO CYIICCTBEHHON JJIsl (pepMeHTa.

Kodakrop u anmodepMeHT 10 OTAETBHOCTH HE HaJIeNIeHbl OUOJIOTH-
4eCKOH aKTUBHOCTBIO, TOJIBKO UX O0BEJUHEHUE B €JMHOE LeJI0e, IPOo-
TEKarolee B COOTBETCTBUH C IPOTPaMMOM MX CTPYKTYpHOI OpraHusa-
M, obecrieynBaeT OBICTPOE MPOTEKAHHE XUMUUSCKON PEaKLUH.

2. Akmuenuwlit yenmp hepmenmos

Monekynsl cyOCTpaToB, YIaCTBYIOIINX B XUMHUYECKHX PEaKIH-
SIX, 3HAUNTEIIBHO MEHbIE MOJeKyd (pepmenTtoB. [Ipu obpazoBanun
KOMITIEKCa «CyOcTpaT — (epMEeHT» BO B3aUMOAEHCTBHE ¢ CyOcTpa-
TOM BOBJICKAeTCS OTpaHHYECHHAs YaCTh MOJIEKYJIbl (hepMeHTa.

AKTHBHBIN IIEHTP (pepMeHTa — yHUKAITbHAs KOMOMHALIMSI aMHHO-
KUCJIOTHBIX OCTATKOB B MOJIEKyJle (pepMeHTa, KOTopast oOecrieunBaeT
HETIOCPE/ICTBEHHOE €€ CBA3BIBAHNE C CyOCTPAaTOM M Y4acTBYET B aKTe
KaTanausa. Y CIOXHBIX (JEpMEHTOB B COCTaB aKTUBHOT'O LIEHTPA BXO-
JSIT TIPOCTETUYECKUE TPYIIBL. B akTHBHOM IIEHTpe pa3inyaroT KaTa-
JUTUYECKUH LEHTp (Yy4acTOK, HEMOCPEACTBEHHO BCTYMAIOIIUM B XH-
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MHYECKOE B3aUMOJEHCTBHE ¢ CyOCTpaToM) M CBS3BIBAIOLIMN LIEHTP,
WM KOHTAaKTHYIO IUIOMIAJKy (Y4acTok, obecneynBaronmii crierudu-
YeCKOe CPOJICTBO K CyOCcTpaTy M 00pa3oBaHHe ero KOMIUIEKca ¢ pepMeH-
ToM). B Mmomekyne cyGcrpara Takke ecTh (PyHKIMOHAIBHO pas-
JUYHBIE YYacTKM — YYacTOK, H30UpaTeNbHO CBA3BIBAEMBII
(epMEHTOM, U Y4aCTOK, aTaKyeMbli pepMeHTOM:

CH,-O0-C-R
Il
@)
CBSI3BIBAIONIUIN KAaTaTUTUYCCKHUI
| HEHTP LIEHTP I

AKTUBHBIN LIEHTP

XUMOTPUIICUH

Jist uaeHTHUKAIMN aMIHOKUCIIOTHBIX OCTATKOB, BXOAAIINX B CO-
CTaB aKTHBHOTO IIEHTPA, HCIOJB3YIOT CHEUU(PUYECKHE WHTHOMTOPHI
(epmeHToB (CyOcTpaTonmogo0HbIe BEIIeCcTBA IIM aHAJIOTH KO(depMeH-
TOB), METO/Ibl OIPAHMYEHHOTO THJIPOJIN3a B COUYETAaHUU C XMMHUYECKOU
Momudukarel (BKIOYaeT M30MpaTeIbHOE OKUCIICHUE, CBS3BIBAHUE,
3aMelIeHHe OCTATKOB aMHHOKHUCIIOT | JIp.). Y CTAHOBJIEHO, YTO (hepMeH-
TBI, CXOJHBIC TI0 THUITy ICHCTBHS, MOTYT UMETh MOYTH OJMHAKOBYIO
AMHHO-KHCJIOTHYIO TTOCJIEI0BATEIbHOCTh B y4acTKaX, MPHUMBIKAFOLIHAX
K (D)YHKIMOHATGHO aKTUBHBIM OCTaTKaM aMHHOKHCIIOT.

dopmupoBaHKe aKTUBHOTO IIEHTpa (hepMEeHTa HauMHACTCS Ha PaH-
HUX 3Tarax ero CHHTe3a, KOrja JMHEeHHas! MOJUIIENTHIHAS [eTTh TIPEB-
paiiaercsi B TpeXMEpHOE TENO C ONpeieieHHON KoHpurypanuen. be-
JIOK cO c(OPMHUPOBAHHOW TPETUYHOH CTPYKTYpOil mpuoOpeTaet
GYHKIMOHANBHYIO (B YAaCTHOCTH, KATAMTUYECKYIO) HH(MOPMAIIUIO.
JIroOble BO3EHCTBUS, IPUBOJNIME K AeHaTypauuu ¢epmeHTa (Hapy-
IIEHHIO €r0 TPETHYHOM CTPYKTYpbI), HAPYIIAIOT CTPYKTYPY aKTHBHOTO
LEHTpa W BEAyT K MOTepe (EPMEHTOM KaTaJMTHYECKUX CBOWCTB.
[Ipu BoccTaHOBICHHH HATHUBHOM TPEXMEpPHOW CTPYKTYpHI Oenka-
(depMeHTa (peHaTypalny) BOCCTAaHABIMBACTCS U €ro KaTaJuTHYecKas
AKTUBHOCTb.

Hapsiny ¢ akTHBHBIM IIGHTPOM B MOJIEKYJie (hepMEeHTa MOXKET MpH-
CYTCTBOBATh aJUIOCTEpUYECKUil IEHTP (OT Tp. allos — «uHOW» U ste-
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70S — «IPOCTPAHCTBEHHBIH, CTPYKTYPHBI») — y4aCTOK MOJIEKYJIbI
(bepMeHTa 1S CBSI3BIBAHUS OMPECICHHBIX, OOBIYHO HH3KOMOJICKY-
JSIPHBIX BEMEeCTB — A(PPEKTOPOB, WIH MOAU(DHUKATOPOB, CTPYKTYpa
KOTOPBIX OTIHYACTCS OT CTPYKTYPBI CyOCTpaToB. DPPEKTOP MpH CO-
€/IMHCHUU C aJUNIOCTEPUYECKUM LEHTPOM (epMEHTa M3MEHSET Tpe-
THYHYIO WITH Ja)Ke YCTBEPTHIHYIO CTPYKTYpY (pepMeHTa U CTPYKTYpY
AKTHBHOTO IIEHTPa (epMeHTa, YTO BEIET K M3MCHEHHIO KaTaJIuTHYe-
CKOW akTUBHOCTH (epMeHTa. DepMEHTHI, aKTUBHBIN LIEHTP KOTOPBIX
CIOCOOEH M3MEHSTh CBOKO CTPYKTYPY M aKTHBHOCTH O] JeHCTBHEM
ajtocTepudeckux 3(h(HEeKTOPOB, CBI3BIBAIONIMXCSA C AIOCTEPUYEC-
CKUM LIEHTPOM, Ha3bIBAIOTCS AJUIOCTEPUICCKUMH.

3. H3ophepmenmul
U MYJTbMUMONEKYNAPHbIE (hepMeHmHble CUCHEeMbl

H3odepmeHTHI (H1309H3UMBI) — MHOKECTBEHHBIE (POPMBI PepMeH-
Ta, KaTATM3UPYIOLIME OJHY U Ty K€ PEaKIMIO, HO OTJIMYAIOLIHECs APYT
OT Jpyra (PU3HKO-XUMHYECKHMHU CBOMCTBAMH (CPOJICTBOM K CyOCTpary,
MaKCHMAJILHON CKOPOCTBIO KaTaJIM3UPYeMON peakIvH, IeKTPOOpeTH-
YEeCKOW MOABKHOCTBIO WU PETyJIITOPHBIMU cBoMcTBaMu). CyIiecTBYy-
10T ()epMEHTBI, COCTOSIIINE U3 IBYX U Oosiee CyObeANHHMLL, 00IaIa0IIHX
COOCTBEHHOM MEPBUYHOM, BTOPHIHOM M TPETHUYHOHN CTPYKTypoil. CyOb-
€IMHULIBI TaKUX (EPMEHTOB HA3bIBAIOT MPOTOMEPOM, a BCIO OJIUIO-
MEPHYIO MOJIEKYTy — MyJIbTUMEpoM. [Iponecc onuromMepusanuu Cro-
COOCTBYET TMOBBIIICHUIO CTaOMIBHOCTH (pepMeHTa K JICHCTBHIO
JICHaTypUPYIOLIMX areHTOB (HArpeBaHMUIO, JEHCTBHIO IIPOTEUHA3 U Jp.).
IIpoTomeps! coeMHEHBI MEXTy CO00M HEKOBAICHTHBIMH CBSI3IMH U JIET-
KO JMCCOIMHUPYIOT. AKTUBHOCTB BCEr0 KOMIUIEKCA 3aBUCHT OT CIocoda
YIaKOBKU MEXIY cOOOH OTIENbHBIX CyObeuHuUIL. Eciu cyObetnHnIIbI
MOTYT CYILIECTBOBaTh 00Jiee ueM B OJIHOH opMe, TO U (PepMEHT, ToITy-
YEeHHBIH TP OOBEIMHEHUN 3THUX CYOBEIMHUII, MOXKET CyIIECTBOBATH
B HECKOJIBKHUX CXOJHBIX, HO HE OJMHAKOBHIX (hopmax. Takue (opmbl
(epMeHTa Ha3bIBAIOTCA M30(hepMEHTaMU, WK H303H3MMaMH.

@depMeHT JTaKTaTAErupOreHasa COCTOUT U3 YEThIPE CyObeIMHUIL IBYX
tiroB: H (heart — «cepaue») u M (muscle — «vpimay). CyrecTByer
stk ero uzopepmenros — HHHH (JIA), HHHM (JIAT')), HHMM
(J1ary), HMMM (JIAI',)) m MMMM (JIAT,). Cunres H- m M-cy0n-
€IIMHMI] 3aI[POrPaMMHUPOBaH Pa3HbIMH T'€HAMH M B PA3HBIX OpraHax HIET
mo-pazHomy. M3odepmentst JIIIT 06maqaroT moYTH OMMHAKOBOM KaTad-
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THUYECKON aKTHBHOCTBIO, HO Pa3HBIMH (PU3UKO-XUMUUECKUIMH CBOHCTBAMU
(MOJIeKyJIIpHOH Maccoi, 3MeKTPOpOPETHIECKOI TTOJBMKHOCTBIO, OTHO-
IIeHWEeM K aKTHBAaTOPaM U HHTHOUTOpaM | Jp.).

CyObeiMHUIBL MOTYT HUMETh MOYTH HWACHTUYHYIO CTPYKTYpY
U COJCPIKATh IO OJHOMY KaTAIUTUIECKH aKTUBHOMY y4acTKy ((3-Ta-
JIAKTO3M/1a3a, COCTOSIIIAsl U3 YEThIpeX CyObEeIUHHMII), a MOTYT OBITh
HEUJCHTUYHBIMA U IPOSBIATH (PEPMEHTATUBHYIO aKTUBHOCTD TOJIb-
KO B OOBEAMHCHHOM COCTOSIHMHM (TpUNTO(PaHCHHTA3A).

MHoxecTBeHHBIE (OPMBEI (epMeHTa — OENKH, KaTaIu3upylo-
IIMe OJHY U Ty K€ PEaKIUIO M BCTPEYAIOIINecs B OpraHU3Max OJJHO-
ro Buga. M3opepMeHTs — MHOXeCTBEHHBIE (DOpMBI (pepMEHTOB,
obpasyromuecs BCIEICTBUE T'€HETHYECKH OOYCIIOBIEHHBIX pa3iu-
YU B IEPBUYHOI CTPYKType Oelka.

MyabTUMOJIEKYIAPHbIe (HAaAMOJIeKYJsipHbIe) (hepMeHTHbIE
CHCTeMbI — KOMIUIEKCBI, COCTOAIINE U3 PAa3IUYHBIX IO CTPOCHUIO
(epMEHTOB, KaTaIM3UPYIOMNX ITOCIEA0BATEIbHBIE CTYIICHN NPEBpa-
LIEHUs OIpeesieHHOro cyocrpata. VX 0COOEHHOCTSMH SIBISIETCS
MIPOYHOCTh aCCOLMAINA (DEPMEHTOB U ONPEAEIECHHAS TOCIIEeI0BATENb-
HOCTb MPOXOXKICHHUS IPOMEXYTOUYHBIX CTa Il BO BPEMEHH, OIpeersie-
Mast TIOPSIAKOM PacTioNioKeHHsT (pepMEHTOB B poCTpaHCTBE. Moeky-
JApHAas Macca TaKMX KOMIUIEKCOB Konebnmercs or 2,3 X 10° no
10 X 10°. O6pasoBanue HOJOOHBIX CUCTEM PE3KO COKPALIAET PACCTOS-
HHS, Ha KOTOpBIC IEPEeMENIaloTcss MOJIEKyIsl cyOcTparoB. MymbTH-
MOJIEKYJISIpHbIE (pepMEHTHBIE CHCTEMBI MOTYT OBITH CTPYKTYPHO CBSI3aH-
HBIMH C KaKOH-MHOO opraHemwion (prOOCOMOM, MHUTOXOHAPHEN) WM
¢ OnomMeMOpaHO¥H, Takue CUCTEMBI 00ECIICUMBAIOT JKH3HEHHO Ba)KHBIC
T KIeTKH QyHKIWU (HanmpuMmep, TKaHeBoe apixanue). K mymstudep-
MEHTHBIM CHUCTEMaM OTHOCSTCS MUPYBATJIETUAPOTeHA3HBIN U (X-KEeTO-
Ty TapaTAeT uAPOTeHA3HBIN KOMIIIEKCHI.



JIEKIIHS Ne 13. MexaHusm aeicTBUs
¢pepmenToB

1. Mexanu3sm deiicmeus pepmenmos

B xumudgeckoit peaknnu, KaTaamsupyemMont pepmenTom, pepment E
coequHsieTcss ¢ cyocTpaToM S, 00pasysi HECTOMKHI NMPOMEKYTOY-
HEI (epMeHT-cyOCcTpaTHBI KoMIuteke E-S, KoTopkril B pesynbTare
XUMHUYECKOM peakIMu pacragaeTcs ¢ oOpa3oBaHueM (epMeHTa
Y IPOYKTOB peakuuu P:

E+S—ES—E+P

B nmpouecce peakunu BBIIEISIOT HECKOIBKO CTAIHN:

1) mpucoennHeHHEe MOJNEKYIB CyOCcTpaTa K (hepMeHTY;

2) mpeoOpazoBaHKE MPOMEKYTOYHOI'O COCINHEHHS;

3) otaesneHue KOHEUHBIX MPOIYKTOB PEAKIMH OT (hepMEHTa.

B peaknusax anabommsma (A + B = AB) ¢pepmeHT MOXKET B3amMO-
JefCTBOBAThH C CyOCTpaTaMy IO OTAEIBLHOCTH MIIK BMECTE:

EA

7 N
E EAB—E + AB
N7

EB
Peakmuu katabonm3ma Takke IPOTEKAOT ¢ 00pa30BaHUEM IPO-
MEXYTOYHOTO (PepMEHT-CYyOCTPaTHOTO KOMILIEKCA!
AB+E — ABE

ABE - A+BE—-AB+E—>A+B+E

BE - B+E

B oOpa3zoBanuu (pepMeHT-CyOCTPATHBIX KOMIUIEKCOB yYacTBYIOT
HEKOBAJICHTHBIE (BOJOPOIHBIC, KOOPAWHALMOHHBIC CBS3U, THAPO-
¢uibHO-THAPOPOOHBIE B3aUMOACHUCTBHS) U KOBAJIIEHTHBIE CBSI3H.

Bonboioe 3HaueHHe B TeopHd (HEpPMEHTATHBHOTO KaTalli3a IpH-
JlaeTcs IMHAMHYECKUM N3MEHEHUSIM TPETHYHOU CTPYKTYpHI (hepMeHTa
TIpY B3aUMO/IeicTBUM ero ¢ cyocTparoM. Teopus «MHAyINPOBAaHHOTO
COOTBETCTBI» KoluieHna B IPOTHBONOIOKHOCTh JKECTKOH MOJCIH
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«KITI0Ya ¥ 3aMKa» Puirepa 10myckaeT BBICOKYI0 KOH(POPMAaLOHHYIO
JIAOMIIBHOCTH MOJIEKYJIBI (hepMEHTa U THOKOCTh €ro aKTHBHOTO LIEHTpA.
[Ipu oOpa3oBanmm (hepMeHT-CyOCTPaTHOTO KOMILIEKCa CyOCTpaT HHAY-
LUpYeT N3MEHEHNE KOH(OpMaIMu MOJIEKYIIbl pepMEeHTa TakK, YTOOBI ak-
TUBHBIN HEHTP NPHHSI ONPEACICHHYIO MPOCTPAHCTBECHHYIO OPHEHTA-
LU0, HEOOXOOUMYI0 I B3aUMOJACHCTBHA ¢ cyOcTpaToM. Toibko
B MOMEHT IIPUCOEANHEHHS cyOcTpara (hepMeHT OyAeT HaXOUTHCS B K-
tuBHOU T-(hopme, Bce ocTasibHOE BpeMsi OH IPeObIBACT B HEAKTUBHOW
R-dopme. CymecTBeHHOE 3HaYEHNE HMEIOT TOYHOE COOTBETCTBHE MEX-
1y (epMEHTOM U CyOCTPaTOM, a TAKIKE KaTaIMTUUECKHE U TEPMOJUHAMH-
YecKHe MPEeHMYIIECTBAa MOJO00HOro cooTBeTcTBUS. IIpeamonaraercs
HaJIMYUE HE TOJIBKO IPOCTPAHCTBEHHOW WJIM I'€OMETPUYECKON KOMILIE-
MEHTapHOCTH MEXITy (PepPMEHTOM M CyOCTpaTOM, HO U 3JIEKTPOCTaTUYECKO-
TO COOTBETCTBII, 00YCIIOBIICHHOTO CIIAPHBAHMEM IOJIPHBIX TPYIII CYOCT-
paTta ¥ aKTHBHOT'O LIeHTpa (epMeHTa. UeM BbIIIE COOTBETCTBUE, TEM Ooree
a¢dexTrBeH (hepMEHT B OTHOIICHIN JAHHOTO CyOCTpara.

C TepMoMHaMHYECKON TOUKH 3pEHUS (DEPMEHTHI YCKOPSIIOT XUMH-
YECKHE PEaKIINH 32 CIET CHIKCHUSI SHEPTHY aKTHBALUH. JHEPTHs aKTH-
BallM¥ — SHEPrys, HeoOXouMast 1Sl IEPEeBOIa BCEX MOJIEKYJI MOJIS Be-
IIIECTBA B aKTHBHPOBAHHOE COCTOSIHUE MPH JAaHHOM TeMIepaType, Win
SHEpPrusi, HeoOXoqUMast IS 3aIlyCKa XUMHYECKOo# peakimu. DepMeHT
CHIDKACT DHEPTUI0 aKTHBALMKM ITyTEM YBEIMYEHHS aKTHBHPOBAHHBIX
MOJIEKYJI, KOTOpbIe Ha 00jIee HU3KOM 3HEPIreTHUECKOM YPOBHE YK€ CTa-
HOBSITCS] CHOCOOHBIMHU BCTYIATh B PEAKIIHIO.

A

Ilepexoanoe
COCTOSIIHE

Ceoboauas
JHEPTUAL

Hcxoanoe
COCTOSIHHE

Koneunoe cocrosuune

Xon peakuuu
—— Xon HedepMEHTaTHBHON peakuuu
———- Xoa dbepMeHTATUBHOH peakIHU

AE ¢ — 3Heprust akTHBaIMK HEQEPMEHTATHBHON peakLuK
AEy— sHeprus akTHBAIHA (PEPMEHTATUBHON peaKiiin
AG — cTaHgapTHOE H3MEHEHHE CBOOOAHOMN YHEPTUHN

68



Bennunna cranzapTHOrO H3MEHEHHs! CBOOOIHON SHEPIUH OJJUHAKOBA
Kak Uil (pepMEHTATUBHOW, TaK M Ul He()epMEHTATHBHOW pEaKIHH,
(hepMeHTHI He M3MEHSIOT PaBHOBECHS MEXIY MPSIMO M 0OpaTHOMN peak-
LMSMH ¥ HE BJIMSIIOT HA BEJIMYMHY CBOOOJHOM SHepruu peakuuu. OHU
JIMIIb YCKOPSIFOT HACTYIUICHHE XUMIYECKOTO PABHOBECHSI.

2. Kunemuka ¢pepmenmamuenvix peaxkuyui

JKuBble opraHu3Mbl CHOCOOHBI KUHETUYECKH PETYJIMPOBATh XUMH-
YECKHE PEaKIiH, IOJABIAS CTPEMIICHHE K JOCTI)KEHHIO TEPMOIMHA-
MHYECKOT0 paBHOBecHsl. DepMEeHTATUBHASI KHHETHKA M3y4aeT 3aKOHO-
MEpPHOCTH BIJIMSIHUSI XMMHUYECKOW TPHPOABI peareHToB ((pepMeHTOB
1 CyOCTpaTOB) U yCIOBHI peakiny (Takux kak pH cpensl, Temmepary-
pa, KOHIIEHTpanusi AeHCTBYIONINX BEIIECTB, NPUCYTCTBHE AKTHUBATO-
POB WJIM HHTHOUTOPOB) HAa CKOPOCTH (PePMEHTATUBHON PEaKIINH.

JIrobast XuMuYecKash peakiusi XapaKTepU3yeTcs KOHCTAHTOH
TepMoauHaMHuueckoro pasHosecus Kp. B peakuunu:

ki
A+B 2 C+D
k.
KoHncTranTa paBHOBeCHS:
[C] D] ke,

R TNEA T

rae [A], [B], [C], u [D] — KOHLEHTpaIiH AEHCTBYIOIINX BEIIECTB;

k,, — KOHCTaHTa CKOPOCTH NPAMOMN peaKIyy;
k | — KoHCTaHTa CKOPOCTU OOpPATHON peaKiuu.
Bennunna, oOpaTHasi KOHCTaHTE pPAaBHOBECHS, — KOHCTAaHTa
aucconnanuu pepmenT-cyocTpatHoro kommiekca K.
o [AIFB] i
[C1+[D] ™ ke

Koncranra auccounnanmuu (epMeHT-CyOCTpaTHOrO KOMILIEKCa
3aBHCHT OT XMMHYECKOH MpHUpoasl ¢pepMeHTa u cydcTpara U ompe-
JEeNAET CTENeHb UX CPOJCTBA — deM Hike K, TeM BhIlle CPOJCTBO
¢depmenTa k cyoctpary. [Ipu HU3KOIT KOHIIEHTpaluK cyOcTpaTa cKo-
POCTH peaknuy IpsSMO MPOIOPIIMOHATbHA KOHIICHTpauu cyocTpara
U TIOTYMHSETCA KMHETHKE IepBOro nopsaka. Ilpu BeICOKOM KOHIIEHT-
panmu cyocTpaTa CKOPOCTh PEAaKIUH, JOCTUTHYB CBOETO0 MAaKCUMYyMa,
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CTaHOBHTCSI IOCTOSIHHOM, HE 3aBHCSAIICH OT KOHIIGHTpAaIUK cyOcTpa-
Ta U MOAYUHICTCS] KHHETHKE HYJIEeBOTo mopsaka. CKOPOCTh peaKIuu
B TOM CIJlydae IIETHMKOM OIPEENIeTCs] KOHIEHTpauel GpepMmeHTa.
Oomas Teopust (hepMEHTATHBHON KUHETHKH, pa3padotanHas JI. Muxas-
micoM u M. MeHTeHOM, MpeAnonaraet, 4To ecid (epMEHTATUBHBIN
MPOLECC POTEKAET B BUJE PEAKIHH:

k+l k+2
E+S<2 ESZZE+P,
ki ka

roe E — ¢epmenr;

S — cybctpar;

P — npoaykr peakuuu,
TO KOJIMYECTBEHHOE COOTHOLIEHHE MEXIy KOHIEHTpalueil cyOcrpaTa
1 CKOPOCTBIO (DepMEHTATHBHOM PEaKIMN BBIPAXKACTCS ypaBHEHHUEM:

Vinan % [S]
K+ [S]

rae v — Habo1aeMasi CKOPOCTh PeaKIMU IpY JaHHOH KOHIEHTpa-
uuu cyoerparta [S];
K — KoHcTanTa aucconmanuy GpepMeHT-cy6CTPaTHOIO KOM-
IUIEKCa;
V hax — MaKCHMallbHas CKOPOCTh PEAKIMK MPH MOJHOM Ha-
CHIIIIEHNHU (pepMeHTa CyOCcTpaToM.

IIpu BBICOKOH KOHIEHTpPALUK CyOCTpaTa M HM3KOM 3HaueHuH K
CKOPOCTh PEaKIMH MAaKCHMAJbHA, P HU3KOH KOHIIEHTPAINH CyO-
CTpaTa CKOPOCTh PEaKIUU MPSIMO NMPONOPLHOHATBHA KOHIEHTPALUN
cybctpara. YpaBHerue bpurrca—XoinaeitHa yYUTHIBACT BIHSTHHC
MIPOAYKTOB PEAKIMH HA CKOPOCTh (PePMEHTATUBHOTO Ipoliecca:

ki+tko kg + ko k2

ki a ki ks =Kot ki ’

Kn=

rae Km — KOHCTaHTa MI/IX3.3HI/IC3., onpencigaeMas ONbITHBIM ITYTEM!:
Vimax > [S]
=—
K + [S]

Koncranta Muxasiuca 4uCI€HHO paBHA KOHIIEHTpalUK cyocTpara
B MOJIB/JI, TIpH KOTOPOH CKOPOCTh MaHHOW (DepMEHTATHBHOM peakiynu
COCTaBIJISICT MOJIOBUHY OT MakcHMMajibHOW. OHa Bcernma OoJbIIe KOH-
CTaHTBI AHcconraniy hepMeHT-cyocTpaTHoro Komiiekca na k+2 / k+1.
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JIEKIIHUS Ne 14. OcHoBHbBIE CBOIiCTBa
(pepmenTOB M paKTOpHI,
omnpeaesilole UX AKTUBHOCTh

1. Ocnosnvie ceoiicmea hepmenmos,
6nuUAHUE KOHYEeHmpayuii cyocmpama u pepmenma
Ha CKOpocmb hepmenmamueHoll peaKyuu

®epMeHTHI (Kak U HeopraHMYecKue KaTalu3aTOphbl) HMEIOT Psif
0coOeHHOCTEH:

1) ocraroTcsi HEM3MEHHBIMH TIOCJIE PEAKIUU: OCBOOOXKIAsACH,

CHocOOHBI BHOBB pearupoBaTh ¢ cyOcTparaMu;

2) cnocoOHbl Oka3biBaTh 3(dexkTrBHOE JeiicTBUE B HUYTOXHO

MaJIbIX KOHIEHTPALHSIX;

3) He CABUTAIOT TOYKY TEPMOJAMHAMUYECKOTO paBHOBECHS,

a JIMIIb YBEJIMYUBAIOT CKOPOCTh AOCTH)KEHUS 3TOT0 PaBHOBECHS.

OK3eproHN4YEeCKHe XUMUIECKUE PEaKIINH — PEAKIINH C BEICOKOH
KOHCTaHTOW paBHOBecHus U oTpuuarenbHoit AG.

OHAEProHNYECKNe XUMHUIECKHE PEAKIINN — PEaKIUH C HU3KOH
KOHCTAHTOW paBHOBecHs M mosoxkutenbHoit AG. Takue peaknuu
OOBIYHO HE MPOTEKAIOT CIOHTAHHO, IS MX Hadaja M 3aBEpIICHHS
HE00XO0/IMM MPUTOK YHEPTUU HU3BHE.

CKkopocTh peakuuii, KaTaau3upyeMbIX (GpepMEeHTaMH, 3aBUCHT OT
temnepatypsl. [lpu moBemmeHnn TemmepaTtypsl Ha 10 °C ckopocTh
OOJBIIMHCTBA OMOXMMMYECKUX pEaklUi MOBBIMIAaeTCs B 2 pasa.
[Tpu noBeimenuu Temneparypsl 10 50 °C a¢ddekTHBHAS KOHIICHTpALUs
(epMeHTa 1 CKOPOCTb peakIuy Oy IyT CHIKATHCS BCIEACTBHIE TEILIO-
BO# JeHaTyparuu 0eIKOBOro KoMmoHneHTa ¢pepmenTa. [Ipu Temmepa-
type 100 °C moutu Bce hepMEHTHI YTPauMBaIlOT CBOIO aKTUBHOCTb.
[Tpn HM3KHX Temmeparypax (EpMEHTH HE pa3pyIIaloTCs, HO aKTHB-
HOCTh UX CHM)KAETCS MOYTH 10 HyIs1. ONTUMaIbHOW TeMIepaTypoin
JUIsl neficTBUsl OOJNBIIMHCTBA (DEPMEHTOB TEIUIOKPOBHBIX SIBIISIETCS
temnepatypa 40 °C.

®depMeHTH HauboJsIee akTUBHEI B nipeaenax pH 6,0—8,0. 3naue-
Hue pH, npu KoTopoM (PEepMEHT MPOSBIAET MAKCUMAIBHYIO AKTHUB-
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HOCTb, Ha3bIBaeTCs onTUMyMoM pH cpens! ans AelcTBUS JaHHOTO
¢depmenTa. 3HaueHue pH Bo3jeHCTBYET Ha COCTOSHUE M CTEINCHb
MOHU3AINH KUCIOTHBIX M OCHOBHBIX TPYMII, ITpH casurax pH ot onrtu-
MyMa BO3HUKAalOT KOH(MOPMAIMOHHBIE W3MEHEHHS MOJICKYJIbI
(epMeHTa, IPUBOASIINE K IIOTEPE ET0 AKTUBHOCTH BCIEACTBHE Jie-
HaATypalWy WIK U3MEeHEeHUs 3apsina. @epMeHTHl 00J1a1al0T BEICOKOH
CHenu(pUIHOCTBIO eiicTBUS. Pa3nuyaroT (epMEeHTH ¢ OTHOCHUTEIb-
HOI1 (TpyNIIOBOI) ¥ a0COMIOTHOM CrienupUIHOCTHI0. DEPMEHTHI ¢ OTHO-
CUTENTBHON CTIEM(HIHOCTHIO BO3JEHCTBYIOT Ha ONPEIEICHHYIO0 XUMH-
YECKYIO CBsI3b, COJEPIKAILYIOCS B TPYIIE BEHIECTB, — (EPMEHTHI
TIUIIEBAPUTEIILHOTO TPaKTa (TIETICHH, TPUIICHH, XUMOTPHIICHH, JIMIa3a,
TIeNTH/a3a), HEKOTOpbIe BHYTPUKIETOUHbIE (DepMEHTHI (TeKCOKHMHA3a)
n 1p. depmeHTHI ¢ a0COTIOTHON cen(pUIHOCTBIO CIIOCOOHBI KaTasH-
3MpOBaTh MPEBPAIICHNE EIMHCTBEHHOTO cyOcTpara — apruHasa, ypea-
3a u ap. CrepeoxruMUUecKas ClieupUIHOCTb — CIEU(PHUIHOCTD JIeH-
cTBUS (JEpPMEHTA B OTHOLIEHWH IIHMC- M TPAHC-U30MEPOB (HAIpHMED,
OakTepuallbHasl acrapTaTAETHIPOreHa3a KaTalM3UPYeT OTLICIUICHUE
KapOOKCHITBHOH TPYIIIBI TOJBKO OT L-acmaparnHOBOW KHCIIOTHI C TIpe-
BpalieHueM ee B L-ananun).

Bausinue xonuentpaumii ¢epMeHTa M cydcTpaTa Ha CKoO-
pocTh (pepMeHTATUBHOI peaKuuu

CkopocTh (pepMEHTATUBHOM pEaKIHU MPSIMO MPOTOPIHOHATb-
Ha KOHIEHTpauuu ¢epmeHTa. [Ipym MOCTOSHHOW KOHIICHTPAIIUH
(epMeHTa OBBIIIEHNE KOHLEHTPAIIUH cyOcTpaTa BEJET K yBeInue-
HUIO CKOPOCTH PEaKIMH JI0 TeX MOop, MoKa He OyJeT JOCTUTHYTO
MIOJTHOE HachlleHue GpepMeHTa (COCTOsIHUE, B KOTOPOM BCE MOJIEKY-
7Bl (epMEeHTa CBSI3aHBI C CyOCTpaToM), IOCJE Yero JaibHeHInee
YBEIMUYCHHE KOHIEHTpAIMK cyOcTpara He OyIeT OKa3bIBaTh BIIHA-
HUSl Ha CKOpPOCTh (DEpPMEHTATHMBHOW peakiuu. B Takux yciaoBHAX
MIPOU3BOAST ONPEeIeHNEe MAaKCUMAIBHOI CKOPOCTH PeaKkuu U 3Ha-
YeHHe KOHCTaHThl MuxasJimca.

2. Akmueupoesanue u unzubuposanue gepmenmos

CxopocTh (hepMEHTAaTUBHON PEAKIMH 3aBUCUT OT NPHUCYTCTBHSL
B CpeJie aKTUBATOPOB U HHIHOUTOPOB.

AKTHBATOpPbI — BEIIECTBA OPraHUYECKOH M HEOPTaHWYECKOH
MIPUPO/IBI, MOBBIMIAIONINE CKOPOCTh peakiuu. CossiHas KUcioTa mo-
BBIIIACT aKTUBHOCTH IETICHHA KETyJAO0YHOTO COKa, JKeYHBIE KUCIIO-
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TBl aKTHBUPYIOT JIMIA3y MAaHKPEaTHYecKoro coka u T. 1. HauGosee
4acTO aKTHBAaTOPAMH SIBJISFOTCS HOHBI MeTaIOB. OHM MOTYT UIpaTh
POJIb MPOCTETHYECKUX TPYHIT (HEPMEHTOB, BEICTYNIATh B KaUeCTBE aK-
LENTOPOB WX JOHATOPOB HPOTOHOB, AJIEKTPO- WM HYKJICO(HIOB,
COXpPaHssl OPHEHTAINIO PEaKTHBHBIX Tpymil. MOHBI MeTaIIIOB C1IOCc00-
CTBYIOT PUCOEIMHEHHUIO CyOCTpara K akTHBHOMY LEHTPY U 00pa3o-
BaHHIO (pepMeHT-cyOCTpaTHOro KoMIUIeKca. MeTalul IpH coeinHe-
HUM C CyOCTpaTOM MOXeT 00pa30oBBIBaTh HCTHHHBIA CyOCTparT,
C KOTOPBIM pearupyet ¢pepMeHT. FIOHBI MeTaIIOB MOTYT Y4aCTBOBATh
B ()OPMUPOBAHMU M CTAOMJIM3AaLMM aKTUBHOTO LieHTpa (epMeHTa,
a TaKkXKe BBICTYIIAaTh B POJIM AJNIOCTEPHUECKUX MOIYJISATOPOB.
HMHrnéuTopsl — BellecTBa, BEI3BIBAIOIINE YACTUIHOE MIIH T10JI-
HOE TOPMOXEHHE (QpepMEeHTATUBHBIX peakuuid. OHU MoApa3IensoT-
cs Ha oOpaTtuMble U HeoOpaTuMble. AHTH(DEpMEHTH — OENKH, Iei-
CTBYIOIIME KakK HWHrHOWTOpH (epmeHTOB. Hecnenudpuueckoe
WHTHOMpOBaHUE (DEPMEHTOB MPOUCXOTUT MOJ IEUCTBHEM IHOOBIX
JeHaTypupYyIOmHKX areHToB. Crieruduueckoe HHrMOUPOBaHKE MPOHC-
XOIHUT B OTHOIIECHHH OJHOrO ()epMEHTa WM TPYNIBI PepMEHTOB.
Pasnmuuator oOparumoe U HeoOpaTumMoe uHruouposanue. HeooOpa-
THMOE WHTHOMPOBaHHME MPOUCXOINUT, KOTJa HHTUOUTOP BBI3BIBACT
CTOMKHE M3MEHEHUsI TPETUIHOW CTPYKTYphI (hepMEHTa WK MOIU(H-
KaIuio ero (yHKIMOHAIBHEIX Tpyni. O0paTnMoe HHruOupoBaHe He
BBI3BIBACT CTPYKTYPHBIX M3MEHEHHH (hepMEeHTa, OHO IOIPa3ALIIAEeTCS
Ha KOHKYPEHTHOE W HEKOHKypeHTHoe. KOHKypeHTHOe MHrHOnpoBa-
HHUE BBI3BIBACTCS BEIECTBAMH, CTPYKTypa KOTOPBIX CXOJIHa CO
CTPYKTYpOH cyOcTpara, HO HECKOJIBKO OTJIMYaeTcsi OT Hee. Takoe
WHTUOMpOBaHNE OCHOBAHO Ha CBS3BIBAHMH MHIHOMTOpA C aKTUBHBIM
neHTpoM. CyOcTpar ¥ MHTHOMTOpP KOHKYPUPYIOT 32 CBSI3bIBAHUE
C aKTUBHBIM LICHTPOM, CTEIIEHb TOPMOXKECHUS PEaKLUH OIpeaeisieT-
Csl COOTHOIIEHUEM KOHIIEHTpaUuil (hepMeHTa 1 HHIHOUTOpA.
HexoHkypeHTHOE HMHTHOMpOBAHHME BBI3BIBACTCS BEINECTBAMH,
CTPYKTYpa KOTOPBIX OTJIIMYHA OT CTPYKTYpBI cyOcTpaTa, MHTrHOUTO-
PBI CBA3BIBAIOTCS KaK B aKTHBHOM LICHTPE, TaK U B JPYroM MecTe
MOJIEKYJIbl (pepMeHTa IyTeM 00pa3oBaHus KOBaJleHTHOH cBs3u. Cre-
MIeHb WHTHOMPOBAHMS YacTO ONpPEAEseTCs MPOJ0JDKUTEILHOCTHIO
JeicTBUs HHruouTopa Ha epmeHT. HeKOHKYpeHTHOe HHIHOUpOBa-
HUE MOXET OBITh 00paTUMBIM 1 HeoOpaTuMbeIM. HeobpaTumoe nHru-
OmpoBaHNE BO3HHUKAET IIPH 00pa30BaHUM CTAOMIBHOI KOBaJCHTHON
CBs3M, (DEPMEHT MOABEpraeTcs MOJHOW WHAaKTHBauWu. [Ipumepom
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sABIsieTca aericTBue Womamnerara, JJPD u comet CHHUIBHOM KHUCJIO-
TBI, 3aKJII0YAIONIEECs B CBA3BIBAHUH M BBIKIIOYCHUN (DYHKIIMOHAIb-
HBIX TPYIII B MOJIEKyJe pepMeHTa.

Ilpu oOpaTMMOM HEKOHKYPEHTHOM WHIMOWMpPOBaHUM HMHruOuTOp I
1 cyOCcTpaT S CBA3BIBAIOTCS C Pa3HBIMH LICHTPAMH, M TIOSIBISIETCS BO3-
MOYKHOCTB 00pa3oBaHMs TpoWHOro komiuiekca EIS, koropslii, kak
u komruieke ES, criocobeH pacmamarsest ¢ 00pa3oBaHIEM MPOIYKTOB PEaK-
WX, HO C MCHBIIIEH CKOPOCTHIO. Tako# THIT HHTMOUPOBAHHS BCTPEYACT-
cs1'y epMEHTOB, KaTaTH3UPYONIHUX TPEeBpaieHie HECKOIBKUX CyOcTpa-
ToB. CyIIecTByeT Takxke OECKOHKYPEHTHOE MHIMOUpPOBAHKE, KOTIa WH-
THOUTOp CBSI3BIBACTCS C HEKATATMTHYECKMM LIEHTpOM (epMeHTa yxe
nocisie 00pazoBaHusi pepMEHT-CyOCTPATHOTO KOMILIEKCA.

3. Pecynayua akmugnocmu ghepmenmos,
onpeoenenue aKMUBHOCMU (epmeHmos

Peryasinus akTHBHOCTH ()epMEHTOB

OCHOBHBIMH MEXaHHU3MaMH PETYJSIUM CHHTE3a W KaTaJuTHye-
CKOI aKTUBHOCTH ()EPMEHTOB SBIISIOTCS CIIETYIONIHE.

1. B xaranuzupyemoii pepMeHTOM 00paTUMOI XMMUYECKOW peax-
LMY KOHIIEHTPALMs KOMIIOHEHTOB PEaKkINH W €€ HallpaBlICHHE pe-
TYJIUPYIOTCS 3aKOHOM JAEHCTBHUS Macc.

2. CymecTByIOT (hepMEHTHI, KOHIEHTpalmusi KOTOPHIX B KJIETKE
OIpEeeIsIeTCsl HAIMYMEM WM OTCYTCTBHEM CyOCTpaTa, KOTOPBIH cro-
COOCTBYET MHIYyIMPOBAHHOMY CHHTE3Y 3THX (epMeHTOB. [IpomyKThI
pEaKLUK BBI3BIBAIOT TOPMOXKEHUE CHHTE3a (DEPMEHTA B pE3yIIbTaTe Per-
peccun. @epMeHTHI, KOHIIEHTPANUsI KOTOPBIX HE 3aBUCHT OT HAIWYHS
HMHIIYKTOpa B KJIETKE, — 3TO KOHCTUTYTHBHBIEC ()EpPMEHTBHI.

3. Pang gepMEHTOB MHUIIEBApUTEIBHOTO TPAKTa CHHTE3UPYETCS
B BHJE NPO(GEpPMEHTOB (3UMOTCHOB), PETYJSALMS WX aKTUBHOCTH
CBOJUTCSI K NPEBpAIEHUIO B AaKTUBHBIE (OPMBI (PEPMEHTOB IOA
JeficTBUeM crieuprUecKuX areHToB miu nporenHas. [Ipu nepexo-
ne GpepMeHTOB U3 HEaKTHBHBIX B aKTHBHbIE (hOPMbI (HOPMHUPYIOTCS
WM IEMACKUPYIOTCS aKTHBHBIE IICHTPHI (PEPMEHTOB.

4. AKTUBHOCTb HEKOTOPBIX ()EPMEHTOB OMPEENSIETCS MOCTCUHTE-
TUYECKOH XUMHYECKOW MoAudukanueil npu GopMupoBaHUH TPETHU-
HOW CTPYKTYpBl. AKTMBHOCTH psifia KJIIOYEBBIX (PepMEHTOB OOMEHa
YTIIEBOJOB KOHTpOJIMpyeTcs myTeM (ocdopmmipoBanus u aedoc-
(dopuIMpOBaHuUs, OCYLIECTBISIEMbIX (DepMEHTaMHM NPOTEHHKUHA30M
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u nporenHpochoxnHazoi. [locTcuaTeTHUeCcKas MOU(MUKALIMS BKIIIO-
YaeT B ce0st TaK)Ke IPOLIECCHl O'PAHNYEHHOTO IPOTE0IIN3a, METHIIHPO-
BaHUA, TIMKO3WIMPOBAHMA, YPUAMIUPOBAHUS, aJCHUINPOBAHUS,
AJ1®-pubo3nImMpoBanus U ap.

5. B MHOrocTyneH4aTslx (DepMEHTATHBHBIX CHCTEMaX PEryJIsiiis
OCYIIECTBIISIETCS 32 CYET MHTUOMPOBAHUS 1O TIPHHIMITY 0OpaTHOM CBS-
37 (PETPOMHTUOUPOBAHNS ): KOHEUHBIH MPOIYKT OMOCHHTETHIECKOH I1e-
I TIOJIABJISIET aKTUBHOCTh (PEPMEHTA, KaTATM3UPYIOLIETo MEPBYIO CTa-
IO CHHTE3a, SBIIONIYIOCS KIFOUEBOW UISl TaHHOM HENH pPeaKIuH.
KoHeuHblii MPOIYKT CBSI3BIBAETCS C AJUIOCTEPUUECKUM IIEHTPOM MoJIe-
KyJIbl cyOCTpaTa ¥ MHTMOUPYET BCIO b XUMHYECKOH peaKin.

J1g aMpuOOINIECKUX MPOLIECCOB XapaKTEPHBIM TUIIOM PETYJIISAIAN
SIBISIETCSl aKTHBAIMS TPEANISCTBEHHUKOM, KOTJa NEpBbI MeTadosuT
B MHOTOCTYIIEHYAaTOM IYTH aKTHBHPYeT (DEepMEHT, KaTaau3UpYIOLIUii
TIOCIIETHIOO CTaur0. [ 'oMoTponHbIe pepMeHTbl — (GepMEHTHI, I KO-
TOPBIX CyOCTpaT ¥ MOIYJIATOP UMEIOT OAMHAKOBYIO CTPYKTYpy. ['erepo-
TpoITHbIe (hepMEHTHI — (PEPMEHTHI, B KOTOPBIX CYOCTpPaT U MOIYJISITOP
HMEIOT Pa3HyIO CTPYKTYpY.

6. K npyrum perysisTopHbIM MeXaHHU3MaM OTHOCSTCSI PEryJUpo-
BaHME aOCOJIIOTHOTO KOJMYECTBA IPUCYTCTBYIOIIEIO B KIIETKE
(dbepMeHTa BpeMEHEM ero CHHTe3a W pachajaa, KOHKYpEHLHS
(epMeHTOB 3a 001t cyOCcTpar, BEIKIIIOYEHNE AKTHBHOCTH OJTHOTO M3
(epMeHTOB, BIMSIHHE KOHLEHTPAaLUil KO(AKTOPOB, SBIECHHE KOM-
MapTMEHTaIu3anuu (IIPOCTPaHCTBEHHOE pa3beAMHEHUE (hepMeHTa
¢ cyOcTpaToM mocpencTsoM 6momMeMOpaH).

Omnpenenenne aKTHBHOCTH (hepMeHTOB

CranpapTHas MeXIyHapoJHas €JUHHUIA aKTUBHOCTH ()epMEHTa
(E nim U) — TO KOJIMYECTBO €ro, KOTOpOe B ONTHUMAIbHBIX YCIIO-
BHAX KaTalU3UPYyeET NMpeBpamieHne 1| MUKpoMoJs cyocTpara nin 00-
pa3zoBaHue 1 MUKpPOMOJISI IPOAYKTa B MUHYTY (MKMOJIB/MUH).

1 xatan (KaT) — KaTalIUTHYECKasg aKTHBHOCTbH, CIIOCOOHAs OCy-
HICCTBJIATh XUMUYECKYIO PEAKIIUI0 CO CKOPOCThIO 1 Mosb/c. 1 KaT =
=6 X 107U, 1 U = 16,67 HKar. YaenbHas akTHBHOCThL (pepMEHTa —
YHUCIIO eIUHUI] (PEePMEHTATHBHON aKTHBHOCTH Ha | mr Oenka (Wiu
4ucno KaranoB Ha 1 kr Oenka). Yucno o6opoToB depmenTa (MosipHas
aKTUBHOCTb) — KOJIMYECTBO MOJIEKYJI CyOcTpara, OIBEpratoIeecs pe-
BPAILICHUIO B MPOIYKT OIHOH MOJIEKYJION (hepMEeHTa B €IMHUILYy BpeMe-
HH IIPHU TTOJTHOM HacChIIIeHNH (epMeHTa cyOcTpaToM (BBIpaKaeTcs B Ka-
Tajax Ha 1 r-Moib epMeHTa).
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JIEKIIUSA Ne 15. Knaccudpukanus
U HOMEHKJIATypa (pepMEeHTOB

1. Knaccugpukayua u nomenknamypa gpepmenmos,
cnucok gepmenmos

Kaacenpukanus pepmenToB

B ocHOBy mnpuHATOH KiaccHpHUKAUN (EPMEHTOB IOJOXKEH
MPUHLMT TUTA KaTanu3upyemMoi peakuuu. CorinacHo MexayHapo/i-
HOM KytaccuUKanuy GepMEeHTHI IEAT Ha IIECTh INIaBHBIX KJIAacCOB.

1. OkcupmopeaykTa3sl — (EpMEHTHI, KaTaTH3UPYIOIINE OKHCIIH-
TEJIbHO-BOCCTAHOBHUTENIbHBIE peakiuu. CucreMaTndeckue Ha3BaHUS
COCTABIISIFOTCA 110 CXEME: «IOHOP: aKIENTOp OKCHUAOpPENyKTa3a» (Ha-
npumep, nakrar: HAJI+ okcugopenykrasa). Cpean okcuaopeayKkras
pa3nu4aoT a3poOHbIe AETHAPOTCHA3bI, WM OKCHUAA3bI (KaTalu3upy-
10T TIEPEHOC TPOTOHOB WIIM 3JIEKTPOHOB Ha KHCIIOPOJ), aHadpOOHBIE
JETUAPOTEHa3bl (KaTaIM3UPYIOT MEPEHOC MIPOTOHOB MM JJIEKTPOHOB
Ha IPOMEXYTOYHBIN CyOCTpaT), IUTOXPOMBI (KaTaIH3UPYIOT NEPEeHOC
TOJIBKO 3JIEKTPOHOB). K oKcnpopeaykTazaM OTHOCSTCS TeMcoaepkKa-
mue (GepMeHTHI KaTajlaza ¥ MepoKCH1a3a.

2. Tpancdepassl — (epMEHThI, KaTATU3UPYIOIIHE PEAKIIUH MEX-
MOJIEKYJIAPHOTO TIEpEHOCa aTOMOB, TPYIII aTOMOB U paauKainoB. Crucrema-
THUYECKUE Ha3BaHMS COCTABIIIOTCS 110 CXEME: «JIOHOP: TPaHCIIOPTHPYe-
Masi rpymnna — TtpaHcdepazan. Cpenu Ttpancdepas BBIACISIIOT
KaTaIM3UPYIOIIUE IIEPEHOC OAHOYITIEPOAHBIX OCTaTKOB, AIMIbHBIX,
TJIMKO3WJIBHBIX, ABACTUIHBIX WIN KETOHHBIX, HyKJICOTHUIHBIX OCTaT-
KOB, a30TUCTBIX T'PYIIII, OCTATKOB KUCJIOT ¥ WHBIE TpaHC]epassl.

3. T'maponassl — ¢GepMeHTHl, KaTaJu3upyoIIne pacilerieHne
BHYTPUMOJIEKYJISIPHBIX CBSI3eH IPH y4acTHH MOJIeKyJ Bojibl. Cucre-
MaTHYECKHE Ha3BaHUS COCTABIIIOTCA IO CXEME: «CyOcTpaT — THUAPO-
nmaza». K ruaponazaM OTHOCSTCS 3CTepasbl (KaTaau3upyloT peak-
LMK TUAPOJIW3a M CHHTE3a CJIOXHBIX 3()HUPOB), TIUKO3UAA3BI
(KaTanmu3upyOT pa3pbIB TNIMKO3UIHBIX CBs3el), ¢ocdaTassl, nemn-
THATAAPA3B M aMHUJA3bl (KaTaau3upyoT paspeiB GochoaHruapui-
HBbIX, ICNTHAHBIX U aMUJHBIX CBﬂ3eﬁ).
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4. JInazer — (epMeHTHI, KaTanu3upylomue pa3peiB cBszeir C—O,
C—C, C—N u npyrux u obpaTHUMbIe PEaKIIUU HETUIPOIUTHIECKO-
rO OTIIEIUICHHUS PAa3INYHbIX Py OT cyOcTpaToB. Peaknuu conpo-
BOXKJAIOTCSI 00pa30BaHUEM JABOWHOW CBSI3M WIIM HPUCOETUHEHUEM
K MECTY pa3pbiBa JBOWHOH cBA3H. CHCTEMaTHUIECKHE HAa3BaHUA CO-
CTaBJISIIOTCS IO CXeMe: «cyOcTpaT — Jnasay.

5. N3omepa3sl — GEepMEHTHI, KaTATH3UPYIOIINE TEOMETPHIECKYTO
U ONTHYECKYI0 M3oMepu3anuoo. CucTeMaTHuecKue Ha3BaHUS COCTaB-
JSIFOTCSL TI0 CXEeMe: «cyOcTpart-Imc-TpaHc-u3omepasa». [Ipu BHyTpH-
MOJIEKYJISIPHOM TEpeHoce IpyIbl (PEPMEHT Ha3bIBACTCS «MyTa3ay.
K aTomy ke kiaccy oTHOCSTCS palieMasbl M SIHMepasbl (ICHCTBYIOT
Ha aMHHO- M OKCHKHUCIIOTBI, YTJIEBOJBI M UX IPOU3BOJHBIE), BHYTPHU-
MOJIEKYJISIpHBIE OKCHIOPEYKTa3bl U TpaHcdepassl U Jp.

6. JIurassl (CMHTETa3bl) — (PEPMEHTHI, KATATH3UPYIONINE CHHTE3
OpPraHNYECKHX BEIIECTB U3 JABYX HCXOIHBIX MOJIEKYJI C HCIIOJIb30Ba-
HueM >Heprun Makpodpra (ATD mmu ap.). CucremMmaTHdeckne Ha3Ba-
HHUA COCTaBJIAIOTCA IO cxeMe: «X : Y nurasza», rae X u Y — Ucxof-
HBIE BEIECTBA.

Crnucok (pepMeHTOB COJEPKUT JUI KXIOro (hepMeHTa KoJo-
BBIH HOMep (mmmdp), cucTeMaTudeckoe (palnoHaIbHOE) Ha3BaHHE,
pexoMeHayemoe (pabodee) Ha3BaHUE, XUMUYECKYIO PEaKIHIO, KaTa-
JTU3UPYEMYIO UM, U NIPUMEYaHus o crienuuanoctu neiicreus. Kon
KaXXJ0ro (pepMeHTa COCTOUT M3 YeThIpex LUdp, pa3IeseHHbIX TOY-
KaMH{: HOMep TJIaBHOTO Kilacca (hepMeHTa, HOMep MoAKIJIacca, HoMep
MOATPYIIIBI B IIOAKJIACCE U MOPAIKOBEIH HOMEp (hepMeHTa.



JIEKIIASA Ne 16. YriaeBoabl

1. Buonozuueckan ponv y2n1ee0008,
ux Knaccugukayus, MoHocaxapuol

Buosornyeckasi poJib yrieBoaoB

VYrneBoabl BBITOJHSAIOT BaXKHBIE (QYHKIUH: 3HEPIETUUYECKYIO
(mpencTaBnAOT coOON INTaBHBIN BUJ KJIETOYHOI'O TOIUIMBA), CTPYK-
TYpHYIO (SBISIIOTCSI O0S3aTENIBHBIM KOMIIOHEHTOM OOJIBIIMHCTBA
BHYTPHKJIETOYHBIX CTPYKTYP) U 3aIIUTHYIO (YTICBOAHBIC KOMIIOHEH-
THl IMMYHOTJIOOYJIHOB).

VYraeBozas! pubo3a u Ae30Kcupr603a BXOIAT B COCTAB HYKJIEHHO-
BBIX KHCJIOT.

B pacrennsx yriaeBos! cocTaBisifoT 10 80% Cyxoil Macchl, B XKH-
BOTHBIX OpraHM3Max Ha WX JOJI0 MPUXOJUTCS He Oosiee 2% cyxoi
MaccChl.

Kiaccudpukanus yriiesoaos

VYrneBosl MOAPA3AEISAIOTCS HA TP OCHOBHBIE IPYTIIIBI: MOHOCA-
Xapuabl, oJurocaxapuabl U NOoJIUCaxapuabl.

MOHOC&X&pI/IL[BI — IIPOU3BOJIHBIC MHOI'OATOMHBIX CITMPTOB, UMECIO-
e KapOOHWIBHYIO (aJIBIETUIHYIO W KETOHHYIO) TPYIIITY B CBOEM CO-
CTaBe.

ITpn monoxeHnn KapOOHWIBHOHM TPYMIBI B KOHIIE LEMH YIJIEBOJ
Ha3BIBaeTCA aIbJ030MH, TIPH JIFOOOM APYTOM TIOIOKEHHH — KETO30M.

CH,OH C|H20H C<H
(:: =0 «—— C|HOH — :CH8H
CH,0OH CH,OH CH,OH
JOUOKCHAILIETOH TJIULEPUH TJIULEpaIbaET U
(xero3a) (anmpo3a)

Bce mMoHOCaxapuabl (KpoMe IHOKCHAIIETOHA) COIEpKAT aCHMMET-
PHYHBIE aTOMBI YIJIEpOJia U MOTYT CYILIECTBOBAThH B BUJIE CTEPEOU30ME-
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poB. Ob1Iiee YHCIIo CTEPEON30MePOB s TFOOOTO0 MOHOCaxXapHa BhIpa-
xaercst popmyioit N = 2n, riie n — YHCIO aCHMMETPHYHBIX aTOMOB.

W3zomep mmnepansaeruia, y KOTOPOro NpH MPOEKLIUH Ha IIIOC-
KOCTh THJIDOKCHJIbHASI T'PYIIa Y aCUMMETPHYHOTO aToMa BOJOPOJa
pacroyioxKeHa CrpaBa, CYHTaeTcs D-TIuIepasbieruioM, a ero 3ep-
KaJIbHOE OTpakeHHe — L-TimiepasnbIeruiom:

et o

| © | ©
H- (I?—OH HO - (lj —H
CH,OH CH,OH

D-rmunepansoerun  L-rounepansaerun

Bce n3oMepsl MOHOCAXapHIOB 110 aHAJIOTHH C TIMIEPAIIBICTHIOM
nofpasaersrorcss Ha D- u L-¢opmel. [Ipupoansie rekcossl (TIIIOK03a,
(bpyKTO32, MAHHO3a M Caxapo3a) NPHHAUIEKAT K coeTMHeHnsIM D-psina.

[IpupoaHsie MOHOCAXapHBI 00NAIAI0T ONTHYECKON aKTHBHOCTBIO —
CBOMCTBOM BpaIlaTh IUIOCKOCTH MOJBIPU30BAHHOIO Jyda cBeTa. JIroboi
MOHOCaxXapH ¢ KOHKPETHBIMH (PU3MIECKIMI CBOHCTBAMH XapaKTEpH3y-
ercs crienuQuUuecKoil BeMMYMHON yaenbpHoro Bpamienus [o]. Ilpu nm-
TEJIFHOM CTOSHUM PAacTBOPOB CaxapoB BEJIMYMHA YAEIHHOTO BpPAIEHUS
MeHsieTcs. YTJIEBOJBI MOT'YT CYILECTBOBAaTh B OTKPBITOM (ayIbAeruHon
1 KETOHHOM) M 3aKPhITOM (IIMKJIMYECKOM, MoJyarieTaibHoi) (opme.
[lecTnuneHHsle WKLl CaXapoB HA3bIBAIOT NMHPAHO3aMU, a IISITHUICH-
HBIe — (yparo3amu. [1pu 0O6pa3zoBaHNH MoTyarieTaneii BO3HUKAeT HOBBIH
ACUMMETPUYHBIHN HEHTP. Y a-M30MEpOB MOMTyalleTAIBHBIN THAPOKCHIT pac-
TIOJNIOXKEH C TOM K€ CTOPOHBI, YTO ¥ THAPOKCHUII, ONPE/IEISIOIINI PHHA -
JeXHOCTh K D- i L-psiny, y f-u30MepoB — ¢ Jpyroii cTopossl. B Boji-
HBIX pacTBOpax TIJIFOKO3a HaXOAUTCA TIJIaBHBIM 06p8,30M B BUJIC
Q- ¥ f-TITFOKOTIMPAHO03, B MEHBIIICH CTETIeHH — B BUIE Q- U B-TimoKodypa-
HO3, ¥ B 04E€Hb MaJIOM KOJIMIECTBE — B aJIbACTHAHON (opme.

2. OcHoGHbIE peaKyuu MOHOCAXAPUOO08

Peakuuu ¢ yyacrueM KapOOHIUIBHON IPYNIBI XapaKTEPHBI IS OT-
KpPBITBIX (hopM yrieBooB. OKHCICHHE MOHOCAXapUIOB B MSTKHX YCIIO-
BUSIX TIPHBOAWT K 0OPa30BaHHUIO aJIbJIOHOBBIX KHCIIOT, B JKECTKUX YCIIO-
BUSIX — apOBBIX KUCIIOT. B oprann3mMe MoHOcaxapuabl oJ ACHCTBHEM
(hepMEHTOB OKHUCIISIIOTCS 10 aJIbypPOHOBBIX, MIIH YPOHOBBIX, KHCIIOT.
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BoccTraHoBneHne MOHOCaXapu10B UAET IyTEM UX THAPUPOBAHUS
mo cBs3u C = O, mpu 3TOM OHHU IPEBPAIIAIOTCS B MHOTOATOMHBIE
CHUPTHL.

Peakuuu ¢ yyacTHeM MOJIyaneTaJabHOr0 IMJIPOKCHIIA Xapak-
TEpHBI Ul NUKINYECKHX (popM MoHOcaxapunoB. Ilpu neiictBun Ha
MOHOCaxXapuJ CIupTa, GpeHonaa WiIn KapOOHOBOH KHUCIOTHI BOJOPOA
MOJTyaleTaJIbHOTO THJIPOKCHIIA 3aMeIaeTcsl Ha paJnKal ¢ o0pa3oBa-
HueM O-TJIHKO3HAa.

Bripensitor Takke N-TITHKO3UABI, Y KOTOPBIX TIMKO3UIHAS YaCTh
MOJIEKYJIbI CBSI3aHA Yepe3 aTOM a30Ta C PaAHKaIoOM OPraHUYECKOTO
COCIIMHEHHNS, HE SIBIISIOIETOCS a30TOM.

CyIecTBYIOT TakXe S-TIMKO3UABI, MPEACTaBIsIoNmne co0oi
MIPOU3BO/IHBIE IUKINYECKUX (POPM THOCAXAPOB, Y KOTOPBIX aTOM BOJIO-
poma B MepkanTorpymme (SH-) 3amemeH paaukaimoM. [ THKO3HIBI
SIBIISTIOTCS. COCTABHBIMH YacTSIMH MHOTHX JIEKAPCTBEHHBIX pacTeHHH
(Hanpumep, cepAcUHbIE TIMKO3WIbI, BBIACICHHBIE M3 HANECPCTSHKH,
JIAHJBIIA U JIP.), K TJIMKO3UJIaM OTHOCSITCS aHTUOMOTHKH — aMHHO-
TIIMKO3U Bl Bee mu- n monncaxapuabl sBIsoTcsd O-TIHKO3UAAMH.

Peaknum mo cnUpTOBHIM I'MIPOKCHJIAM MOTYT IPOTEKATh Kak
B OTKPBITOW, Tak M B IUKJINYECKOH (Qopme, Ipu B3anMOJECHCTBUHU
¢ MeTaJlJIaMH ¥ UX THIPOKCHJIAMHU 00pa3yloTCsl caxapaThl, C MHUHe-
PaJIBHBIMHU M OPTaHWYECKUMHU KHCIIOTaMHU — CJI0XKHBIE d(UPHI, C aM-
MHAaKOM — aMHHOcaxapa.

B Bune pocdopubIx 3¢hupoB coenHEHUS TIIOKO3BI H PPYKTO3HI
Y9acTBYIOT B OOMEHE BemIecTB, pubo3a M JEe30KCHpHO03a BXOMAT
B COCTaB HyKJICHMHOBBIX KHCIIOT.

AMnHoOcaxapa BXOJIAT B COCTaB >XHBOTHBIX, PAaCTUTEIbHBIX
1 OaKTepHabHBIX MYKOIIOJIMCAaXapua0B, SBISIIOTCS YIJIEBOJHBIMHU
KOMIIOHEHTaMH TJINKONPOTEHHOB U TIIMKOJIUIIHIOB.

Je3okcucaxapa — MOHOCaxapubl, y KOTOPBIX OJTHA U3 THIPOK-
CWIJIBHBIX TPYIIN 3aMEHEHa aTOMOM Bojopozna. [Ipumepom nezokcu-
caxapuza ABISeTCs [e30KCHpHu003a, BXOIAIAs B COCTaB HYyKJIEHHO-
BBIX KHCJIOT.



JIEKIHUSA Ne 17. Ouiuro- u mojucaxapuabl

1. Onuzocaxapuowt

Ounurocaxapubl — yTI€BObI, COJIEPHKAIIUE B CBOCH MOJIEKYJIE OT
IBYX JI0 IECSTH OCTaTKOB MOHOCAXapHUIOB, COSTMHEHHBIX TITMKO3MTHBI-
MU CBS3SIMU. B 3aBUCUMOCTHU OT KOJIHUYECCTBA MOHOC&XBpI/II[H])lX ocTar-
KOB B TIOJINCAXAPHJC PA3NAYAIOT AWCAXapUIbI, TPUCAXAPHUIBI, TETpa-
caxapujsl 1 T. 1. Jlucaxapuipl — CIOKHBIE caxapa, MOJIEKYJIbI KOTOPBIX
TIpU THIPOJIM3E PACaJat0TCsl Ha IBE MOJIEKYJIbI MOHOCaxapu1oB. Hapsi-
Iy C TOJHMCcaxapuIaMu AUCaXapyubl SBISIOTCS OAHUMH W3 OCHOBHBIX
HCTOYHUKOB YTJIEBOZIOB B ITHILIE YEJIOBEKA U >KUBOTHBIX. [1o cBoeMy cTpoe-
HHUIO JWCAaXapuIpl SBILTIOTCS TIIMKO3WAAMH, B KOTOPBIX JIBE MOJIEKYIIBI
MOHOCAXapHJIOB COCIMHCHBI TIIMKO3MIHOMN CBs3bI0. O0s3aTETHHBIM KOM-
TIOHEHTOM JTHcaxapuioB siBisieTcs: a-D-rimoko3a. Hambonee m3BecTHBIE
JCaxapuibl — MaJTbT03a, JIAKTO3a, caxapo3a U Leiuiooro3a. Masrosa
COCTOMT U3 JBYX OCTaTKOB ¢-D-TIIFOKO3BI, 00pa3yeTcs pu AeHCTBAN aMH-
JIa3 Ha KpaxMaJl WM TJIUKOTeH B Ka4eCTBE MPOMEXYTOUHOTO MPOTYKTa.

6 6
CH,OH CH,0OH
5 O
4 OH i
5 .| OH
OH

JlakTo3a (B-ranakronupano3mwi-(1 - 4)-f-TaoKonupanosa) co-
JIEPIKUTCS TOJIBKO B MOJIOKE, COCTOMT U3 D-ramakTossl u D-riro-

KO3HI.
5 0
4 OH 1
5 2| OH
OoH
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Caxapo3za (f-rmokonupanosmwi-(1 - 2)-B-bpykrodypanosun)
SIBJISIETCS OJHUM M3 CaMbIX PACIpPOCTPAHEHHBIX AHCAXapUIOB
U TIPEJCTaBIISIET COOOM MUIEBOM caxap.

Moutekyna caxapo3bl COCTOUT U3 D-riroko3sl U D-(hpyKTO3HI.

CH,0OH
s 0

1

OH

XuMu4eckne CBOMCTBA 0JIUTOCAXAPUI0B

Maubro3a, JlakTOo3a M 11eJUI00M03a OTHOCSITCS K BOCCTaHaBIIU-
BAIOIINM Caxapam, IOCKOJIbKY y HUX HMEETCsI CBOOOHBIN MoJTyarie-
TabHBIA TUIpOKCUI. Hapsmy ¢ MoHOcaxapuaaMud OHU CIIOCOOHBI
BCTYIaTh B KaUECTBEHHBIC peaKkInu — peakuun Toiurenca U Tpom-
mepa. Caxapo3a He o0JajaeT BOCCTAaHABIHMBAIOIIMMH CBOWCTBaMH,
MIOCKOJIbKY TIPH ee 00pa3oBaHWMM 00a MOHOCaxapusa y4acTBYIOT
CBOMMH IT0JIyalleTAIbHBIMHI I'HIPOKCHIIAMH, OKCOhopMa (OTKpPBITas)
He obOpasyercs. [Ipu rupponuse caxapossl obpasyercs (pykrosa,
JlaroIas KaueCTBEHHYIO pPeaklnio — peaknuio CelnBaHOBaA.

Ipu rupponmse caxapo3bl IPOUCXOANT U3MEHEHNE YIiIa BPAIICHUS
MOJISIPU30BaHHOrO cBeTa. Caxapo3za — IPaBOBpPAILAIOUINI Aucaxapun
(+66,5°), mpu ruaponuse odOpaszyrorcs (pykrosa (—92°) u rmroko3a
(+52,5°). Pazuuria Mesxx 1y yriioMm BpallieHus! MOJIIPU30BAaHHOTO CBETA Ca-
Xapo3bl U ee Tuponu3aTa cocTapisieT —0°. 1o SBICHNE Ha3bIBACTCS UH-
BepcHel caxapa, a CMECh IJIFOKO3bI ¥ (PPYKTO3bI — UHBEPTHBIM CaXapoM.
IIpuponHble HHBEPTHBIE caxapa coaepxarca B Mene. CraagocTs caxapo-
36l TIpUHATA 32 1, Torma ¢pykroza mMeer ciaagocTs 1,73, Tiaroko3a —
0,74, copour — 0,6, manut — 0,4. Hanbonee n3BeCTHBIN MPUPOAHBIHA
Tpucaxapug — pauHO3a, COCTOSIIAS U3 OCTATKOB (PPYKTO3BI, TIIFOKO3BI
U ranakTo3bl. PagruHo3a B OOIBIIOM KOJIMYECTBE COAEP)KUTCS B caxap-
Holt cBekure. Onmurocaxapuasl pacTHTENBHBIX TKaHeH Oomee pazHooOpas-
HBI 110 CBOEMY COCTaBY, YEM OJIMTOCaXapHbl KUBOTHBIX TKaHEH.

2. Hoaucaxapuowl

Ho.lmcaxapnm,l — BBICOKOMOJICKYJIAPHBIC YIJICBOJAbLI, COCTOs-
e U3 OOJIBIIIOrO YHCIa MOHOCaXapuaHBIX OCTATKOB, COCAMHEHHBIX
TJIIMKO3UJHBIMU CBA3AMU U O6pa3yIOHII/IMI/I JIMHEHHBIC WU Ppa3BETB-
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JICHHBIE MOJEKYJBl. MOHOCaxapuabl, BXOASAIINE B UX COCTaB, HaXo-
JTCS B NMUPAHO3HOW WK (hypaHo3HOH (OpMe U COEAMHSTHCS IpPYyT
C IpyroM depes JTr00ble THAPOKCHIIBHBIE TPYNIEL. Pa3nngaroT TuHeH-
HBIE U Pa3BETBJICHHBIE NOJIHCAXAPUIBI, TOMOIOIUCAXapU/bI (COCTOAT
W3 MOHOCaXapuAOB OJHOTO THIIA) U T€TEePONOINcaxapuibl (COCTOAT
U3 MOHOCAXapuoB ABYyX U OoJiee THIIOB).

T'oMonoaucaxapuabl pa3eisIFOT Ha CTPYKTYPHEIE H pPe3epBHBIC.
Kpaxman sBisiercst pe3epBHBIM MaTepHajioM pacTeHuil. [Ipencrasmiser
co0OHf CMeCh NIByX TOMOIIOJIIMCAXapUIOB — JIMHEHHOTO (aMMIIO3BI)
1 pa3BeTBiIeHHOTO (ammtonekTrHa). CofepkaHie aMUIO3bl B Kpaxma-
ne — 10—30 %, amunonekruna — 70—90 %. MoHomepaMu sBIsET-
Cs1 OCTaTKH D-TUIIOKO03BI, COETMHEHHBIE B TUHEHHBIX Hermsx a-(1 - 4)-
CBSI35IMH, a B TOUYKax BeTBICHUS — a — (1 - 6)-CBsI3siMu.

HOCH, - O
HO .
CH,OH Tzo’
OH
dbpykrosza

pesopuuy, t KpacHOEC
Q — okpammBaHHE

t
3H,0°
Hocy, © C<H

S-runpoxcumeTundypdypon

Moutexyiia aMHIIO3BI COJIEPKAT B cpegHeM okoixo 1000 octaTkoB
DIFOKO3bI. OTAETbHBIC YYACTKU MOJICKYJIBI aMIJIOTICKTHHA COCTOST
n3 20—30 3BeHBbEB. AMUII03a M aMUJIONIEKTHH HE Jal0T UCTUHHOTO
pacTtBopa, a 00pa3yroT THIPaTHPOBAHHBIC MUIICIUIBI PA3HON (OPMEI.
[Ipu nobaBneHNA Hoga aMIII03a OKPAIIMBACTCS B CHHHMN IIBET, aMHUJIO-
MIEKTHH — B KPaCHO-()HOJICTOBIIA.

MounekymspHas Macca MOIEKyIbl Kpaxmana — 10°—107, npu
€ro YaCTUYHOM THIPOJIU3e 00Pa3yrTCs MOJIMCAXapHIbl C MCHbBIICH
MOJICKYIIIPHOM Maccoil — MEKCTPUHBL, a IIPH TOTHOM THAPOIIH3EC —
rmoko3a. Cozpeprkanue Kkpaxmalia B Myke coctaBisier 75—80%, B kap-
Todene — 25%.

I'mukoreH sBIETCS TIIABHBIM PE3EPBHBIM IMOJIHCAXapHIOM BBIC-
IIUX JKUBOTHBIX M YEIOBEKa, MOHOMEPAMHU €r0 SBISIOTCS OCTATKH
D-rmioko3s1. [To cTpoeHHIO TIIMKOTEH CXONIEH C aMHJIOIEKTHHOM, HO
uMeeT 0oJiee Pa3BETBICHHYIO CTPYKTYpPY. MOJEKyia ero COCTOUT U3

83



BETBSAIINXCA MOJIUTTIUKO3UIHBIX IIeTiel, coeAMHEeHHbIX -(1 = 4)-cBd-
35IMH, @ B TOYKax BeTBICHUS — a-(1 —= 6)-cBs3siMu. MonekynspHas
Macca riaukorena — 105—108. [Ipu ruaposuse pacuiemisiercs ¢ 00-
pa3oBaHMEM JIEKCTPAHOB, 3aT€M MaJbTO3bl M, HAKOHELI, TJIIOKO3HI.

Hemtrono3a (k1eT4aTka) — caMblil pacIpOCTPaHEHHBIH CTPYK-
TYpPHBIM HOJMCaxapu]l >KUBOTHOTO MHpa. MOHOMEpaMH €ro sBiisi-
IOTCS OCTATKH TJIIOKO3bI B [-mupaHO3HOH (opMe, COCAUHCHHBIC
B-(1 - 4)-TIMKO3UIHBIMU CBS3SAMH.

CH,OH CH,OH CH,OH
0 0
4 1 OH 1
OH 0
0
OH p-1,4-cB38 OH B-1,4-ca36 OH

Y4YaCTOK MOJICKYJIbI HEJUIKOJIO3bI

MonekynspHas Macca He/uTono3sl coctanser (1—2) X 108, Tlpu ee
YaCTUYHOM THAPOIM3e oOpa3yercs aucaxapui Leluio0no3a, a mpy mojl-
HOM rujipoiu3e — (3-rimoko3sa. KieryaTka He niepeBapuBaeTcst epMeHTa-
MH THIIEBAPUTEIHHOTO TPAKTa YEIOBEKA, OHAKO MPHCYTCTBHE ONTH-
MAaJTbHBIX €¢ KOJMYeCTB (2—3%) B MHUIIE CIIOCOOCTBYET (POPMHUPOBAHHIO
Kaina. L{emromno3a sIBiseTcss OCHOBHBIM MCTOYHHUKOM IJIIOKO3BI Y TPaBO-
SITHBIX )KMBOTHBIX, B KUIIIEYHUKE KOTOPBIX TPUCYTCTBYIOT MHUKPOOPTaHU3-
MBI, pacIIeIUBIroLpe -IIMKo3uIHbIe cBsi3u. Llemtonosa u ee mpoun3Bo-
HBIC HCHOJIB3YIOTCA I IMPOU3BOACTBA XJ'IOH'—IaTO6yMa)KHI)IX TKaHEH
n OyMmary, CKyCCTBEHHBIX BOJIOKOH, IJTACTMACCHI U JP.

XUTHH — OCHOBHOHM CTPYKTYPHBII KOMIIOHEHT OeCrO03BOHOY-
HBIX JKUBOTHBIX (B OCHOBHOM WICHHCTOHOTHX), IOJIHOCTBIO 3aMe-
IIaeT IeJUTI0I03y B KIETOYHBIX CTEHKaX Campo(UTHBIX PacTEHHH.
MoHoMepamMH ero SBISIFOTCA OcTaTku N-aneTwii-D-riroko3aMuHa,
coenuHeHHBIE 3-(1— 4) TITUKO3UIHBIMHA CBSI3AMHU:

CH,OH CH,OH CH,OH

o O O

4 OH 1 ¢ OH 1 ¢ OH )
o (0] 0 (0]

HN—-CO—CHj HN—-CO—CH; HN—-CO —CH;

Y4acCTOK MOJICKYJIbI XUTHHA
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JIEKIIUSA Ne 18. IlepeBapuBanue
U BCACbIBAaHUE YIJIEBO/OB,

00MeEeH IJIMKOreHa, IJIMKOJIH3,
IJIIOKOHEOr eHe3

1. O6men y2nee0006

OOMeH YTJIeBOZOB B OPraHM3ME YEJIOBEKa BKIIOYACT CIERYIO-
IIKE MPOIECCHI:

1) pacuiernienne B JKeTyJOYHO-KHIIEYHOM TPAKTE IOCTYHAlo-

KX C NMHUIIEH MONUCaXapua0B U IUCaXapHuIoB 0 MOHOCAaXapH-

JIOB, BCachIBaHNE MOHOCAXapH/I0B U3 KUIIEYHNKA B KPOBD;

2) cuHTE3 W pacmaj ITUKOTEeHA B TKAHAX;

3) anaspoOHOe M a’poOHOE paclleIUIeHHe TIIIOKO3bI (aHadpoo-

HEIH ITyTh TIHKONN3a 0e3 MoTpebIeHusT KUCIOPOoia H adpoOHBIN

NyTh NPSMOTO OKWCJIEHUS TJIFOKO3bl WIIM TEeHT030(]ochaTHbIH

yTh (IEHTO3HBIN IIHKIT));

4) B3auMOIIpeBpalleHue FeKCo3;

5) aspoOHEI MeTabonmm3M mupyBaTa (3aBepmiaromias CTaIus

YIJIEBOAHOTO 0OMEHA — OKHCIICHHE IPOYKTa IIIMKOIN3a — MUPY-

Bara);

6) TmoKoHeoreHe3 (00pa3oBaHME YIJIEBOJAOB M3 HEYIJIEBOIHBIX

MIPOAYKTOB (IMPOBHHOTPAJHON M MOJOYHOH KHCIOT, TNIUIEpHU-

Ha, aMUHOKHUCIIOT)).

IlepeBapuBanue u BcachbIBaHUe YIIeBOI0B

Pacmiennenue riaroKo3bl U ITMKOTeHa HAUMHAETCS B POTOBOM IO-
JIOCTH HOJ JEHCTBUEM aMMJa3bl CIIOHBI. AMUIIa3a CIIOHBI SBISIETCS
(-aMWIIa30M, TOJ1 €€ BIUSHUEM ITPOMCXOMAAT MEpBhIe (ha3bl paciiernie-
HUSl KpaxMaja WIN TIHKOreHa C 0Opa3oBaHHEM JEKCTPUHOB U He-
0O0JIBIIOTO KOJMYECTBA MAIBTO3bL. 3aTEM IHIIA, CMELIaHHasl CO CIIIO-
HOMW, IPOTJIATHIBAETCS M TEPEMEINACTCS B XKEIYyJOK, IJe JAeicTBhe
aMIJIa3bl MPEKpalaeTcs M3-3a KUCJIOTO COAEPIKHMOTO >KEITy/aKa
(pH 1,5—2,5). Ho B ri1y0OKHX CIIOSIX IHUIIIEBOTO KOMKA, T/Ie Cpe/ia He Ta-
Kas Kuclasi, JeHCTBHE amMMiIa3bl HEKOTOPOE BpeMs IPOJOJDKaeTcs,
YTO 00eCHeYrBaeT pacUICIUIEHHE MOJIMCaXapuIoB C 00pa3oBaHHEM
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JEKCTPUHOB M MaibTo3bl. Hambonee BaxxHas pasa pacmaga Kpaxmaina
U TJIHMKOTeHa MPOUCXOAMT B IBEHAIIIATHIICPCTHOM KHIIKE IOM JeH-
CTBHEM (-aMHJIa3bl MOJPKEITYJOYHOTO CoKa, rae pH mpumepHO HEWHT-
pajibHad, 4TO obecreunBaeT MaKCHUMaJIbHYIO aKTUBHOCTH (X-aMUJIa3bl.
depMeHT 3aBepIaeT MpeBpalieHre KpaxMana U ITTHKOTeHa B MalbTo-
3y, Ha4aTOe aMMIIA30M CIIOHBI. (-aMuiia3a pacuierisier «-1,4-cBs3u.
Nmeromumecs B MoJIeKyJlaX aMHUHOTIEKTHHA (1 —6)-TIIMKO3KUIHEIE CBSI-
3M THIPOJIM3YIOTCS B KUILIEUYHHUKE IpyrumMu pepmeHtamu: amuio-1,6-
TIUKO3MU1a30M U OJIMTo-1,6-TIIHKO3HIa30H.

O0pa3yromasicsi MaJabTo3a OBICTPO THAPOJIN3YETCS MO BIUSHU-
eM (epMeHTa MaibTa3bl Ha JBE MOJICKYJBI TNIIOKO3bl. KumieuHsli
COK TaK)Xe COAEPKUT aKTHBHYIO Caxapo3sy, M0J| BIUSHHEM KOTOPOH
13 caxapo3bl 00pa3yroTCs TIII0K03a U PpyKTO3a.

JlakTo3a, KOTOpasi COAEPIKUTCS TOJIBKO B MOJIOKE, ITOJI IEHCTBHEM
JIaKTa3bl KUIIEYHOTO COKA PACLICIUISETCS Ha TIIIOKO3Y M rajakTo3y.

B xoHeuHOM mTOTE YIJI€BOABI MUIIN pacliaJatoTCsa Ha COCTaBJIAIO-
[IMe UX MOHOCaXapupl (IPEUMYIECTBEHHO IIIFOKO3Y, (QpYyKTO3y, ra-
JIAKT03a), KOTOPBIE BCACBHIBAIOTCS KHINEYHON CTEHKON M MONaaaroT
B KpoBb. CKOPOCTh BCACHIBaHUSI OTJEIBHBIX MOHOCAXapHIOB Pa3iIny-
Ha. ['7roK03a U ranakTosa BcacklBaloTCs ObICTpee, YeM Ipyrue MOHO-
caxapupl. BcacpiBanue G0bIIMHCTBA MOHOCAXapH/I0B IIPOMCXOIUT 38
CYEeT aKTHBHOTO TpaHcropra. [y BcacklBaHUS HPOCTBIX YITIEBOLOB
HEOOX0IMMO MPUCYTCTBHE HOHOB Na, KOMIUIEKCHOE COEMHEHUE KOTO-
PBIX TPAHCHIOPTHPYETCs BHYTPh KIETKH, Iie OH pacnanaercs. Von Na
axTuBupyer ATd-a3y, 6maronapst uemy yckopsiercs pacnag AT®, Bca-
ceiBaHUe oOecrieunBaetcs dHeprueit ATO.

Cerimie 90% BcocaBUIMXCS MOHOCAXapHAOB yepe3 KammHuJUISPhI
KHIICYHBIX BOPCHHOK ITOTIaJaeT B KPOBEHOCHYIO CHCTEMY U C TOKOM
KpOBHU 4Yepe3 BOPOTHYIO BEHY B IE€U€Hb; OCTAIBHOE KOJIHYECTBO
MOHOCAXapHJI0B IMOCTYIACT 10 JNUMGPATHIECKUM ITyTSIM B BEHOZHYIO
cucreMy. B meueHun BcocaBIascs IIIIOK03a MpeBpallaeTcs B TIIHKO-
T'eH, WCIONB3YIOMNNCS sl MoepXKanns (pU3H0I0rHIecKod KOH-
LEHTPALUH TJIIOKO3Bl B KPOBH. MeTaboIu3M TIIIIOKO3bl HAauMHACTCS
c ee (ochopmmpoBanus npu yuactun ATD n depmenra rekco-
KHHA3BI, JajIee TI0K030-6-(hocdaT mox BiusareM Gepmenta (ocgo-
[JIIOKOMYTa3bl IEPEXOAMT B IIII0K030-1-hocdar.

I'rox030-6-hocdaT He c1ocoOEH MepexoquTh Yepe3 MeMOpaHbl,
T. €. ¢ochopuarpoBaHre TIIOKO3bI 00ECIIEUUBACT €€ COXpPaHEHUE
B KJIETKE.
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I'mrox030-6-pocdaT nperepneBaeT ciaeayone TpeBpameHus:
1) mon meiictBueM ¢ocdaTaspl paciieruisieTcst 10 TITFOKO3BI
u docdara;

2) nmox pevictBueM QocdormokomyTassl [-6-@ npeBpamaercs
B ['-1-® — mpoMeXyTOUHBIN MPOXYKT CHHTE3a TIUKOTCHA;

3) nop npeiictBueM ['-6-@ neruaporeHasbl OKMCISETCS B TITIOKO-
HOJIAKTOH U Jajiee MpeTepeBacT MPEeBpaIIeHus 10 IEHT030(oc-
¢daTHOMY TTyTH;

4) m3omepuzyerca B QpykTo3y-6-docdaT u gaiee BOBICKASTCS
B IIPEBpAILEHUs, BeAymue K okucnenuro 10 CO, u H,O — oc-
HOBHOH IyTh KaTabOJIM3Ma TII0KO3BI.

2. Pacnao u cunmes 2auxocena. I'nuxonus

I'imkoreH — aenmoHupoBaHHAs (popMa TITIOKO3BI, BEBICBOOOXKIAaeT
9Ty TEKCO3Y IPH y4acTuu rimkoreHdocdopmnaszpl. epMeHT KaTanu-
3upyer (ocdoponu3 (pacmierniieHne ¢ MPUCOSANHEHUEM KOMIIOHEH-
TOB (hochOPHOI KUCITIOTHI) 1,4-TTIMKO3UTHOMN CBSA3U C BBICBOOOXKICHUCM
OCTaTKOB TITFOKO3HI B BHIE [-6-D.

Ero Bo3MOXHBIE MyTH NpeBpPaLIeHUs]:

1) B Mprmmax, rae HeT [-6-@ docdaTasbl, 10 OCHOBHOMY ITyTH

(aspoOHOMY MM aHAIPOOHOMY);

2) B IKUPOBOW TKAHU U JAPYTHUX, IlI€ UIET UHTCHCUBHBINA BOCCTa-

HOBHUTEJBHBIA CHHTE3, MO MeHTo30(hochaTHOMY yTH (I HAKOII-

nenns HAJI®*H,);

3) B meuenw, rae MHoro I['-6-®, paciiersiercst Ha TIFOK03y U Goc-

¢ar, rimokos3a mocrynaer B KpoBb. CHHTE3MpPYETCsl TNIMKOTEH 3a

cuet ['-1-®, koTopsiii, B3aumoeiicTBys ¢ YT (ypunun-tpu-goc-

(haTom), 0OpazyeT ypunuHIupochaT-rIIFOK03Y, a TOCIETHIS Hrpa-

€T POJib JIOHATOPA OCTATKOB TIIFOKO3bI, aKIIEITOPOM KOTOPBIX SIBJISI-

1orcst onurocaxapuabl: Y J-rimoko3za + (Irokoza) n —— YD +
+ (rmroko3a) n + 1.
Karanusupyer 3Ty peakiuio TIMKOI'€HCHHTEeTa’3a — (EpMEHT

obecrnieunBaeT 00pa3oBaHUE JIMHCHHBIX Y9acTKOB TiuKoreHa. OOpa-
30BaHHME BETBIIEHHH oOecrnieunBaeT (epMeHT amuiio-1,4-1,6-riauKo-
3uITpaHc-Qepasa.

I'1uxosM3 — aHadpoOHBII pacnal TII0KO3bl, CYIIECTBYET Haps-
Jy C OCHOBHBIM ITyT€M €€ INPEBPALICHHUS, SIBISIETCS albTEPHATUB-
HBIM, CIIOCOOEH 00eCIeunTh KIETKH DHeprueil B OTCYTCTBHE KUCIIO-
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pona. DTOT MyTh COBIAAAET C OTPE3KOM OCHOBHOTO IYTH A0 CTaIHH
MUpyBaTa, 3TOT €r0 YYaCTOK OOCCIICUYUBAIOT ITUTO30JIBHEIC (PepMeH-
THI, KaTaJH3UpPYIOMINE MpeBpalleHue TIIOKO3bl B mupyBar. Jlanee
BMECTO OKHCIHUTEIBHOTO JEKapOOKCUIMPOBAHKS MMHPYBAT MOXKET
MTOJIBEPTHYTHCS PEAKIINH BOCCTAHOBIICHIISI, IPHUHSB Ha cebst mapy aTo-
MOB Bojiopona oT neruaporeHassi HAJI*H2, obpa3oBaBmieiics mpu
OKHUCIEeHUH 3-(h0oCOTIHUIICpUHOBOTO aTbICTHIA.

[IpoayKT BOCCTaHOBJICHUS — MOJIOYHAS KUCJIOTa. Peakifuio mpe-
BpAIICHUS MHPYBAaTa B MOJOYHYIO KHCIOTY (JaKTaT) KaTalU3HPYeT
JIAKTATACTUIPOreHa3a — (EPMEHT, IIMPOKO PacCHpOCTPaHCHHBIM
B KiIeTKax. [Ipu orpaHUYeHHOM 00ECIICUYCHUH KHCIOPOJIOM JaKTaT-
JIETUIPOTreHa3a KaTall3upyeT MPEUMYIIECTBEHHO PeakIui0 BOCCTa-
HOBJICHHS, TIPU JOCTATOYHOM — PABHOBECHC PCAKIIUH CIBUTACTCS
BJICBO U IIPOMCXOAUT OKHCIICHHE MOJIOYHOM KUCIIOTH B IHpyBar. [Iupy-
BaT B 3TUX YCIIOBUSIX BOBJICKACTCS B OKUCIUTEIBHOE KapOOKCUIUPO-
BaHUE.

B nporecce rmkonuza obpasyercs AT®. CymmapHoe ypaBHe-
HUE TJIMKOJIN3a MOXKHO M300pa3uTh CIIEAYIOMHUM 00pa3oMm:

C(H,,0, + 2A1® + 2®w > 2CH,CH(OH)COOH +
+2AT® + 2H,0.

Buosornyeckoe 3HaUeHHe MPoLecca IITMKOIN3A MPEXK/IE BCETo 3a-
KITFOUaeTCcsl B 00pa3oBaHMM OOTaThIX HEpruei (GocOpHBIX COeIHe-
Huid. Ha mepBBbIX CTaausx TIIMKOMKM3a 3aTpauyrBarOTCSl JIBE MOJICKYJIBI
AT® (rexcoxnnaznas u (ochodpykroknnazHas peakmuun). Ha mocrre-
JyIOIuX 00pa3syrores yetbipe Mojiekyisl AT® (pochormuneparkunas-
Has ¥ MUPYBAaTKUHA3HAs PEAKIHN).

Takum o0pa3oM, sHepreTudeckast 3PpHEKTUBHOCTD TIIUKOJN3a B aHa-
SPOOHBIX YCIOBUSX COCTABISIET ABE MOJIEKY bl AT® Ha 0J[Hy MOJIEKyITy
IIr0K03bl. M3BeCTHO, 4TO M3MEHEeHHe CBOOOJHON 3HEPIUH NIPHU pacllien-
JICHHH TIIFOKO3BI JI0 IBYX MOJIEKYJI MOJIOYHOH KHCIIOTBI COCTABIISIET OKO-
110 210 x/Ix/Moib. M3 aToro konuuecTsa sHeprun okono 126 kJ{x pac-
cenBaeTcsl B BUJe Teruia, a 84 k/[x HakarumBaercs B opme OoraTbix
sHepruei pochaTHIX cBsi3eir ATO.

AHa3po0OHBII ITUKOIN3 — UCTOUYHUK AT®D B UHTEHCUBHO pa-
00TaOMUX MBIMIIAX, KOTJa OKUCIHTEIbHOE pochopunupoBanne He
cupasisierca ¢ obecrieueHneM kietkn AT®. B spurporurax, He
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HMEIOLIMX MUTOXOHIPHH, a ClIeIOoBaTelIbHO, U (EPMEHTOB LUK-
na Kpebca, norpebHocTs B AT® ynoBiIEeTBOPSETCS TONBKO 33 CUET
aHa»pOoOHOrO pacraja.

3. Cnupmoesoe oporcenue

OcyuiecTBisieTcs IPOAOIKEN0J00HBIMU OPraHU3MaMH, HEKOTOPBIMU
IecHeBBIMH rpubamu. CymMMapHOE H300paKeHNEe PEaKIIHN:

C,H,,0, = 2C,H,OH + CO,.

Peaknust cimproBoro 6poxxeHust OJIM3Ka K IIIMKOJIN3Y, HEKOTOPOE pac-
XOJKIIEHHE T10CTIe 3Tarna 00pa3oBaHusi MUpyBaTa: Py MIIMKOJIN3e IUPYBaT
BOCCTAHABJIMBAETCs B JIakTaT ¢ ydactueM ¢epmenta JIJAI' u xopepmenra
HAJIH,. ITpx cipToBOM OPOXEHHH STOT KOHEYHBIN STall 3aMEHEH JIpY-
THMH (EpMEHTATHBHBIMU PEaKIMAMH: IHPYBaTACKapOOKCHIA3HOM
1 AJIKOTOJIbJAETUporeHasHoi. [1py crimpToBOM OpOXKEHHH TPOMCXOIHT
JIeKapOOKCHIIMPOBAaHKE IIHpyBara ¢ 0Opa3oBaHHEM alleTabAeTHaa IPU
y4dactiu (epMeHTa IHpyBaTAeKapOOKcHnasbl HOHOB Mg, kodepmeHTa
THaMuHIMpodocara. OOpa3oBaBIIMICS alETANBICIHI MPUCOSANHSET
K cebe Bogopox, oTmemsembrii or HAJIH,, BoccTanapMBasCh IIpH 5TOM
B 9TaHOJI C y4acTHeM (hepMEHTa aJIKOTOJIbACTUIPOTeHa3bL.

O0mMeH GpPYKTO3BI U rajIaKTO3bI

DpyKTOo3a MPUCYTCTBYET B CBOOOIHOM BHJIE BO MHOTHX TKaHsIX, 00pa-
3yeTcsi B TOHKOM KHIIIEUHUKE M3 Caxapo3bl, B TIEUEHH IPeBpaIiaeTcs o
¢dpykro30-1-pocdarHomy myTn. B sxrpoBoii TkaHH (PpYKTO3a MOXKET Me-
TabOIM3UPOBATh B QPYKTO30-6-hochar — MPOMEKYTOUHBIH IPOIYKT OC-
HOBHOTO ITyTH OKHCJIEHHS TJIFOKO3bI. OCHOBHBIM MCTOYHHKOM TaJlaKTO3bI
SBIAETCS JIAKTO3a TTUIIM, KOTOpas B ITMILEBAPUTEILHOM TPAaKTe paclien-
JISIETCS 10 TAIAKTO3bI 1 TITIOKO3bL. [ 'aaKTo3a BCTyIaeT Ha ITyTh [TIMKOJIH3a.

KaTajlu3aTop
lanakroza + AT® —— > lamakro3a-1-dochar + AAD

TraJJaKTOKHHa3a
3arem cieayeT OOMEHHAs peaklus, KaTalu3upyeMas TalakTo30-
1-pochar-ypununrpanchepasoii:

lanakro3o-1-¢pochar + YD —— Y/Id-ranakrosza + gocdar.
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Hanee ramakro3a B cocraBe YD mox neicTBUEM 3NMMEpasbl
Mensier KoH¢urypanuio OH-rpynner npu C-4, mHBepTHpYyeTCS
B ITI0K030- 1 -hocdat, ocBoOk1asacy oqHOBpeMeHHO OoT Y D!

lamakro3o-1-YA® - rmoko3o-1-dpochar + YV D.

I'nrokoHeoreHe3 — CHHTE3 INIIOKO3bI U3 HEYTJICBOAHBIX MPEJIIIeCT-
BEHHUKOB: OCHOBHBIC — ITUPYBAT U JIAKTAT, IPOMEKYTOYHBIC — METa-
OOJHTHI IIMKJIA TPHKAPOOHOBBIX KHUCIIOT, TTIFOKOTEHHbBIE aMUHOKHCIIOTEI
n rivuepuH. KittoueBast Touka CHHTE3a IIIFOKO3bI — IpEBpallieHre py-
Bata B (pochoprommpysar (DEIT).

[MupyBaT KapOOKCHIMpyeTCsl NMHpyBaTKapOOKCHIa30d 3a cueT
sueprun AT®, peakiust OCyIIEeCTBIACTCS B MUTOXOHIPHUSX.

CH;—CO—COOH + CO, ——HOOC—-CH,— CO—0O0OH
UpyBaT OKcanoanerar

Hanee npoucxoaut Gochoprmnnpyromee fexkapOoKCHINpoBaHue,
Karajausupyemoe GpochopHOIMUPYBaTKAPOOKCHIIA30M.

Hanbueiimmii myts obpazoBanus ['-6-@ npencrapisier oOpaTHBIi
ITyTh TJIMKOJIN3a, KaTATU3UPYEMbIH TeMH ke (hepMeHTaMH, HO B 00part-
HOM HalpaBJICHHH, 332 UCKITIOYCHUEM, TIpeBpamieHust Gpykro3o-1,6-mu-
¢docdara B ppykro30-6-hocdar, karanuzupyemoro Gpykrozomudocda-
Ta30i. AMUHOKHCIIOTHI (acriapartH, acliapariHoBasi KUCII0Ta, TAPO3HUH,
(eHMIIANIaHNH, TPEOHWH, BaJMH, METHOHWH, W30JICHIIMH, TIIyTaMHH,
MIPOJIMH, TUCTUMH, apTHHIH) TEM WM HHBIM IIyTEM IIPEBPAILArOTCs
B MeTabouT IuKia TpukapoonoBsix kuciot (L[TK) — dhymaposyro
KHCIIOTY, TOCHEIHAS — B OKcajoaleTar. J[pyrue aMuHOKHUCIIOTHI (ana-
HUH, CEpUH, IIUCTHH, IMIMIHH) IIPEBPAIIAIOTCS B IMPYyBAT.

I'munepuH BimBaeTCs B TPOIECCHl TIIIOKOHEOTEHE3a HA CTAINU
3-®I'A, makTaT OKHCIIAETCS B MUPYBaT. Perysims IiIroKoHeoreHesa ocy-
LIECTBILIETCS PeaKlei, KaTan3upyeMoii nupyBaTrkapOokcuiiazoi. Poib
TIOJIOXKUTEIIBHOTO AJNIOCTEPUYECKOTO MOJYJIATOPA 3TOro ()epMeHTa BbI-
nonaseT aneTi-KoA. Kornma B KieTke HakarMBaeTCs MUTOXOHIPAITb-
HbI arpT-KoA, OMOCHHTE3 TITFOKO3bI U3 IIUPYBATa YCHIMBACTCS.

BTOpBIM BaKHBIM MOMEHTOM B PETYJISILIMH TIIFOKOHEOTeHE3a SIBIISICT-
csl peakiysi, Karaiamsupyemas (pykrozo-1,6-6udocdarazoii, pepmen-
TOM, KOTOpBIH HHruonpyercs AM®.

[Ipu an3koit KoHIeHTparmu AM® u BeicokoM ypoBHe AT® npowuc-
XOJIUT CTUMYJISIIUS TJIFOKOHEOT eHe3a.
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JIEKIIHUSA Ne 19. A3poOub1ii MeTado0m3M
NMUPOBUHOTPATHOM KHCJIOTHI, HNKJ Kpedca

1. Aspoonsviit memadonuzm
RUPOBUHOZPAOHOIL KUCTIOMDbL

AdpoOHBI pacnaj III0K03bI — 5TO OCHOBHOW MyTh KaTaboJIn3-
Ma TIIOKO3BI.
OH BKIIIOYaeT B ce0s TPH IOCIIEI0BATENIbHBIX JTalla:
1) cneumduyeckuii, CBOHCTBEHHBIH TOJIBKO IIIIOKO3€, Tl Ipe-
BpaIlleHU, 3aBepIIAIOIINICS 00pa3oBaHNEM MMUPYBATA;
2) OKHCIHTENbHOE JeKapOOKCHIMpOBaHME MUpyBaTa (Y4acToK,
00K I TIIOKO3BI, TIIUIEPOIIa, HEKOTOPBIX aMHUHOKHUCIIOT);
3) uuTpaTHBIN OUKI (Y4acTOK, OOLIMIl JJIsl TIIFOKO3BI, JIUIHIOB,
aMHHOKHCJIOT).
IepBbIii 3Tan BKIto4aeT B ce0sl TPH MOCIIE0BATENbHBIE CTA/INU:
1) m3omepuzanuio u GpochoprUIpoOBaHUE TIIIOKO3EI C 00pa3oBa-
HUeM (ppykTo30-1, 6-mudochara;
2) obpa3oBaHUe U3 MOJEKYIHl GpykT030-1, 6-nudochara aByx
Moutekya 3-dpochornunepunoporo anpaeruaa (3-OI'A);
3) OKHCIHUTENHFHO-BOCCTAaHOBHUTENBHBIC TpeBpamerns 3-OI'A mo
nupyBaTta, Beaymue k cuatesy AT®. Ha 31oil ctanuu nocnenosa-
TenpHO npotekaeT 3-OI'A ¢ BocctanopnenueM HA/JI-neruaporesa-
351, a 00pasyrormmiics 1,3-mudocormumepodochar comepKut Makpo-
SPTHYECKYIO CBSI3b 32 CUET SHEPIHH OKHCIeHHs. [lanee mponcxoaut
nepedocdoprmupopanue ¢ AJID u odpazosanne ATD (cyberpar-
Hoe docthoprumposanne). B crenyromei peakunu octatok docda-
Ta W3 TMOJIOKEHUS 3 TIEPEHOCUTCS B MOJOXKEHHE 2, a 3aTeM OCy-
HIeCTBIsIeTCsl Aeruaparauus 2-docdoraunepara. ITO MPUBOAUT
K 00pazoBaHHIo (GochoeHONHpPYBaTa C MAKPOIPIHIECKOH CBSI3BIO,
MOSIBJICHHE KOTOPOH OOYCIIOBJIEHO S3JEKTPOHHOW IEPECTPOUKOM.
B 3aBepiiieHrie BHOBb MPOUCXOIHUT peakims cyoctpaTaoro docgo-
PHIMPOBaHHUS — TIIEPEHOC MaKpO3IPIHMYecKoro ocrarka ¢ocgara
¢ pocoenonmupyBara Ha AJlD, B pesymprare dero obpaszyercs
erie oaHa Mojekyiaa ATO.
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BTopoii 3Tan — okucnuTeNpbHOE AeKapOOKCHINPOBAHHUE MTHPY-
BaTa — MHOTroCTaguiHbIA npouecc. OH KaTaau3upyeTcs CIOXKHBIM
KOMIIJIEKCOM, BKJIIOUAIONIUM NHPYBaTAeKapOOKCUIa3y, ameTHI-
TpaHcdepasy u JeruaporeHasy IUTHIPOIHUIIOCBON KUCIOTHL. Taxke
y49acTBYIOT msath kodepmentoB: HAJl, ®AJl, tnamuumgudocdar
(TD), munoeras kucnota (JIK) u xodpepment A (KoA).

CyMMapHBIH pe3yabTaT B3aUMOICHCTBHUS 3TOTO CI0XKHOTO KOMII-
JIeKca ¢ MUPYBaTOM:

CH,— %—COOH +HS-KoA + HAJI'—>

—> CII,— ("3 —SkoA + HAJJH, + CO,

Brinensitor Tpu peaknum, Bexynye kK o0pazoBanuto anetmi-KoA:

1) mexapOokcmimpoBaHUE NHpyBaTa (KaTaau3aTop — MHPY-

Baraeruaporenasa, kopepmentr — T D).

B peaxnum ygac-t-Byet kopepment TD, KOTOPEIil mpeBpamaeT-

ca B okcndTUi-T1D;

2) OKHCIEHHE OKCHITHIIA JI0 alleTaTa U rnepeHoc anetuia Ha KoA

(kaTanmu3atop — anetmirpanchepasza). KopepMeHT — OKHUCIICH-

Has popma JIK — npuanmaer okcuatuia ot T/ID Ha oanH U3 ato-

MOB cepbl. [Ipu 3TOM 0MH U3 aTOMOB BOJOPO/A IPUCOEIUHSIETCS

K IpyroMy aTOMY CEpBbl, B 3aBEpIICHHE alleTaIbIeTH I IEPEXOAUT

B allCTUIL.

OTO OKHCJICHHE CONPOBOXAAETCS MOSBICHHEM MaKpO3pruye-

CKOM cBs3U. Jlanee aleTHILIMIIOEBAs KUCI0Ta B3aUMOJEHCTBYET

¢ KoA-H u anerun nepenocurcs Ha KoA ¢ oOpazoBanuem arie-

TiI-KoA;

3) OKHCJIEHHE NETHIPOIUIIOCBOM KHCIOTHI JICTHUAPOTCHA30H -

THAPOJUTIOCBON KUCIOTH (TUTHApOIHomInernaporeHasa, ®AJl-3a-

BUCHMBIH (pepMeHT, nepenaromuii Bogopon Ha HAJl ¢ oOpazosa-

nanem HAJ[*H,).

Tperuii 3Tan — 1urpatHeiil nukn Kpebca, a1 TpukapOoOHO-
BBIX KHCIJIOT, B KOTOpBIH BKiIIOYaeTcs anetnia-KoA u maseneBo-
YKCyCHasi KUCIIOTa, 00pa3ysl JUMOHHYIO KUCIIOTY, KOTOpas B pe3yJIbTa-
Te psAa INpeBpalleHuil npeobpasyercs B IIaBEJIEBO-YKCYCHYIO
KHCJIOTY, Tepsisi ABa aToMma yIJIepoja, NMPHUHAUICKAIIUX aleTuiy,
B BUjIE IBYX Mouiekyn CO,.
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2. Peakyuu yuxna Kpeoca

1. CunTe3 nuMOHHOM KUCIOTHI. AtileTun-KoA — NpoaAyKT OKHC-
JUTEIHHOTO JIeKapOOKCHIMPOBAHMS NMHPyBaTa — KOHJEHCHPYETCS
C IIaBENICBO-yKCYCHOM KUCIIOTOH. Peakius cuHTe3a OCymecTBIIseT-
Cs 32 CUET YHEPTMH MaKpOAPrHUEcKOi cBs3M B aneTnia-KoA, peax-
nusg HeoOpaTuMa.

2. M3omepuzanusi B HM30JUMOHHYIO KHCJIOTY NpOTEKAaeT INpHU
y4aCcTUM aAKOHMTA3bl B JiBa JOTalla: ACTrUApaTallii W TUApaTaluu
B JIPYTOil O3HULINY.

3. JeruapupoBanue u n1eKapOOKCHIMPOBAHIE H30LUTpaTa KaTa-
mm3upytoT a8a pepmenrta (HAl-nernaporeHasa u aexapOokcuiasza
IaBENEBO-IHTAPHON KHCIIOTHI), IPUBOAUT K 0OPa30BaHUIO (X-KETO-
TJIyTapOBOW KHUCIIOTHI.

4. OxucauTenbHOE 1eKapOOKCUINPOBAHUE (-KETOTIyTapaTa Ka-
TaNU3UpyeT PEePMEHTHBIA KOMIUIEKC, CXOIHBIN C MUPYyBaTIeKapOoK-
cunasHelM. Peakuus nporexaet npu yuactuun T®, HAJ[, DA, JIK
u KoA c ob6pazoBanuem cykiuHUI-KoA.

5. MeammmpoBanue CyKInHII-KOA Katanmm3nupyeT CyKIMHUI-THO-
kunasa npu yyactuu ['JI® u H,PO,. DOueprus Makpospruveckon cps-
3u cykunHuiI-KoA 3arpaunBaercsi Ha oOpazoBanue ['T®, xoropas,
B CBOIO 04epe]ib, ucroins3yercs Ha cuHre3 AT® uz AJII® u docdara.

6. JlernapupoBanue CyKIMHATa (SIHTApHON KHUCIOTHI) KaTaau3u-
pPYeT CyKUMHATIETHApOTreHasza ¢ oo0pa3oBanneM (hymMapoBOi KHCIIO-
THI (pymapara).

7. Ilpucoenunenue K pyMapaTy MOJICKYJIbI BOABI KaTaIH3UPYET
(dbymapasy, npespariast e¢ B S0J0YHYIO KHCIOTY (Majar).

8. JlermapupoBaHue ManaTa KaTalu3upyeT MajaTAeruaporeHa-
3a, IPEeBpalas ero B OKcajoaneTar, KOTOPhId B IEPBOH PEaKIUU IHK-
1a, coemuHsACh ¢ aneTmwi-KoA, o0pa3oBai IMMOHHYIO KHCIIOTY.

OTol peaknuel IMHUKJI 3aMBIKAeTCs, BBICBOOOANBIIASICS MOJIEKY-
Ja OKcajoaleTraTa MOXXET BBOJIUTH B LIUKI OYEPEAHYIO MOJIEKYIY
anetun-KoA. Uk mpoucxoauT B MaTPUKCE MUTOXOHAPHUH.

PeanbHas 3((eKTUBHOCTH MCIIOJIB30BaHUSI SHEPTUU COCTABIISET
okoJ10 25 MMostb AT®/MOITb TITIOKO3HI.



JIEKIIUA Ne 20. IlenTo3odochaTHblii IIYHT,
peryJisiums yrjieBoJHoOro ooMeHa,
HApYLIEeHHUs YIJIeBOAHOr0 oOMeHa

1. Ilenmo3zoghocghammustii nyme npeepauieHusn 2ioKo3vl

[enro3odochaTHBIA MyTh MPEBPALICHHUS TIFOKO3bI IPECTABICH
JBYMSI MOCIICIOBATEIbHBIMH BETBSIMU: OKUCIUTEIbHON U HEOKHCIIU-
TEJBHOI.

OKMCJIHMTEIbHASL BETBb:

1) rmoko30-6-@ + HAADP - 6¢ocdormokoHOTAKTOH +

+ HAZI®*H (pepment — I'-6-O-gernnporenasa;

2) 6-dochormokononakron + H,O0 - 6-pocdormrokonar -+

+ H + (pepMeHT — NMakTOHA32);

3) 6-pocdormoxonar + HAJID - pubo3zo-5-docpar + CO, +

+ HAJI®*H, (depment — 6-hochoriokonaraeruiporesasa).

HeokucanrenpbHasi BeTBb:

1) pubo3zo-5-dpocdar - pnubo30-5-pocdar (pepmerT — meHTO30-

¢docarnzomepasa);

2) pubo3o-5-dochar - kcuaynoszo-5-¢pocdhar (pepment —

nenTo3odocharenumepasa;

3) kcunnyso30-5-gocdar + pubdo3o-5-dpocdar = cegorentyio3o-

7-bocdar + raunepansaerud-3-gocdar (pepMeHT -TpaHCKETO-

J1aza);

4) ceporentyno3o-7-pocdar + rnmuepansaerun-3-gpochar -

- (pykrozo-6-pochar + spurposa-4-dpocdar (pepmeHT —

TpaHCKeToJa3a);

5) kcunynosa-5-pocdar + aputposzo-4-pochar - GpykT030-6-

docdar + rounepanpaerna-3-pocdar (hepMeHT — TpaHCKETO-

J1aza).

Buonornyeckasi poJib neHTo30pochaTHOro myTH:

1) obpasosanme HAJIO*H,;

2) cuHTe3 pubo30-5-hocdara, KOTOPHIH UCIONB3YETCSI B peak-

uusx cuateza PHK, JIHK, AT®, KoA, HAJ[, DA/
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2. Pezynauyus y2neeoonozo oomena

OOMeH yrIIeBoJI0B perynupyercs (aKTopaMu, BIMSIOMINME Ha aK-
THUBHOCTH (DEPMEHTOB, yYaCTBYIOUIUX B PEAKLHUAX YTIEBOJHOTO 00-
MeHa. K aTuM (akTopaMm OTHOCSTCS KOHIEHTpaIus cyOcTparoB, co-
Jep>KaHNE MPOMYKTOB OTAEIBHBIX PEaKIHH, KHUCIOPOAHBIH PEXKHM,
TEeMIIepaTypa, MPOHUIIAEMOCTh OMOJIOrMYECKUX MeMOpaH, KOHICHT-
panus KopepMEHTOB, HEOOXOAMMBIX JUISI OT/CIIBHBIX PEAKIINH.

ConeprkaHue TJIOKO3bl B KPOBH PEryJIUPYIOT MHOTOYHCIICHHbIE
TOPMOHBI:

1) uHCYnMH obecmednBaeT MOCTYIUICHHE TIIOKO3BI B KIETKH,

aKTUBHPYS TPAHCIOPT Yepe3 KIETOYHbIe MeMOpaHBl U YCKOPSA

€e OKHCIMTENbHBIH pacmaj (akTuBanuio (ocdoreKkCoKnHaszbl,
tdepmenTor mukia Kpebca), yckopsieT TIHKOTEHOOOpa3oBaHUE

B [ICYCHU M MBIIIEYHONW TKAHU, CHHTE3 JIMIUIOB M3 IPOJYKTOB

pacmaja caxapoB ¥ CHHTE3 aMUHOKHCJIOT, TOPMO3UT TIIMKOTEHO-

JIU3, JINTIONIU3 U TIIIOKOHEOT'eHE3;

2) maHKpeaTHYEeCKUH IIIIOKAroH YCKOPSIET TIINKOTEHOIN3, TITIOKO-

HEOTeHe3 B IICUEHH, OTPAHWYMBAET AKTHBALMUIO TIMKOT'C€HCHH-

TE€Ta3bl UHCYJIUHOM, aKTUBUPYET MPOLECCHI, BEAYIIHUE K YBEIHU-

YEHHIO COJIEP’KaHUS TIIOKO3BI B KPOBH, TOPMO3HUT CHHTE3 O€Ka,

YCKOPSIET TPOTEOJIN3, YMEHBIIAET HCIIOJIB30BAaHUE TIIOKO3HI

B CHHTE3€ aMHUHOKHCIIOT;

3) TIIOKOKOPTUKOCTEPOUbI YCKOPSIOT TIIOKOHEOTEeHE3, MHIY-

uupyst obpasoBaHue (GEPMEHTOB, KaTAIM3HPYIOIUX IPOILECC,

AKTUBUPYIOT TIIMKOTE€HOIH3, CIIOCOOCTBYIOT THIIEPTINKEMHUH;

4) appeHanWH aKTUBUPYET TIIMKOTCHOJIN3;

5) coMaTOTPOMHBINA TOPMOH CTUMYIHPYET CEKPEIHIO IIIIOKaro-

Ha M MHCYJIMHA, YTO YCKOPSIET BBIXO] B KPOBb IUIIOKO3BI U IPHU-

BOJMT K €€ JICHOHUPOBAHUIO B BUJE TIMKOTEHA.

3. Hapywenus y2ne600H020 0O0meHa

CaxapHblil 1uabeT BO3HMKAeT INPU HENOCTATOYHOCTH HWHCYIIMHA.
BEIABISIOTCST TUIIEPTIIMKEMUS], TIIIOKO3YPHUS, YMEHBIIACTCSI COAEpXkKa-
HHE TJIMKOTeHA B IICYEeHH, MbIIIeYHAasl TKaHb TEPAET CIIOCOOHOCTh YTH-
JM3MPOBATH TJIFOKO3Y KPOBH. B nieueHn npu o01ieM CHIKEHUH UHTEeH-
CHUBHOCTH IIpOIIeCCOB OmocmHTe3a (OEnKOB, >KHPHBIX KHCIOT U3
MIPOIYKTOB paciia/ia TII0KO3bl) yCHUIIMBAETCS CHHTE3 (DepPMEHTOB TIIIOKO-
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HeoreHesa. VIHCYJIMH KOHTPOJIIMPYET 3TH MPOLECCH HA TEHETUYECKOM
YPOBHE KaK WHJYKTOp CHHTE3a KIIFOUEeBBIX (DEPMEHTOB IIMKOIN3a: TeK-
COKHHA3bL, (pocoppyKTOKNHA3H, THPYBATKUHA3EL. IHCYTHH NefCTBY-
€T U KaK Perpeccop CHHTE3a KII0YEBbIX ()ePMEHTOB INIIOKOHEOreHes3a,
HMHIYKTOPOM CHHTE3a (DEPMEHTOB CITy’KaT INIIOKOKOPTHKOHUIBI. Pa3Bu-
THE TUIIEPTIINKEMUH TIPH AnabeTe ecTh TaKXKe Pe3ysbTaT BO30yKASHHs
Metabonmyeckux neHTpoB B IIHC mmmynscamy M XeMOPELENTOPOB
KJICTOK, UCTIBITBIBAOIIUX 3HepI‘eTH‘IeCKHﬁ ToJIoAd.

I'unepriamkemMust MOXXeT BOSHUKHYTh PH THIO(U3apHBIX 3a00I1e-
BaHUAX, OIMYXOJIAX KOPKOBOI'O BCHICCTBA HAAINIOYCYHHUKOB, THUIICP-
(YHKIIMH IIMTOBUIHOMN >Kese3bl, opranndecknx mnopaxenusx [HC,
HapyIIEHUSIX MO3TOBOTO KPOBOOOpAIEeHHs, OEpEMEHHOCTH.

I'nnoramkeMusi HepeKo CBsI3aHa C MOHMKCHUEM (PyHKIMH SH/0-
KpHHHBIX kerne3. Ho ocobo cremyeT OleHMBATh TMIOTTIMKEMHIO Kak
pe3yJIbTaT BBEACHUS OOJIBHBIM JHA0ETOM OOJBIINX /103 HHCYJIMHA.

I'1rox03ypus sBIsiETCS pe3yIbTaTOM HapyIIEHHS YTIIEBOJHOTO 00-
MEHa TPH NAaTOJOTHYECKUX W3MEHEHHH B TOKEIyIOYHOH dKene3e
(mpu caxapHOM muabeTe, OCTPOM MAHKPEATUTE), PEXKe TIFOKO3YpHUs
HMEeT IOYEYHOE MTPOUCXOXKICHNE U OBbIBAET CBS3aHa C HEJIOCTaTOYHO-
CTBIO PE30PLIHH TIIIOKO3bI B TIOUCUHBIX KaHAIbIAX; BPEMEHHBIM SIBJIC-
HHUEM IIPHU HEKOTOPBIX OCTPHIX MH(EKIIMOHHBIX M HEPBHBIX 3a00JeBa-
HUSIX, TIOCIIE MPHUCTYNOB OIWICICHH, COTPSICEHHS MO3ra, IIpH
OTpaBICHUU MOPGHHOM; MOXKET OBITh CTPECCOBOTO U AMMEHTAPHOTO
TIPOUCXOXIEHUS. [IpH THITOKCHYECKNX COCTOSIHUSIX IPOUCXOIUT OTCTa-
BaHME CKOPOCTH OKHCJIEHMS IHMPYBaTa OT MHTEHCHBHOCTH TJIMKOJIU3A.
[Tpu ycunenny rMKoIn3a NPOUCXOJUT HAKOIIIGHHE ITUpYyBara U JIaKTa-
Ta B KPOBH, YTO COMPOBOXKIAETCS HAPYILICHUSIMU KHCIOTHO-OCHOBHOTO
paBHOBeCHSL.

IlepBuyHOe HapylIeHHe BCACKIBAHUS TITIOKO3bI M TAJIAKTO36I IIPO-
sIBJIseTCsl Mpody3HOW amapeei, neruaparalnyeld, anyao30M W THIIO-
rivkemuei. [Iprem pactBopa GppyKTO3bI TMKBUIMPYET MPU3HAKN JHAPEH.

Bpo:kieHHasi HeIOCTATOYHOCTH JIAKTa3bl MIPUBOJUT K Helepe-
HOCHUMOCTH 3TOTO JHCaXapuaa W MPOSBISIETCS YCTOMIMBOW Tuapeeit
U TUIIOTPO(HEH.

Besnakro3nas auera IMKBUANUPYET 3TH CUMIITOMBI.

HepocTaTouHOCTh caxapa3bl-H30MaabTa3bl NPOSABISAETCA AMa-
peeil, pa3IpakuTeNbHOCTHIO, OTCTABAHUEM B POCTE, YTO IOSIBISIET-
cs mocyie oOaBJIeHUs B MMITY caxapo3bl MK Kpaxmaia; [locie Ha-
Ipy3KH caxapo30i THIEPTIMKEMHH HE HA00aeTcs.
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O HemepeHOCHMMOCTH JAKTO3bI CBUICTEILCTBYIOT AUApEs, PBO-
Ta, alun03, JaKTO3ypHs, NPOTCHHYpHUs. 3a00JeBaHUE CBA3aHO HE
¢ nepunuToM GepMeHTa, a ¢ TOKCHYHOCTBIO JTaKTO3BI Il OpraHu3-
Ma 0OJIBHOTO.

l'anakro3emMusi — pe3ysbTaT IeQHUIUTA TAIAKTOKUHA3BI, HPO-
SBJISICTCS YXYAUICHHEM 3pCHHUS 3a CueT 0Opa30BaHMs KaTapakThl;
B MOYE ONpPEICISIFOTCS TAJAKTO3a M CaXapHBId CIHPT, B KOTOPBIH
npeBpalaeTcs ranaktosa. J[is quarno3a BaXKHO YCTaHOBJICHHE HU3-
KO# aKTHBHOCTH (D)epMEHTa B SPUTPOLUTAX, rajakTo-1-pocharemun.

JcceHuuaibHas (PpykTo3ypusi o0ycioBiIeHAa HEJOCTATOYHO-
cTbi0 pochoPpyKTOKHUHA3BI, KOTOPAs KaTAIU3UPYeT MPEeBpaliCcHUE
¢bpykro3sl B ¢GpykTo30-1-dhochar. KinHuueckne mposiBIeHHUS OT-
CYTCTBYIOT. DcCeHIMaNbHas QPYKTO3YpHUs BBISABISACTCS MPH TUIEP-
TJIMKEMHU ¥ OJHOBPEMEHHOM OTCYTCTBHH B MOYE PEIyLUPYIOLIHX
caxapos.

HaciencrBeHHasi HellepeHOCUMOCTh (PPYKTO3bI CBsI3aHa C Je-
¢unuroM Qpykroszo-1-dpocdaranpaonassl, odecneUnBaronIed BKIIO-
YyeHue ppyKTO3bl B OCHOBHO IyTh IpeBpalieHus IoKo3bl. Ee nabo-
paTopHbie MpHU3HAKU: (QpPYKTO3eMUs, (QPYKTO3ypHs, JaKTEMHS,
THIICPYPUKEMHS, THITOTJIMKEMUS ITOCIIE HarPy3KU (PPYKTO30M.

Henocrarounocts ¢GpykT030-1,6-hochaTanprona3sl UMeeT Ta-
KHeE K€ POSIBICHHS, HO €3 MOPaKCHHS MECUYCHH.

I'JIMKOreH03bl — COCTOSIHUS, 00YCIOBICHHBIC NS(HUIIUTOM KU
MOJHBIM OTCYTCTBHEM (EPMEHTOB, KATATH3UPYIOIIUX MPOLECCHI
pacmaza ¥ CHHTEe3a IJIMKOTeHa, KOTOPBIH HpOSBIAETCS HEOOBIYHOI
CTPYKTYpOU TIIMKOTEHa MM ero W30bITOYHBIM HakomieHueM. Onu-
CaHBI IIECTh THIIOB INIHKOTE€HO30B.

ATJIMKOreH03 — HacleICTBeHHOe 3ab0ieBaHue, BEI3BAHHOE JIe-
(EKTOM TIIMKOTEHCHHTETA3bl, OTBETCTBEHHOH 3a CHHTE3 TIIHMKOTCHA.
B 1ieueHn OTCYTCTBYET INIMKOTEH, BhIPaXKEeHA THITOTIMKEMHS, XapaK-
TEpHBIM CUMIITOMAMH SIBJISIIOTCSL CyIOpOoru. Mx MOXHO mpenynpe-
JAUThb 4aCTbIM KOPMJICHUEM pe6eHKa HOYbIO.



JIEKIHIUA Ne 21. buoJsiornyeckas poab
JHUIHUA0B, HX KJaccupukanms.
I'muuepuasl 1 Bocku

1. Buonozuueckas ponv u Knaccuukayus 1unuoos.
Kupnvie kucnomaol

JIunuabl — GOJbIIas TPYINa MPUPOJHBIX OPTaHUYECKUX COCIIH-
HEHUH, IIUPOKO PACIPOCTPAHEHHBIX CPEIH XKMBBIX OPTraHW3MOB, Xa-
PaKTEepU3YIOMNXCS HEPacTBOPHUMOCTBIO B BOJIE, PacTBOPHMOCTHIO
B HEMOJISIPHBIX PacTBOPHUTEX (3dupe, Xiopodopme U OEH30JIe) U COo-
JIep’)KaHUEM BBICIINX AIKHIBHBIX PaAWKaNoB. JIMITHIBI UTParoT Bax-
HYIO POJIb B IPOLIECCAX JKU3HEAeTebHOCTH. OHU BXOJISIT B COCTAB KJle-
TOYHBIX MeMOpaH, BIUSAIOT Ha WX IPOHUIAEMOCTb, YYacTBYIOT
B 00pa30BaHUU MEXKKIECTOYHBIX KOHTAKTOB U TEpe/iaue HEPBHOTO MM-
mynbca. JKupsl SBISIOTCST 04eHb 3((GEKTHBHBIMH UCTOYHHKAMH JHEP-
rud. B HaTypasjbHBIX JKHpax COAEPIKATCS KUPOPACTBOPHUMBIC BUTA-
MUHBl ¥ HE3aMEHHMMBbIE JKMPHBIE KHCIOTBHL. JIMMHUIBI CO3IAIOT
TEPMOH30JISIIIMOHHBIC TOKPOBBI )KUBOTHBIX M 3AILUIIAIOT OPraHbl U TKa-
HH OT MEXaHMYECKHX MOBPEKIACHHH.

Kaaccnpukanus TunmuaioB oCHOBaHA Ha UX CTPYKTYPHBIX OCO-
OeHHOCTAX. Pa3nuyaroT cieayromue KJIacchl JIUIAIOB.

1. ITIpocThie AUMUABI — CIO0XKHBIC FPUPBI KUPHBIX KUCIOT U pa3-
JINYHBIX CITUPTOB:

1) rnuuepuap! (AMUATIUIEPUIBI HIIH AIWIITIMIIEPOIIBI IO MEXTY-

HapOJHONW HOMEHKJIATYpe) — CIIOXKHBIE I(HUPBI TPEXaTOMHOTO

CHHpTa TIUIEPUHA U BBICIINX KUPHBIX KHCIIOT;

2) BOCKH — CJIOXHBIE 3()UPBHI BBICIINX KUPHBIX KUCIOT U OJTHO-

WM IByXATOMHBIX CITUPTOB.

2. CI1o)HBIE JIUITHIIBI — CJIOXKHBIE A(PUPBI KUPHBIX KHCIIOT U CITUP-
TOB, COZIEpIKAIINE JTOTIOJTHUTEIIBHBIC TPYIIIIbI, TAKHE KaK:

1) dochomumuab — AUMHABL, COASPIKAIINE OCTATOK (hOoChOPHO Kuc-

70TBL. YacTo OHM coziepykaT a30THCThIE OCHOBAHMS M APyrue KOMIIO-

HeHTbL. Paznmyaror rimuepodochonumnmast (poiib CIMPTa UCHIONHSET

TJIALEPOIT) ¥ CHUHTOMUITHB! (POJIb CIMPTA UCTIONHSET C(UHIO3KH);
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2) TIUKOMUTHABI (TITUKOCQOUHT OHUITHIE);

3) crmepounsr;

4) npyrue cloKHbIE JUMHABI (CyTb()ONUIHIbI, aMAHOIUITUIBI,

JIUIIONPOTENHBI U JIp).

3. [IpenmecTBEHHUKH U IPOU3BOIHBIC JUIHIOB — JKUPHBIE KUC-
JIOTHI, TJIMLEPOJI, CTEPOJIBl U JIPYTHE CIIUPTHI, allbJAETH/bl KUPHBIX
KHCIIOT, YTIIEBOJAOPOIBI, JKHPOPACTBOPUMBIC BUTAMHHEI M TOPMOHBL.

/KupHble KucJIOTBI — anudaruueckue KapOOHOBBIE KHCIOTHI.
OHHI MOTYT HaXOJIUTHCSA B OpPTraHU3ME B CBOOOJHOM COCTOSHHH JINOO
BXOJIUTh B COCTAB JINMKJIOB. JKUPHBIE KUCIOTHI C YUCIOM YTJIEPOIHBIX
aToMOB OoJbIe 12 Ha3bIBAIOT BRICIIMMHM KHPHBIMU KHUCIOTAMHU.

B TkaHAX yenoBeka U KUBOTHBIX IMPUCYTCTBYET OKosIo 70 pa3HBIX
KUPHBIX KHUCIJIOT, NMPAKTUYECKOE 3HAUYCHHE MMEIOT HEMHOIMM Oolee
20 u3 HEX. Bce OHM comepKaT 9eTHOE YHCIIO YIIIEPOTHBIX aTOMOB,
MPEUMYIIECTBEHHO OT 12 10 24, mpeo0iaamaroT KUCIOTHI, UMCIOIIHE
16 u 18 yrnepomnsix atomoB. Okoo 3/4 BceX JKUPHBIX KHCIOT SIBIISI-
IOTCSl HENpenebHBIMA (HEHACHIIICHHBIMH) — COJIEp)KaT JBOWHBIC
cBsa3u. KoanuecTBo U MoJI0KEHHE JBOMHBIX CBSI3€M B COOTBETCTBUH
C CUCTEMaTHYEeCKON HOMEHKJIATYpoil 0003HA4YalT ¢ MOMOLIBIO HUQ-
POBBIX CHMBOJIOB (HAIIpUMeEp, OJICMHOBAs KUCIIOTa 0003HAYaeTCs Kak
18: 1; 9, rue nepsas nudpa — YKCIO YIISPOAHBIX AaTOMOB, BTOpasi —
YHCIIO ABOMHBIX CBSA3EH, cieaytomue udpsl — HOMepa OJIMpKammx
K KaOOKCHIJILHOH IpyIITIe aTOMOB YTJIepo/ia, BOBJICYECHHBIX B 00pa3oBa-
HHUE JBOMHON CBs3M). PU3NOIOTHYECKH Ba)KHBIE HACHIIICHHBIC JKUP-
HbIE KMCIOTH — Kanponosas (C,), kanpunosas (C,), KanpuHoBas
(C,), maypunosas (C,,), mupucrunosas (C,,), manbmurunoas (C, ),
creapunoBas (C ), apaxunosas (C,,), 6erenosas (C,,) u TUTHOIEPH-
Hogas (C,,).

OU3NONOTHYECKA Ba)KHBIC HECHACHIIICHHBIE JXHUPHBIC KHCIIO-
Tl — nanbMuTuHOBas (16: 1; 9), onennonas (18: 1; 9), spykoBas
(22: 1; 13), nunonesas (18: 2; 9, 12), nunonenosas (18: 3; 9, 12,
15), apaxugononas (20: 4; 5, 8, 11, 14) u xknynanogonoBas (22: 5;
7,10, 13, 16, 19).

Hannune nBOWHOMN CBSI3U B LIENH )KUPHOM KHMCIIOTHI OTpaHUYUBA-
€T BpallleHNue YIJIEPOAHBIX aTOMOB JIPYT OTHOCHTEIBHO IpyTa, Y4TO
obecrieynBaeT CyHIECTBOBAaHME HEHACBHIIIEHHBIX J>KHPHBIX KHUCIOT
B BH/JIE '€OMETPUIECKHX (IIMC- U TpaHc-) n3oMepoB. [Ipupoausie He-
HAaCHIIIEHHBIC KUPHBIE KUCIOTHI MOYTH BCETJa UMEIOT IHC-KOH(H-
Typaumio.
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2. I'nuyepuowvt u 6ocku

I'annepuab! (aumIrIMIepyuapl WK alyIITIHIEPOIIbl) — CIOKHBIE
3(UPHI TPEXaTOMHOTO CIIUPTA TIUIEPUHA U BBICIINX KUPHBIX KHCIIOT.
[Tpu sTepudukaum KUPHHIMUA KHCIOTaMH BCEX TPEX TUAPOKCHIIBHBIX
TPYIII MOJIEKYJIBI TIHIEPHHA 00Pa3yIOTCs TPUITIHLIEPUABI TPHALNII-
TJIULEPOIIBI, MPU dTepU(UKAIMU JIBYX WM OJHON TMIPOKCHUILHOHN
TPYIIBI — - ¥ MOHOTJIMIEPHUBI (IHALMI- 1 MOHOAIMIITITHIIEPOIIBI )
COOTBETCTBEHHO.

O
(|3H2—OH ?HZ—O—%—RI
CH-OH CH-OH
(|2H2 —OH Cle —OH
TIIHUEPUH MOHOTJIUIIEPHA (MOHOALMITIIHLEPOIT)
O
(") C|H2 —0-— (”3 —Ry
R,—C—-O—-CH
(|ZH2 —OH

JUTTHLEPHI { THALHIITITHIEPOI)

|
(ﬁ Clle—O—C—Rl
Rz—C—O—(IDH (”)
CH,-0—-C-R;

TPUIHUEPUA (TPHALIHIITITULIEPOIT)

Tpurnuuepuasl COCTaBISAIOT OCHOBHYIO MAacCy HEHTPaIbHBIX JKHPOB.
HeliTpaibHble )KMpbI HAXOITCS B OpraHu3Me B AByX (opMax — B hopme
MPOTOILIA3MATUYECKOr0 upa (BHYTPUKIIETOUHOTO JKHpPa) U B (JopMe 3a-
TIACHOTO, PE3EPBHOT0, KUPa, KOTNYECTBO KOTOPOTrO MOCTOSHHO MEHSETCSL.

JKupHple KHCIOTHI B TPUIJIMLEPHAAX MOTYT OBITh HACBHIIICHHBIMHU
W HEHACBIIIEHHBIMH. Yallie Bcero BCTpeyaroTces MalbMUTHHOBASI, CTEapH-
HOBas1 ¥ OJICMHOBAs! KUCIOTHL. [IpocThIMU TpHUTIMIIEpHIaMH SIBIISIIOTCS T€,
y KOTOPBIX BCE KHCIIOTHBIE PAAMKAIBI PEJCTABICHBI OJJHOW KUPHOM
KHCJIOTOH, CMEIIaHHbIE TPUTIIMIEPHIBI IMEIOT Pa3HbIE KUPHBIE KHCIIOTHI
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B pamuKkaiax. Ha3BaHwA CMEIIaHHBIX TPUIIIMIIEPHUAOB COCTABISIOT B 3a-
BHUCHMOCTH OT BXOAAIINX B UX COCTaB JKUPHBIX KUCIOT, IPU ITOM CBSI3b
0CTaTKa YXUPHOM KUCIIOTHI C COOTBETCTBYIOLIEH TMIPOKCUIBHON IPYIIION
TITHIEpHHA 0003Ha4aroT udpamu 1, 2 u 3. OUNKO-XUMHYESCKHE CBOM-
CTBa TPUIIIHIICPUIOB OIIPEICIISIOTCS BXOIIINMHI B MX COCTaB KUPHBIMA
KuciaoTamMu. TemmepaTypa IaBleHUs] TPUTTMIIEPUIOB TOBBIIAETCS IO
Mepe YBEINYCHHUS YHCIIA U JUTHHBI OCTATKOB HACHIIIICHHBIX JKUPHBIX KHC-
JIOT U CHIDKAETCS 110 Mepe YKOPOUCHUSI Lieneil HaChIIIEHHbIX U yBeIn4de-
HUSI COZIep KaHMsl HEHACHIICHHBIX JKUPHBIX KUCIOT. JKUBOTHBIC KUPBI
coziepKat OOJIbIIOE KOJIMYECTBO HACBIIIEHHBIX )KUPHBIX KHCJIOT, Oaro-
Japsl 4eMy OHM TBEPJbIC IIPU KOMHATHOU Temreparype. PacturensHele
JKHUPBI (Macna) CoAepKaT MHOTO HEHACHIIIIEHHBIX KUPHBIX KUCJIOT, TI0-
STOMY IPU KOMHATHOM TeMIepaType OHU XUJKKE. B mpoMblneHHOCTH
IIMPOKO HCIIONIB3YETCS PEaKlus THAPOTCHU3AINH JKUPHBIX KHCIOT
C LIENBIO MOJTyYEeHUsI MaprapyuHa.

R — CH = CH — (CH2)7 — CH3 + H2 —> R - CH2 — CH2 - (CH2)7 - CH3
MacJjo TBEPJbIH KHD

B knuHWKe MCHONB3YyeTCs peakuus ¢ HOJIOM JUIs ONpesesieHUs
CTENEHU HACBIUIEHHOCTH HUPHBIX KUCIIOT, BXOASIIMX B COCTaB TPHU-
TJIMLIEPUIOB. Honuoe uncno — macca Hona B rpaMmax, MpucoeIu-
wsrorierocs K 100 T xxupa. Uem oHO OonbIie, TEM BHIIIE CTETICHB He-
HACBIIIIEHHOCTH JKUPHBIX Kucinor. Hopma #iogHOrO uWmc-ma — 64 T.
T'maponus TpuriaunepuaoB (OMBUICHHE) MOXKET MPOUCXOAUTH TOJ
nerictBreM (DepPMEHTOB, KHCIOT WM IIEI0Yel U MPUBOIUT K 00pa3o-
BAHMIO TTUIEPUHA U CMECH KUPHBIX KUCIIOT.

CH,—0—CO-R, CH; —OH
|
CH—0—CO—R, bepuent CH—OH + R +R+R;
|
CH,— O —CO—R; CH,—OH
)KI/Ip FHHHepHH CMCCH )I(I/IpHI)IX KHUCJIIOT

T'uaponu3 ®KUPOB B OpraHu3Me HJIET oj| AcicTBHEM (hepMEHTOB
TOHKOT'O KHIIEYHUKA, KOTOPbIE aKTUBUPYIOTCS JKETUHBIMU KUCIOTAMH.

Bockn — cioxHbIe 3(QUPBI BHICHINX KUPHBIX KHUCIOT U BBICIIHX
OAHO- WUJIN I[ByXS.TOMHI)IX CHI/IpTOB C YHUCJIIOM yFﬂepO[lHI)IX aTOMOB 60-
nee 16.

Bockn 00pa3yroT 3alIMTHYI0 CMa3Ky Ha KOXE YeJIOBEKa W K-
BOTHBIX, IPEIOXPAHAIOT PACTEHUS OT BBICBIXaHUS, SBISIFOTCS HOP-
MaJIbHBIMH METAa00INTaMi HEKOTOPBIX MUKPOOPTaHN3MOB.
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JIEKIIUSA Ne 22, ®ochoannuasbl,
TJIMKOJUIIUABI U CTEPOUbI

1. Onpeodenenue u Knaccuuxkayus ocghonunuoos.
I'nuuyepogocgonunuowvt u chunzogpocghonunuowt

Dochomumuabr — ca0xHbIE 3QUPEI MHOTOATOMHBIX CIIUPTOB TJIU-
LIEpHHA WM C(UHTO3MHA 1 BBICIIMX JKHPHBIX KUCTIOT U (hocdopHOit Kuc-
JIOTBL. B MX cOCTaB BXOJAT TAaKKe a30TCOJIEPIKAIIIE BEIIECTBA — XOJIUH,
STaHONAMMH U cepuH. Pochommnuapl MoApa3AenIioTcs Ha TIUIEpOo-
dochomunuapr 1 chuarodochonumuasl (B 3aBUCUMOCTH OT MHOTO-
aTOMHOTO CIIMPTa, BXOJSIIEro B MX cocTtas). Hanbonee mmpoko pac-
NPOCTPAHEHbI B )KUBOTHBIX TKaHAX TIULIEPOGOCHOIUIHABL

I'nunepodochoaunuast sABIgI0TCS TPOU3BOIHBIMU (ocdaTu-
HOW KHCJIOTHI, COCTOST U3 IIIMLEPHUHA, )KUPHBIX KUCIOT, (hochopHOit
KHCJIOTBI U OOBIYHO a30TCOJIEPIKAIIUX COSJANHEHHH.

0
(”) H2C|—O—C—R1

R,—C-0O—CH 0]
H,C —O—Il)—O—R3
(l)_

R, u R, — pajukasl >KUpHBIX KHCIIOT, & Ry — pajiiKai a30TUCTOro
coeruueHns. [mnepodocdonnmnumapr 00nanaloT BeIpaKEHHBIMH TIOJISIP-
HBIMH CBOMCTBaMH 3a CYET TOTO, YTO YACTh X MOJIEKYI (paIKaIIbI KHP-
HBIX KHCIIOT) THApodhoOHa, a apyras (hochopHast KUCIOTa U payKai a30-
THCTOTO COSJIMHEHHS) — TUIpOQHIbHA.

[Ipu momemeHny B BOAy TIHIIEPOGOCOIHITHIBI 00pa3yrOT MHUIIET-
nbl. [nuepodochomumus! oapasaenstorcs B 3aBUCUMOCTH OT Xapak-
Tepa a30TUCTOrO OCHOBaHMS Ha (ochaTraninoinrHbl (JEUTHHB), (oc-
¢daruguTanonamMuHbl (kedainHel) U docdaruauicepuHsl. Bmecto
a30THUCTOTO OCHOBaHUS MINIEPO(OCHOTUIHUIBI MOTYT COAEPKATh
LIECTUYTJIEPOHBIN IIMKIMYECKUI CITUPT — WUHO3UT, TaKHe JIMIUJIBI Ha-
36IBAIOT (DOCGATHFTHHOZUTOTAMIL.
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1. ®ocharuaniaxonnHbl (JIEUUTHHBI) — [IIHIEPOPOChHOIUITHIBI,
COCTOSIIIIUE U3 TIIMLEPHUHA, OCTATKOB XXHUPHBIX KUCIOT U ochopHOi
KHCJIOTBI, a30THCTOTO OCHOBAHHS — XOJIMHA.

0O
O H,C—O —% -R;
R2—(":—o—(|I:H (l) C|H3
H2C—O—1|’—O—CH2 —CH, —ITI*—CH3
o CH;

2. docdaTHANIITAHOIAMHUHBI COJCPKAT a30THCTOE OCHOBA-
HHe — dTaHonaMuH. PocarnaunxonuHsl U GochaTuarIrTaHOIAMH-
HBI BCTPEYAlOTCsl B OpraHW3Me YeJIOBEKa M JKMBOTHBIX B HAHOOJbIIEM
KOJIMYIECTBE, OHU META0OIMYECKH CBA3aHBI JPYT C IPYTOM M SIBIISIOTCS
TJIaBHBIMU JIMITHHBIMHA KOMITOHEHTaMH MEMOpaH KIIETOK.

i
O H)X-0-C-R
I |
R;—C-0O—CH |O|
|
N
H,C-O0-P—-0—CH,-CH, -N'Hj
|
o
3. ®ochaTuaUICEPUHBI COAEPKAT OCTATOK aMHUHOKHUCIIOTHI Ce-
puHa. OHH y4acTBYIOT B cHHTe3€ (hochaTuaHIITaHOIaAMUHOB.

O

? H,C-0- % -R,
R,—C-0O—CH 0
H2(|3—O—£’—O ~CH, - CH-N"H;
Cl)' CIOO'
4. ®ochaTHINITMHOZATONBI B KAUECTBE pafuKana R, conepxar mecty-

YIJIEPOIHBIN HUKIMYECKHA CIHUPT WHO3WUTON. X TUAPONIM3 MPUBOAUT
O

[
0 HC-0-C—g, OH OH

[ | OH
I
HzC—O—F—O
O OH
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K OTILETUICHHIO JKMPHOM KUCIIOTBI B MOJIOKEHHUH 2 ¢ 00pa30BaHUEM JIH30-
(ochoIUITIIOB, OKA3BIBAIOIINX CHIBHOE TEMOIMTHYECKOE JICHCTBHE.
Hawubonee mupoko pacnpoctpaHeHbl CPUHTOIMIUIBI — CHUHTO-
MHEINHBI, HaXOAIIuecs B MeMOpaHax kieTok. OcoOeHHo Oorata uMu
HepBHast TKaHb. COUHIOMHETMHBI 00pa3yIOT KUPHAS KUCIIOTA, JBYX-
ATOMHBI HEHACBHIICHHBIA CIUPT COUHTO3MH, a30THCTOC OCHOBAHHUE
u (ocdopHas KKcnora.
th~—(th)u-—C3{==C}1—4:H——C}I—JQHf—C——R

| | I
CUHTO3UH OH CH, O

6 JKUpHas KUCI0Ta

(ocdopHas kucnora O—-P-0O
O—CH;—CH,; —N"(CHs);

XOJIMH

2. I'nukonunuodwt u cmepouost

TAMKoMIUAbBl — CJIOXKHBIE JIMIHIbBI, COJAEPIKAINE YIIICBOIHBINA
(parmMenT. B JKUBOTHBIX TKaHSX TJIMKOJMITHIBI TIPEICTABIEHBI B OCHOB-
HOM FHI/IKOC(I)I/IHFOJ'II/IHI/I[[aMI/I, COCTOAIMMH U3 LE€paMuaa, MOCTPOCHHOTO
W3 CIMpTa C(UHTO3MHA U OCTAaTKA KMUPHON KHUCIIOTHI, OCTATKOB Caxapos.
K rukoaunmaaM OTHOCSTCS TalaKTO3HIILEPAMUIbI TITFOKO3UILIEPAMH-
Jbl. [amakTo3uiepamMu/ipl BCTPEYatoTCsl B OCHOBHOM B HEPBHOU TKaHH,
colepykaT TeKCo3y M KHUPHBIC KHMCIOTHI ¢ 24 YIIepOAHBIMHA aTOMaMH
(JTMTHOLIEPHHOBY0, HEPBOHOBYIO FUIH IIEPEOPOHOBYIO).

CH; - (CHa);;— CH=CH - (|:H ~CH-NH-C- C|H ~(CHy) - CH;
I

CHUHrO3UH OH 0O OH
CH,OH Iepe6poHOBas KUCIOTa
HO f——0. [0 CH
OH rajlakro3a
OH

CTpyKTypa rajakTo3wjimnepaMuaa

Cynp¢oranakTo3uiepaMuIbl HMEIOT B CBOEM COCTaBE OCTATOK
CEpHON KHUCIIOTHI, IPUCOEANHEHHBIH K TPEThEMY YTIEPOJHOMY aTo-
My rekco3bl. Cynb(oraiakTo3miIlepaMuIbl COJepIKaTcs B OEIOM Be-
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mecTBe Mosra. [ IoKo3mIepaMuabl coaepkaT BMECTO OCTaTKa Ta-
JIAKTO3Bl OCTATOK I'NTIOKO3bl. OHU HAXOAATCS B TKAHAX, OTIIMYHBIX OT
HepBHOW. M3 TIIIOKO3MILEpaMHUIOB O00pa3yroTCs TaHTINO3HUIBI, CO-
JepoKaliye TO0MOIHUTEIbHO OJHY WIN HECKOJIBKO MOJIEKYJI CHAJIOBOM
KHCIOTH. BMeCTO ocTaTka IIIfOKO3bI OHM Yallle COAEPIKaT CIOKHBIHN
onurocaxapui. I'aHIIHo3uasl coaepxKarcs B OOJNBIINX KOJINYECTBaX
B HEPBHOH TKaHM, BBIIOJIHSIIOT PEIENITOPHBIE (QYHKIIUH.

CH,OH

| CH,OH CH,OH
C|HOH C(pUHTO3MH
CHOH HO 0

) OH
— 0. COO o)
OH HO
rajyakTo3a TIII0K032
H;C-CO-NH
N-aneTuHeipaMuHoBas
KHCIIOTa

Creponabl — IHMPOKO PacIpOCTPaHEHHBIC B MPUPOJIE COEIIMHE-
HUSL, OTHOCSIIHECS K HEOMBUIIEMBIM kupaM. K creponam oTHOCSTCS
TOPMOHBI KOPKOBOTI'O BELIECTBA HAIIOYEYHHKOB, XKEIUHBIE KHUCIIOTBI,
BUTaMMHBI IpYHIIbI D, cepaeunbie IIMMKO3UIbI U Ap. B ocHOBE CTpyKTY-
PBI CTEPOUIOB JIEKHUT IUKIONIEHTAHIIEPTUAPOPEHAHTPEH.

Crepou/ipl IMEIOT MHOT'O MIOTEHIIMATIBHBIX CTepeor3oMepoB. Kaxmoe
u3 korrert A, B 1 C MOXeT IprHIMATh MPOCTPAHCTBECHHBIC KOH(POPMAITUH
«JIOIKM MO0 «Kpecia». B mMpUpomHBIX cTeporaax BCe KOMbIa HaX0IsT-
cs1 B (hopMe «Kpeciiay, BIISoIIeiCs Ooee yeToiurnBoi. [10 OTHOIIICHHIO
JPYT K IPYTY KOJIbI]A MOTYT HAXOAUTHCS B IHC- U TPAHCIIOIOKCHHUH.
Cpenu CTeponIoB BBIIEIAETCS TPYMIA COSAUHEHHUH, Ha3bIBaeMbIX CTe-
puHamu. J[jis HUX XapaKTepHO HAIMYNE THIPOKCHILHOM TPYIIIBI B ITOJI0-
JKCHUH 3 M OOKOBOH IICTTH B TIOJIOXKEHUH 1 3. BaykHEHIIINiA mpecTaBuTe b

105



CTE€PHUHOB — XOJIECTEPUH — ABJIICTCA HEHACBIIMICHHBIM CIIMPTOM, BCE
KOJIbIIa KOTOPOI'O HAXOAATCA B TPAHCIIOJIOKCHUU.

KoblieBast CTpyKTypa X0JIECTEPHHA OTIINYACTCS OOJIBIION KECTKO-
CTBIO, B TO BpeMsI Kak 60KOBast LIEMb OTHOCUTENBHO MOABIKHA. [ 'uapo-
kcuibHas rpymmna npu C-3 MokeT ObITh 3Tepu(UIMPOBaHA KUPHON
KHCIIOTOM ¢ 00pa3oBaHueM 3(PUPOB XOJIECTEPUHA — XOJIECTEPUJIOB.

XoeCTepruH COMEPKUTCS BO BCEX KJIETKAX MIIEKOIMHMTAIONIMX,
BMecTe ¢ Gochonunuaamu u OeakaMu oOecreuynBaeT n30upaTeib-
HYI0 MPOHHUIIAEMOCTb KJIETOYHOM MeMOpaHbl, OKa3bIBae€T PeryJiu-
pyiolee BIUSHUE HAa COCTOSIHHE MEMOpPAaHbI M aKTUBHOCTH CBSI3aH-
HBIX ¢ HeW (epMeHTOB. XOJECTEPUH — HCTOYHHUK 0Opa3OBaHUS
JKEIYHBIX KHCJIOT W TOJOBBIX TOPMOHOB. IIpoayKT ero oxwucie-
HUS — 7-IETUIPOXOJIECTEPUH — MO JCHCTBUEM COTHEYHBIX JIyuei
B KOK€ MpeBpallaeTcs B BUTaMuH D,

3. Ilepesapusanue u ¢cacviganue 1Unu008

JIMnuap! MOCTYMAIOT B OPraHM3M C NHINEH XUBOTHOTO M PACTH-
TEJIFHOTO TIPOUCXOKAEHHA (€XecyTouHo okoso 90 T), MMEIOT Ba)KHOE
SHEPreTHYECKOE 3HAUCHHE, yYacTBYIOT B OOpa3OBaHUM KIETOYHBIX
MeMOpaH, SIBJISIFOTCS] paCTBOPUTEIAMU BUTaMUHOB. C )KUpamMu BBOJISIT-
Csl HEKOTOpPbIE MOJIMHEHACHIIIEHHBIE KHCIIOTHI, KOTOPBIE OTHOCATCS
K KaTerOpiuH HE3aMEHUMBIX (JIMHOJICBasi, JIMHOJECHOBAs, apaxHIOHO-
Basl). TpHalMIIIUIEpUIbI COEPKATCA B IUIIEBBIX KUpax, Mace, bora-
THI MICTOYHHK JKUPOB — KYPUHOE SHI0, 0cOOCHHO kenToK (10 31%).
docharuaaMu U X0IECTCPHHOM OOTaTh KEITOK KYPHHOTO SIiIa, HKpPa,
TiedeHb, MO3rH. [lepeBapuBanye TMNUIOB IPOUCXOANT B ABEHAILATH-
MEPCTHOM KHIIKE, IJIe COCPENOTOUESHBI JIMMa3a (COK MOJPKENY0UHON
KeJe3bl) ¥ KOHBIOTUPOBAHHBIE JKETIHBIE KHUCIOTHI B COCTAaBE JKEITUM.
JKenuHble KUCIOTHI, ABISAACH aM(pUDUIBHBIMUA COSTUHEHUSIMH, OPUEH-
TUPYIOTCS Ha TPAHMIIE pa3/ielia )KHUpa U BOABI, MOTPYXasick THAPOHOO-
HOW YacTbI0 MOJIEKYJIBl B KaILTIO JKHPa, a THAPOQMIBLHON OCTaBasCh
B BOJHOM CpeJie, YTO NPUBOAUT K CHHKEHHIO TIOBEPXHOCTHOTO HATSXKe-
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HUSI U K IpOoOJICHHIO Karenb >xupa. Ha moBepxHOCTH MenbYalIIuX MH-
Les copoupyeTcst JInmasa, THAPOIN3yonias 3(GUpPHBIE CBSI3H B MOJICKY-
Jie TUNUI0B. B pesynbprare TpHauiIrIuIepu TepseT OCTaTKH KHUPHBIX
KHCIIOT, TIOCJIEIHUE YCHJIMBAIOT 3MYJIBIMPOBAaHHE JHITHIOB. Bcackl-
BaTbCsA MOT'YT HETUAPOJIM30BAHHBIC KUPbI U IPOAYKTHI UX T'MAPOJIU3a.
Oxos10 3/4 MUNUAOB BCACHIBAIOTCS B BUE MOHOAIMIITIIHLIEPHIOB.

JKenuHble KHUCIIOTBI O6p33yIOT MULEIIbI C )KUPHBIMH KUCJIOTAMH
1 MOHOAIWITIIUIEPUIAMHE, YTO TTO3BOJISICT IPOHUKATDH B KJICTKH CJIU-
3UCTOI 0000uKH. B Tommie cau3ucToil 000109KN KeTdHbIe KUCIIO-
TBI BBICBOOOKAAIOTCS, ITOCTYTAIOT B TOPTAIBHBIN KPOBOTOK, C TOKOM
KpPOBHM — B II€UCHb, 3aTEM CEKPETHPYIOTCS B KEIYHbIE KaIHMIUIAPHI,
WCIOJIB3YSCh TIOBTOPHO. [loTepu *KemIHbIX KUCIOT C KaJIOM KOMIIeH-
CHpYIOTCSI X CHHTE30M B mnedeHH. Hapymienue xemdeo0pazoBaHus
WIN MOCTYIJICHUS KEITYX B KHIIEYHUK MPUBOIUT K BBIJICIICHUIO JKHU-
POB B HellepeBapeHHOM BHJIE C KaJoM (cTearopee).

B kieTkax KuIeYHUKa MPOAYKTHI TIepeBapHBaHMUS )KHPOB BCTYMAIOT
B IIPOLIECC PECHHTE3a, 00pasyst JUIHUIIBI, CBOHCTBEHHBIE JaHHOMY Opra-
HU3MY. PeCUHTE3MpOBaHHbII XKUP U YACTUYHO NPOAYKTHI IEPEBAPUBAHUS
XKMpa TOCTYNAIOT B JIMM(ATHIYECKUE KalMULIPhl U B KaIIMJULIPBI TTOpP-
TaJIbHOW CUCTEMBI. .HI/I]'[I/IZII)I HEPACTBOPHUMBI B ) KUAKOCTAX OpraHnu3Ma, ux
TPaHCIOPT KPOBBIO IIPOUCXOAUT TOJIHKO MOCIIE BKITIOUEHHS B COCTaB JINIIO-
TIPOTEHIIOB, B KOTOPBIX OEJIKM UTPAIOT POJIb COMFOOMIM3aTOpa.

Bcero cymiecTByroT YeThIpe BH/a JIMITONPOTEHHOB: JIBE — XHJIOMHK-
POHBI ¥ JIUIIONIPOTENHBI O4eHb Hu3Kod mioTHocTH (JITIOHII), o6pa-
3yIOTCS B KHIIIEYHHKE U TIPEACTABILIONINE COOOH TPAHCTIOPTHBIE (POPMBI
JIMTIHATIOB.

4. OKucnenue HcupHvIX KUC10m

XKupusie kuciorst (JKK) BoBiIeKarOTCs B PoIIece S-OKUCIIEHUS, KO-
TOPBIA MPOMCXOIUT B MUTOXOHJPHUSX CKEJIETHBIX MBI U MUOKapE.
[peBpalueHus )KUPHBIX KUCIOT HAYNHAIOTCS C X aKTUBALIUH, T. €. 00-
pazoBanus auun-KoA. RCOOH + HSKoA + AT® - RCO —
KoA + AM®+ + ¢ocdar. Peakuust katanuzupyercs auni-KoA-cunre-
Ta30M.

Memb6paHa MUTOXOHAPHUNA HEIIPOHUIIAEMa AJISI )KUPHBIX KHCIIOT, HX
MIepeHoc 00eCeYNBACTCSI KAPHUTHHOM.

Kapuutunamunrpancdepasa Kataau3upyeT NPUCOSANHEHHE allul-
KoA k kapHUTHHY ¢ 00pa3oBaHNEM alMIIKapHUTHHA, KOTOPBIH POHHU-
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KaeT B MUTOXOH/IPHH, I'7Ic BHOBb IIpeoOpasyercs B anmi-KoA, a kapHu-
THH BBICBOOOXKIaeTCsl. JlalbHEHIIHE ATalbl 3-OKUCICHHS:

1) mermppupoBanme npu ydactun DAJ[-3aBUCUMON HeTHIPO-

reHas3bl;

2) mpucoennHEeHHE BOIBI (THAPOKCHI — B B-ITOJIOXKEHHE) ¢ 06-

pazoBaHueM ruapookcuaiii-KoA;

3) nmermppuposanue HAJI-3aBHCHMOM IETHAPOTEHA30H Y B-yTiie-

poaHoro aroma ¢ obpasoBanueM B-keroarmi-KoA.

Peaknnio kaTanu3npyeT THOJA3a, paceTUIAIoNIast THOCBA3b, YTO
MPUBOANT K oOpazoBanuio aneTmi-KoA n anun-KoA ¢ ykopodeH-
HOW Ha JIBA yIJIEPOJHBIX aToMa IETbI0.

AneTHIbHEINH ocTaTOK aneTuia-KoA okucisiercs B IMMOHHO-KHC-
JIOM IIMKJIE, YKOPOUCHHAs )KUPHAsl KUCJIOTa BOBJIEKAETCS] B TTOBTOP-
HBIM UK. B peaknuax nerunpupoBanus (1,2) BoccTaHABIMBAIOTCA
Ko(epMEHTBI, OHM IIepelaloT aTOMBI BOJOPOJA Ha ABIXaTENbHYIO
1erb, 9to comnpoBoxaaeTcs cuaTe3oM AT®. [Tomnsrit Beixox ATD
nipu okuciaeHnu JXKK Ooiblie, 4eM Npu OKUCICHUU TIIIOKO3BI, U 3a-
BUCHT OT JUIMHBI enu xKupHoi kuciotsl. [Ipu oxucnennn XK c He-
YETHBIM YHMCJIOM YIJIEPOJIHBIX aTOMOB Ha IIOCIEHEM IUKIIE 3-OKHC-
JmeHus: obpasyercs OAHAa MoJieKyda NponuoHWI-KoA, KoTopsii
MpeBpaIlaeTcs B pe3ysibTaTe KapOOKCHIMPOBAHUS U N30MEpPU3aluU
B cykumHmiI-KoA, 3arem B pymapar, cropatomuii B nukie KpeGca.

5. Memabonusm Kemonoevix meJ

[Tox KeTOHOBBIMHU TeJIaMH HOIPAa3yMEBAIOT AlETOYKCYCHYIO KHC-
nory (ameroaner), (-OKCHMACISIHYIO KHCIOTY M aleToH. AIETOH
B KPOBH B HOPME IIPUCYTCTBYET B KpaifHe HU3KHUX KOHIeHTpanusax. OH
00pasyeTcsl B pe3yJibTaTe CIIOHTAHHOTO JeKapOOKCHIIMPOBAHUS alleTo-
YKCYCHOM KHCIOTH. KeToHOBEIE Tena 00pa3yroTcs B MEUYEHH W3 alle-
Tun-KoA. B xpoBHU 310p0oBOT0 yenoBeKka KETOHOBBIE TEJa COEPIKATCS
JIUIIG B HEOOIBITUX KOIMYECTBAX. Y JIHII C TSHKEIBIM CaXapHBIM JIHa-
6eTOM, HpI/I ToJIOJaHUN KOHIJ,eHTpaLII/Iﬂ KETOHOBBIX TCJI B KpOBI/l 3HaA4Yu-
TEIhHO yBennunBaeTcs. KeToHeMus: BOSHHUKAET B CITyJasx, KOTJa CKo-
pocTh o0pa3oBaHMs KETOHOBBIX TeJ TPEBBIMIAET CIOCOOHOCTH
mepuepryecKiX TKaHEH WX YTWIM3HPOBaTh. B mepudepuueckux
TKaHsAX (-OKCUMACISIHAsE KACIIOTa OKHCISETCS JI0 AIlETOYKCYCHOM KHC-
JIOTHI, a TIOCHETHSS aKTHBHPYETCS ¢ 00pa3oBaHHUEM COOTBETCTBYIO-
mero KoA-3¢upa (aneroanernn-KoA). CymectByeT Ba GpepmeHTa-
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THBHBIX MEXaHM3Ma aKTHBALMM ALETOYKCYCHOM KUCIOThL. IlepBblit
myTs — ucnons3oBanne AT® u HS-KoA, BTOpoil myTh — nepeHoc
KoA ot cykuunuin-KoA Ha alleTOyKCyCHYIO KUCIIOTY.

Hannas peakuusi katanusupyercsi pepmertoM 3-keroarnmi-KoA-
TpaHcepazoil.

OO6pa3oBaBIIHiACs B XOJI¢ 3THX peakiui aneroanetuwi-KoA mom-
BEpraercs Aajee THOIUTUIECKOMY PACIICIUIEHHUIO0 B MUTOXOHIPHIX
¢ 00pa3oBaHHEM JBYX MOJICKYJ aneTui-KoA, KOTOpsIii OKHCIAETCS
3aTeM B UKJIE TPUKApOOHOBBIX KHCIIOT.



JIEKIIUSA Ne 23. BuocuHTE3 JUNUI0B

1. Buocunmes HCUPHBIX KUCTIOM

Cunrtes XKK mporekaer B IIMTO30JI€ ¥ BKIIIOYAET CIIEIYIONINE PeaK-
UU:

1) xapOokcmnmpoBanue aneTmi-KoA kapOokcuiazoil, comepxa-

el OMOTHH;

2) TmepeHoc alneTUIbHOW U MAaJOHIJIBHON TPYINN Ha aluimepe-

HOCSIIMH O€JIOK MpH YYacTHW AaleTHI- W MaJOHHJI-TpaHca-

uias;

3) KOHIEHCALMIO aleTWia ¥ MajJoHWiIa ¢ 00pa3oBaHHEM alleTo-

aleTUIIa-aluINePeHOCSIIETO OenKa;

4) BOCCTaHOBJICHHE KETOHA B CIUPT;

5) oTiIeneHue BOIbI,

6) HaChIIIEHUE TBOWHOMN CBS3H.

CuHTe3 CIO0KHBIX JUITHI0B

Hapsny ¢ >xUpHBIMM KHUCIOTaMH U IVIMLEPUHOM B COCTaB CIIOXK-
HBIX JIMIUAOB BXOJAT KOMIIOHEHTHI, KOTOPBIE HCIOIB3YIOTCS Kak
CTPOUTEIIbHBIE OJIOKH B CHHTE3€ CIIOKHBIX COSTMHEHUH.

Jiiko3aHONABI

TxaHN KUBOTHBIX 00JIaAAI0OT OTPaHUICHHON CIIOCOOHOCTBIO TIpe-
BpalaTh HACHIIICHHBIE XUPHBIC KUCIOTHI B HEHACBIIICHHBIE, II09TO-
MY B UX IMUIIC JOJIKHBI MPUCYTCTBOBATH IMOJIMHCHACBINICHHBIC KUP-
HBIE KHCIIOTHI.

OHH SBJIAIOTCS TPEIIECTBEHHUKAaMN 3KO3aHOBBIX KHPHBIX KHC-
JIOT, U3 KOTOPBIX 3aT€M U 00pa3yIOTCs 3MKO3aHOHUIbI (ITPOCTarIaH 1~
HBI, TPOMOOKCAHBI U JIEHKOTPHUEHBI).

ApaxuJ0HOBasi KHCJOTA

ApaxuoHOBas KUCJIOTa (IOJMHEHACHIIIEHHAs )KUPHAsl KHCII0Ta)
mociie ocBoboxaeHus u3 pochormumepunos (hochomunumos) Ono-
MeMOpaH (B 3aBUCIMOCTH OT (D€pMEHTATHBHOTO ITyTH IPEBPALICHNU)
JlaeT HayaJlo MPOCTarjlaHJMHaM U JICMKOTPUEHAM IO CIIeNyIoLel
cXeMme.
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bochornuepupt

dbocdonumnaza

apaxnuI0HOBas1 KUCJIIOTa

HHKHOOKCHFeHa&V \HI/IHOOKCI/IFeHaE.a

NIPOCTaHOUBI: JIEHKOTPUEHBI:
1) mpocrariaHIuHEI; 1) JITA;
2) MpOCTAIMKIIUHEI; 2) JITB;
3) TpOMOOKCaHEI. 3) JITC;
4) JITD.

IlepBbIil MyTh Ha3bIBACTCS LMKJIOOKCUIEHA3HBIM IIyTEM IIPEBpPA-
LIEHUS apaXUOHOBOM KHCIOTHI. LIeHTpanbHBIM XMMUYECKUM IPOLIEC-
coM OMOCHHTe3a SBJISETCA BKJIIOUCHHE MOJIEKYJSIPHOIO KHCIOPOJa
B CTPYKTYPY apaxuIOHOBOH KHCIIOTHI, OCYIIECTBIISIEMOE clienudude-
CKHMHU OKCHUI'€Ha3aMHM, KOTOpPbIE, TIOMUMO OKHCIICHHS, KaTalUu3UPYIOT
1 IUKJIM3aLUI0 C 00pa30BaHHEM MPOMEXYTOUHBIX MPOIYKTOB HPOCT-
ar-naHauH-3HAonepekuceil. [locnennue nox neficteueM nzomMepas npe-
BpAall[aIOTCA B EPBUYHBIE IPOCTATTIaHIUHbI, KOTOPbIE CUHTE3UPYIOTCS
BO BCEX KJIETKAX, KPOME SPUTPOLUTOB, ICHCTBYIOT Ha INIAIKYI0 MyCKY-
natypy JKKT, penpoayKTUBHON M pecHHpaTOpHBIX TKAaHEH, COCYNOB,
AaBTOHOMHO DETYJIUPYIOT HepBHOE BO3OYKACHHUE, MPOLECCH BOCIae-
Hus. Ux neiictBue omocpemoBano TAM® u nl’ M®. Tpombokcan A
CHHTE3UpPYyETCs B TKAHU MO3Ia, CEJIE3eHKE, JIETKUX, TpoMOonurax. OH
BBI3BIBACT arperauio TpoMOOIMTOB, CHOCOOCTBYSI TpoMO0OOOpa3oBa-
HUIO, 00J1a/1aeT MOIIHBIM COCYAOCY>KHBAIOIIUM JEHCTBUEM.

Bropoii myTh npeBpalieHus apaxui0HOBOM KUCIIOThI — JIMIIOOKCH-
reHasHblil. OH JjaeT Ha4yajlo CHHTE3y OMOJIOTHYECKH aKTHBHBIX Be-
IIECTB — JICHKOTPUEHOB, Y HUX OTCYTCTBYET LIUKIMUYECKasl CTPYKTY-
pa, Bce OHM COJIEpKaT 10 YEThIPE JBOWHBIE CBA3H, HEKOTOPBIE U3 HUX
00pa3yloT NeNTHIOIUIIHIHBIE KOMIIJIEKCHI ¢ TayTaTHoHOM. Jleliko-
TPHUEHBI CIIOCOOCTBYIOT COKPAIIEHUIO TIaIKOH MYyCKYJIaTypbl

2. Buocunme3 mpuznuuepuoos u ¢ocghorunuoos

Tpurnmunepunsl 1 GocdaTuaHble KUCIOTH CHHTE3UPYIOTCS Ha
ocHoBe rnunepodocdara. ITu coeauHeHUs 00pPa3yIOTCS U3 TNIHIE-
puHa B pe3ynbTare nepeamuanpoBanus ¢ AT® (karanuzatop — Ju-

111



Lepo-K1uHa3a) win quokcuanerondocdara (00pazyercs B X0/ TIIHKO-
Jn3a) B pe3ynbTaTe BOCCTaHOBIAEHHA 3a cueT HAJI®*H,, karanu-
3UPyEeMOro TIuIepoiadocdaT ATUAPOTCHAZOM.

INmuuepondocdar pearupyer ¢ AByMmst MoJieKyinamu armi-KoA,
00pasys ¢ocdatuaapie KUCIOTE. PocdaTuaHas KHCIOTa MO AeH-
ctBueM Qocdarassl Tepser octaTok (ocdara. BeicBoOomuBmIUiicS
TUTTUIEPHU PearupyeT ¢ TpeTbei Monekynoi anun-KoA, obpasys
TPUTIIMLEPUL.

BuocuHTe3 X0JIeCTEPUHA

Ha nosnto xosecTepuHa MpUXOJUTCS OCHOBHAsI Macca JIMITOUIOB
yenoBeka. Hanbosnee OoraTsl UM MHETMHOBBIE MeMOpaHbL. YacTh
XOJIECTEPUHA COIEPKUTCS B popMe 3YUPOB KUPHBIX KUCIOT.

DyHKIHMHU X0JIeCTepHHA:

1) CTpyKTypHBIIl KOMIIOHEHT KJIETOYHBIX MEMOpaH;

2) mpenIIecTBEHHUK B CHHTE3€ JAPYI'HMX CTEPOHIIOB (TOPMOHOB,

BUTaMHHA D, XEIIHBIX KHCIIOT).

BuocunTe3 XoyiecTepuHa OCYIIECTBISETCS HAa OCHOBE alleTHII-
KoA, mpoMeXyTOYHBIME TPOAYKTAMU SBITIOTCS 3-THAPOKCH-3-Me-
tunraytapui-KoA, ckBanen, manoctepuH. 80% xosectepuHa
CHHTE3UPYIOTCA B IT€UeHH, OK00 10% — B KIIeTKaxX KHIIeYHNKa, 5% —
B KJIeTKaX Koku. CHHTE3 X0JeCTepruHa PeTyIUpyeTCs O NPUHIUITY
oOpaTHOI OTpHUIIATENFHONW CBS3M: XOJECTEPHH YTHETAeT CHHTE3
(dbepMeHTa, KaTaIM3UPYIOIETo 00pa30BaHHE MEBAJOHOBOM KHCIIO-
ThI. JKegHbIe KUCIOTHI (XeHOAE30KCHXOJeBast M XoieBast) o0pasy-
I0TCS B KJIETKaX MEYEHN HEIOCPEACTBEHHO M3 XonecrepuHa. [locie
BBIJICJICHUS] B KUIIEYHHK I10J JeHCTBUEM MHKPOQIIOPHl U3 HUX 00-
pasyeTcs JTUTOXO0JIeBas U AE30KCHXoJeBast KUCIOTh. OHM 00pa3yroT
KOHBIOTUPOBAHHBIE JKEIUHBIE KHCIOTHI, KOTOPHIE COCTaBISIOT OC-
HOBHYIO MacCy XEJIIHBIX KUCJIOT B kemdn. OqHa n3 GyHKIHHN jKemd-
HBIX KHCIJIOT — 3MYJIbTHPOBaHUE JHUIHO0B B KUIIEYHHKE — oOecrie-
YUBAETCS 32 CUeT aMPUPUIHHBIX CBOHCTB.



JIEKIIUSA Ne 24. Peryasuusi 1 HApylIeHUs
JUIHAIHOTO 00MeHa

1. Pecynayua nunuonozo oomena

[Ipu GU3NOTOrHUECKUX YCIOBUSAX JACTOHUPOBAHUE JHUIUJOB, HX
MOOWIIN3aNysl, CHHTE3 U pactaj >KHPHBIX KHCIOT YPAaBHOBEIINBAIOT
IpYT Ipyra 1o CKOPOCTH MPOTEKaHHUS.

1. IIpu orpaHn4eHHOM NOTPEOJICHNUH YIIIEBOJOB WIN HApyIICHUU
HX HCIIOJIb30BaHUs (IeHUIIUTEe UHCYJIHUHA) YCHIUBAIOTCS MOOMIIN3a-
WS )KAPHBIX KACIOT U MX TPAHCIIOPT KPOBBIO B TiedeHs. [Iponcxoant
CHIDKEHHE CKOPOCTH NoTpebieHns anetmi-KoA myrem:

1) BOBJCUYEHHS B IIUKJI TPUKAPOOHOBBIX KUCIIOT;

2) cHHTe3a KUPHBIX KUCIOT B NIEYESHHU.

Cxopocts motpebnenns anetwn-KoA B LITK magaer B cBszm
C YMCHBIIIEHUEM KOJMYECTBA MPOMEXKYTOUYHBIX MPOAYKTOB OOMEHa
YTJIEBOJOB, KOTOPbIE B HOPME aKTHBUPYIOT HadajbHBIE MPOIECCHI
HTK. TopMoxeHne cuHTE3a KUPHBIX KUCJIOT B IIEYEHHU BBI3BAHO 3a-
MeJUICHHEM CKOpOCTH oOpaszoBanms mponaykTos L[TK u cHImkeHHEM
akTHBHOCTH aneTmi-KoA-kapOokcmnasel, KOTOpas KaTalu3upyer
npeBpaineHue aneruna-KoA B manonun-KoA — nepBeiif mpoaykr
CHHTE3a >XUPHBIX KUCIOT. B pe3ynbrate Oonbiie anerun-KoA Ha-
MpaBJIseTCS Ha CHHTE3 aneTo-aneTui-KoA, KOTOpEIi nCmonb3yercs
JUI1 00pa30BaHMsI KETOHOBBIX TEJ M CHHTE3a XOJECTEpPHHA.

2. Ilpn 10CTaTOYHOM MOCTYIUICHHUH YTJIEBOAOB C MUIIEH U HOpMAaJIb-
HOM TOCTYIUICHHHU TJIFOKO3bI B KJIETKH (U4TO 0OECIIeUMBACTCSI MHCYIIH-
HOM) yBenmuuuBaetcs cogepkanue meradbonuroB [ITK. /[Ba n3 Hux (1ut-
paTt ¥ HM30LMTPaT) CTUMYIMPYIOT aneTii-KoA-kapOokcunasy, KoTopas
KaTaIu3upyeT oOpa3oBaHue MaaoHII-KOA — MMepBOro mpoaykra Ha Imy-
TH CHHTE3a )KUPHBIX KUCJIOT, T. €. YCKOPSIeTCSl M CHHTE3 rocieHux. Ha-
KomieHne aueTwi-KoA TopMo3uT [IeKapOOKCHIIMPOBAaHHE IHPYBaTa.
B cBs13u ¢ 3TM noBemaeTcst ucrons3oBanue I'-6-@ o nenTozodocdart-
HOMY IyTH, BeflylieMy Kk Hakorienuto HAJIO*H,, neobxoaumoro s
cuHTe3a uminoB. Hakomnenue anetnn-KoA — pe3ynbTat HHTCHCHBHO-
TO pacrmaja TIIOKO3bl U HAKOIJICHUS TOCTaTo4HOro KoindectBa ATO.
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N366TOoK AT® TopMosut B LITK nermaporenasy usonutpara, Ipu STOM
HaKaIUIMBAETCsl €r0 MPEIIICCTBEHHUK — IIUTPAT, KOTOPBII MEPeXouT
13 MHUTOXOHAPWMH B IUTOIUIa3My, IJ€ pacmajgaercs Ao auetwi-KoA.
KonTposs ckopocTr MOOMIIM3aMU M JIMIIOTCHE3a HPOUCXOJUT MO
BIIMSIHIEM FT'OPMOHOB. AKTHBAIIHS JIUIOIN3a MPOUCXOIUT IO/ BO3CH-
CTBHEM ajIpeHAIMHA ¥ HOpaJpeHalnHa, KOPTUKOCTEPOHUJIOB, TIIIOKa-
roHa ¥ TOpMOHOB runoduza — Bazonpeccuna, AKTI, munorponuHoB.
OnHOBPEMEHHO 3TH TOPMOHBI OTrPaHUYMBAIOT CTHMYJLIIUIO JIMIO-
TeHe3a MHCYJIHHOM, PE3YJIBTATOM SIBJISIETCS] OBBILICHUE COACPKAHUS
KUPHBIX KUCJIOT B KPOBH.

OO0paTHblii Npolecc — HAKOIICHUE TUIUIOB B ACTIO — CTUMY-
mupyeT uHCynH. OH Tak)ke aKTHBHPYET JIMIIOTeHe3, 0O0ecreynBaeT
TPAHCIIOPT TIFOKO3BI B KJIETKY M €€ OKHCICHHE II0 OCHOBHOMY ITyTH.
N30pITOUHOE TOCTYIIICHHE YTIIEBOAOB C MHUIIEH, HE KOMIIEHCHUPYe-
MO€ 3HEepro3aTrpaTaMi, COMPOBOXKIACTCS IPE3MEPHBIM HAKOIUICHH-
eM nunuaoB. HemocrarouHoe mocTyIuIeHME YTIEBOAOB C MHIIEH
WIM HE KOMIICHCHPYEMBIC YIJIEBOJAMHU HHEPro3aTpaThl COMPOBOXK-
JaroTcsi MOOMNIM3anued JUMHUIOB W TOsiBIeHHEeM KeTo3a. CuHTe3
AIMITPUTIINIEPUIOB U (OCHOTUIHNIOB OCHOBBIBACTCS Ha OMHAKO-
BBIX NPEIIIECTBEHHUKAaX — riuiepodocdaTe U KUPHBIX KUCIOT,
YTO ONpeAessieT KOHKYPEHIHIO 32 3T KOMIIOHEHTHI. XOJINH MOXET
JUMUTHPOBaTh cuHTe3 hochonunuaos. [Ipu nedunure xonuna wim
JIOHATOPOB METWJIBHBIX TPYIII 3aTpyaHseTcs cuHTe3 docdarnaui-
XO0JMHA. B 3TOM ciyuae 4pe3MepHO yCHIIMBAETCsl CHHTE3 aleTHII-
TPUTIMLIEPHUIOB, YTO MOXKET HPUBECTH K KUPOBOMY IIEPEPOIKACHUIO
MIEYCHH.

2. Hapywenusa 1unuonozo oomena

HapymeHmI nepeBapruBaHusd M BCAaCbIBaHHA JUIIUJIOB MOIYT
OBITh PE3yJIbTATOM:

1) mpoileccoB B MOKEIYI0YHOM xkeme3e ¢ 1eUIIMTOM maHKpea-

THYECKOHN JTUNA3HEI;

2) nedunmTa KEIUN B KUIICYHHKE;

3) CHMXEHHUS METa0OIMICCKOH aKTHBHOCTH CIIM3UCTON 00OTOUYKH

KHIICYHUKA, TJE JIOKaJM30BaHbl ()EPMEHTHI PECHHTE3a TPHALIUII-

TIIUICPUJIOB.

B cBsi3u ¢ 3TUM BBIIENSAIOT MAHKPEATOTCHHYIO, TeMaTOrCHHYIO,
SHTEPOTEHHYIO CTEaTopero.
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Hapyumenue MeTa60/M3Ma JIMIHI0B

I'uapodoOHbIe TUMUABI TPAHCTIOPTHPYIOTCSI KPOBBIO B BUJIE HAJI-
MOJIEKYJISIPHBIX 00pa30BaHU — JIUIIONPOTEHHOB, B COCTAB KOTOPBIX
BXOJSIT TPUALMIITIIUIIEPHIBI, XOJIECTEPUH, (HOCHOIUITUABI U MPOTEH-
Hbl. OCHOBHas TpaHcHopTHas ¢opma tpuriunepunoB — JIITOHII,
PECHHTE3UPOBaHHbBIE JHIUABI (TPUALMIITIIUIEPH/IBI) BCTPAUBAIOTCS
B XWJIOMHUKPOHBI. [Ipy HeoCTaTOYHOW aKTHBHOCTHU JIMIPOTSHHIIUIIA-
3bl KPOBU HAPyHIACTCA MEPEXOJ KUPHBIX KUCIOT U3 XUJIOMUKPOHOB
IUIA3MBI B JKUPOBBIE €TI0, HE PACIIEIUIIOTCS TPUTIIUIESPUIBL.

KeTonemusi m keToHypust

[Ipu romonanum M caxapHoM AuadeTe coaep)kKaHue KETOHOBBIX
TeJl B KPOBH MOXKET 3HAUYUTEIbHO MOBBIILIATHCSA, YTO COIPOBOXKIAET-
Csl YBEJIMUEHUEM COJIEp’KaHMsI KETOHOBBIX Tesl B Moue. KeTtoHemus
HUMeeT cliefylolee OOBsICHEHHE: 38 CYET YHEPTeTHYECKOTO Tooja
TP HEJOCTAaTKE WHCYJIMHA TIIF0K03a HE MOXET C JI0CTaTOYHOU CKO-
POCTBIO OCTYHATh B KJIETKY, IIPH 3TOM PE3KO YCHIMBAIOTCS JIUIIO-
JU3 ¥ MOOMIIH3aIHst OOJBIIOTO KOJUYECTBA )KUPHBIX KUCIOT U3 KHU-
pPOBOTO JIeNO B MEYEHb, TAe NMPOUCXOIUT YCHICHHOE 00pa3oBaHHE
KCTOHOBBIX TCJI. Hocne}l}me B OTPOMHBIX KOJIUYCCTBAX TPAHCIIOPTHU-
pYIOTCS K mepu(epuvIecKuM TKaHSIM M HOJHOCTBIO HE MOTYT OBITh
HCIIOJIB30BAHBl B KAYECTBE SHEPreTHUYECKOr0 MaTepHana.

3. Amepocknepo3 u a1unonpomeunul

I1a3MeHHbIE JTUMOMPOTEMHBI — CIIOXKHBIC KOMIUTICKCHBIC COCIIH-
HEHWUsI, B COCTaB KOTOPBIX, KpOMe Oelka, BXOAUT JIMITUIHBIA KOMIIOHEHT.
BHyTpY IHUIIONPOTEHHOBOW YaCTHIIBI HAXOIUTCSI JKUPOBasi Karuis, CoJep-
JKalmass HeMoJSIPHBIC JIUIMHAB (TPUTIHLEPHIAB], STePUOUINPOBAHHBIA
xosectepuH). JKupoBast Karuist OKpy»KeHa 000JI0YKOM, B COCTaB KOTOPOM
BXOAAT (ocommnupl, 0ok ¥ CBOOOIHBIN XonecTeprH. 13 Bcex mmmo-
MPOTECHOB ILIa3Mbl ATEPOTCHHOCTHIO OOJAJAIOT B TEPBYIO OYEPEIb
JITHIT n JITIOHII. HavanpHBIH ITyCKOBOM MEXaHM3M Pa3BUTHS aTepo-
CKJIEPOTHUYECKOrO MpOIecca — MPOHUKHOBEHUE JIUMONPOTEUIOB MIIH
MIPOIYKTOB UX JIETPAIAIAH, OOraThIX XOJICCTEPHHOM WK €T0 Y(PHpaMHu,
Yyepes SHAOTEIHI B CYORHIOTEIMAIbHOE MPOCTPAHCTRO. [ TaBHas pUYH-
Ha OTJIO)KCHHH — THIICPXOJECTePUHEMHUsI HA (OHE TOBPEKICHHOTO
SHIOTENHSA, TTOCTIETHES BHI3BIBACTCS apTepUATLHON THITEPTEH3UEH, BOC-
TTATUTETEHBIMHA TIPOIIECCAMU, THITEPKOATYIIIHEH, BO3ICHCTBHEM TOKCH-
YeCKMX BemlecTB. JIMONpOTenHBI, MPOHUKIINE B COCYIHUCTYIO CTCHKY,
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nomiomaoTes aronuramM. Bee MX COCTaBHBIE YAacTH PaspyLIAIOTCS
(epmenTamu JM30coM. VckimoueHne cocTaBisieT XOJECTEpUH: B KIeT-
Kax uMeeTcs (pepMeHTHasi cucTeMa, 00ecIeurBaromas 3TeprUPpUKAIHIO
XOJIECTEPUHA, HO HET (PePMEHTOB, KaTAIIM3HUpYIOINX ero pactaf. [Tosro-
My 3(UpBI XOJIECTEPHHA HAKAILUTMBAIOTCS B KJIETKAX B OOJIBIIMX KOJINYECT-
Bax, KJIETKH pa3pyIlatoTcs. IPUpPBI XOIECTEpPUHA OKa3bIBAIOTCS B MEX-
KJIETOYHOM TIPOCTPAHCTBE, WHKAICYIMPYIOTCS 3a CYET pa3pacTaHus
COCJIMHUTEIbHOIN TKaHU M OTJIOXKEHUsI Coliel, 00pasysl aTepoCKIepOTH-
yeckne Omsmky. OCHOBHOW MCTOYHHK XOJIECTEPUHA JUI HECHHTE3H-
pyromux ero tkaneit — JIITHII. Ecnu B kieTke HakomieH W30BITOK
XOJIECTEpHHA, HOBBIE PELETITOPHI IIa3MaTHIeCKOH MEMOpaHbI KJIETOK
He 00pa3yloTcs, U KIETKH TEPSIIOT CIIOCOOHOCTH MOTJIONMIATh X0JIecTe-
PHH U3 KpoBH. [Ipy HACIEACTBEHHOM OTCYTCTBHHM WM JIeUIUTE pe-
LenTopoB obmiee conepkanue xonectepuna u JIITHII Bo3pacraer, xo-
JIECTEPUH OTKJIQABIBAETCS B PA3IMYHBIX TKAHSIX.

4. Kenunwvie kuciromut

ITosiBneHne B KpOBH KOHBIOTUPOBAHHBIX JKEIYHBIX KHCIOT yKa-
3bpIBaeT Ha 3abosieBaHue nedyeHu. C MOYOW BBIAENSIOTCS TIaBHBIM
obpa3oM cynb(haTHPOBAaHHBIE JKEITYHBIE KHCIOTHI, HOBBIMICHHE HX
CoJlep KaHMsI B MOU€ SBJISAETCSA IPU3HAKOM IelaTOLETIOIIPHON WiIn
XOJIECTaTUYECKON JKENTYXU.

I'mnepaunonpoTenHeMun:

1) Tum I — pe3ynbTar HapyIIeHUs JTU3KHCAa XWIOMHKPOHOB, CBSI-

3aHHOTO ¢ Je(HULINUTOM JIHUIONPOTEHHINNA3bl, BCTpEdaeTCs Kpai-

HE PENKO;

2) tum [la — pesynsraT 3ameqnenns pacnaga JIITHII, nposis-

€TCsl paHHUM aTepOCKJIEPO30M, MOXET OBITh PE3yJIbTaTOM H3-

ObITKa )XUPOB B IuIIE. /lnarHocTupyeTcss Ha OCHOBAHHWHU IOBBI-

UIEHUsS. YPOBHS [-JUIONPOTEHHOB M OOINEr0 XOJIECTEPHUHA.

YpoBEHb TPUTIULEPUIOB HOPMAJIbHBIN;

3) tun 116 HanomuuHaer Ila Tun, AuarHOCTHpyeTCs MPH IOBBI-

[ICHUH CONCPIKAHUSA XOJECTEPUHA W TPHUTIHLEPUIOB, [-IIUIIO-

MIPOTEUHOB, CHUKEHHON TOIEPAHTHOCTH K TIIIOKO3€;

4) tun III Be3BIBacTcs 3amemieHHBIM pacmagom JITIOHII, mpo-

ABIISIETCS. PAHHUM aTEPOCKIIEPO30M M KCAHTOMAaTO30M. Jlnarnos oc-

HOBBIBA€TCSI HA MOBBIIIEHHOM COJEP>KaHUM TPUTTHLEPUIOB U XO-

nectepuna, JITTOHII, moBRIIIEHHOH TOIEPAHTHOCTH K TITIOKO3€;
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5) tun IV xapakrepusyeTcsi THIIEPHHCYIMHEMU3MOM, N30BITKOM
YIJI€BOAOB B MUTAHUU, UHAYLUPYIOIIUM HWHTCHCUBHBIA CHHTE3
TPUIVINIIEPUAOB B medeHu. [IposiBiseTcst paHHUM aTepoCKIepo-
30M, CHHKEHHMEM TOJIEPAHTHOCTH K TIJIIOKO3€, THIepypUKEeMHUEH,
BcTpevaercst yacTo. Kak BropudHas ¢opmMa COMpoBOXKIAET aIKO-
roausmM, cuHapom HUnenko—KymmHra, quabeTHyeckuii anumos,
TJINKOTEHO3bI, TT0/1arpy;

6) Tun V mposBIAETCA OKMpEHUEM, MaHKpPeaTUTOM, aHTHoma-
tuel. JIabopaTopHO BEISBIISAETCS yBETUYECHUE CONEPKAHNS XHUII0-
MHMKPOHOB, TPUIJIMLEPUIOB, Ipe-H-IUNONPOTEUHOB, YPOBEHD
XOJIECTEPHHA HOpPMAJE€H WM Clerka nosslmeH. Moxker compo-
BOXK/IaTh B KaueCTBE BTOPUYHON (POPMBI aIKOrONU3M, THabeTu-
YECKUU alluJ03 U MaHKPEaTur.



JIEKIIUA Ne 25. O6mme npeacraBjieHus
0 BUTAMHMHAX, METO/AbI OIIpe/ieIeHUs
U KJaccu(puKanusi BATAMMHOB

1. O6wue npeocmaenenus o sumamuHax,
HOHAMUE AHMUBUMAMUHOGE,
MemoOovl onpeodeyieHuss UMAMUHO8

ButaMuHbl — He3aMeHUMBbIE UIIEBBIE (AKTOPbI, KOTOPBIE, IPHU-
CYTCTBYS B IHUINE B HEOONBUIMX KOJUYECTBAX, 00ECHEUUBAIOT HOP-
MaJIbHOE pa3BUTHE OPraHU3Ma XMBOTHBIX U YEJIOBEKA M a/IeKBaTHOE
MIpOoTeKaHue OMOXUMHUYECKHX U (PU3NOJIOTNYECKUX MpoleccoB. Bura-
MUHBI OTJIMYAIOTCS OT BCEX JIPYTUX OPraHUYECKHX BEIIECTB TEM, YTO
OHM HE HMCIOJB3YIOTCS OPraHU3MOM B KauyeCTBE MCTOYHUKA MUTAHUS
W HE BKIIIOYAIOTCS B CTPYKTYpY TkaHed. HemocraTouHoe mocryruie-
HHUE BUTAMHHOB B OPIaHU3M, IIOJIHO€ OTCYTCTBHME UX B IUILE MU Ha-
PYLIEHHE UX BCACHIBAHUS M TPAHCIIOPTA BBI3BIBAIOT HAPYIIECHHE IPO-
1[ecCOB 0OMEHa M Pa3BUTHE IMATOJIOTHUH. ABUTaMHHO3BI — OOJIE3HH,
BO3HUKAIOIIHE ITPY ITOJTHOM BBIKIIOYEHHHN U3 PallOHA WM TTOJTHOM Ha-
PYIICHHN YCBOCHUSI KaKOr0-JIMOO BUTaMUHA. [ MIToBUTaMHHO3BI — 00-
JIe3HN, OOYCIIOBJICHHBIE HEJOCTATOYHBIM IOCTYIUICHHEM BHTaMHUHOB
C ITUIIEH WM HETIOJHBIM €€ YCBOSHHEeM. | NTIOBUTaMUHO3BI BCTPEYArOT-
Csl y 4eJIOBEeKa 3HAUMTENBHO Yallle, 9YeM aBUTaMHHO3BI. [ uiepBuTamu-
HO3bI — IaTOJIOTHYECKUE COCTOSHUS, CBSI3aHHBIE C TIOCTYIUICHUEM U3~
OBITOYHOTO KOJIMYECTBA BHUTAMHHOB B OpraHu3M. OTNHCaHBI Ciydau
runepsuTamMuHo30B A, D, K u nip.

[Ipn aBuTaMHHO3aX MHOTHE pacCTpOHCTBAa OOMEHa BeIecTB 00yc-
JIOBJICHBI HAPYUICHUAMU ACATCIBHOCTH WJIN AKTUBHOCTHU (bepMeHTHI)IX
CHCTEM, TaK KaK MHOT'HE BUTAMHUHBI BXOJIST B COCTAB IIPOCTETHYECKUX
rpynn GepmentoB. Axkagemuk H. JI. 3eaHHCKHI CUMTAN, YTO BUTAMHU-
HBI PEryJIMpYyIOT OOMEH BEUIECTB HE HENOCPEACTBEHHO, a OIOCPe0-
BaHHO, yepe3 (PepMEHTHI, B COCTaB KOTOPBIX OHH BXOJAT.

AHTHBUTAMHUHBI — CTPYKTYPHBIE aHAJIOTH BUTAMHHOB, CIIOCO0-
HbIEe OJIOKMPOBAaTh aKTHBHBIE IIEHTPH! (DEPMEHTOB, BBHITECHSS U3 HUX
COOTBETCTBYIOIIME MPOU3BOJHbIE BUTAMUHOB (KO(EPMEHTHI) U BBI-
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3bIBasi KOHKYPEHTHOE MHIHOMpoBaHHe (epmeHToB. K aHTHBHTAMU-
HaM OTHOCSTCSI COEIMHEHUS, 110CJIe BBEJCHHUS KOTOPHIX B OPraHU3M
pa3BuBaeTcs Kilaccuieckas KapTHHA THITO- MIIM aBUTaMHHO3a. AHTH-
BHUTaMHHBI UCTIOJIB3YIOT IS IO/IaBIICHUSI POCTa U Pa3MHOXKEHNUS Oak-
TepUi, HyXAammuxcs B HUX. [IpHUnHbI THIIO- U aBUTaMUHO30B Ye-
JOBEKa W JKUBOTHBIX MOJPA3JENAIOTCS Ha 3K30- M JHIOTCHHBIE.
K 3K30reHHBIM IpUYMHAM OTHOCHUTCS HEIOCTATOYHOE MOCTYIUICHUE
BUTaMUHOB B opraHu3M. HenoctaTouHoe WM HEMOJIHOICHHOE INH-
TaHHE Yallle BCEro BJICYET Pa3BUTHE SK30TCHHBIX aBUTAMHHO30B.

OHAOTCHHBIMU ITPUYUHAMH SBIISIOTCS:

1) moBBIICHHAsh MOTPEOHOCTH B BUTAMUHAX INPH HEKOTOPBIX

(pM3NOIOTHYECKUX U MATOJIOTHYECKUX COCTOSHUX (OepeMeHHO-

CTH, JIJAKTaI[H, THPEOTOKCUKO3€, KaXEKCUH U JIp.);

2) yCUICHHBIH pacnajJ BUTAaMUHOB B KHUIIEUYHHUKE BCIIEJCTBUE

JeSITENFHOCTH MUKPOQIIOPEI;

3) HapylIeHHe Npoluecca BCAChIBAHUS BUTAMHHOB BCIIEJCTBHE

HapyIIeHUs] MOTOPHOU U CEKPETOPHOM QYHKUMI KUIICYHHKA;

4) OGone3HW TEUYEHH, ITOJDKEITyIOYHOW MKeNe3bl, BHI3BIBAIOIINE

3aKyIOPKY JKEJIYHBIX IMyTeH M HAapYyLUICHUE BCACHIBAHHS XHPOB

U )KMUPOPACTBOPUMBIX BUTAMUHOB.

MeTtoasbl onpejesieHUsi BUATAMUHOB B OMOJIOTHYECKUX 00beK-
TaxX MOAPa3AeIIOTCS Ha (PU3MKO-XMMHYECKHEe M OHOJIOTMYECKHe.
K ¢pu3MKO-XMMUYECKUM METOJaM OTHOCATCS (OTOKOJIOPUMETpHUYE-
CKHe, CIEKTPO(OTOMETpHIECKUE, QIFOOPOMETPUIECKIE U THTPUMET-
pudeckne MeTojsl. bruonorndeckne METOAbI OCHOBAHbBI Ha OIpeAeIe-
HUH MUHHMAJILHOTO KOJIMYECTBA BUTAMUHA, KOTOPOE IpU T00ABICHUH
K aBUTAMHHM3UPOBAHHOHN IHETEe TPeNoXpaHseT KUBOTHOE OT Pa3BH-
THSl aBUTAMUHO3a WM H3JIEYMBAET €ro OT pa3BHUBIICHcA Ooines-
HH, YTO YCIIOBHO SIBJISIETCS («TOJXyOWHOI», «KPBICUHOI») SIUHULICH.
KonmuaecTBo BUTaMHHa BBIpaKAIOT TaKKe B MIJUTUTPAMMaX, MHKPO-
rpammax, MexxayHapoausix equannax (ME wmu [U).

2. Knaccugpukayus eumamunos

CoBpeMeHHas Ki1acCU(pHKaINs BUTAMUIHOB OCHOBaHa Ha (PU3HKO-
XMMHYECKHX CBOMCTBAaX WJIM Ha XUMHUYECKOW MPUPOAE BUTAMHHOB.
B 3aBHCHMOCTH OT pacTBOPUMOCTH B BOJE UM B HEMOJISIPHBIX Opra-
HUYECKUX PACTBOPUTENSX PA3IMUYalOT BOAO- U KHPOPACTBOPUMBIE
ButamMuHBL. K skupopacTBOpuUMBIM OTHOCATCS BUTaMHHEI A, D, E
u K, octaibHbIe BUTAMUHBI — BOJIOPACTBOPUMEIE (CM. Tab. 3).

119



Tabauya 3

Buramunbl
Pexomen-
AKTHBHas
Buosornye- (xothe Buoxummnyeckas ayemasi cy-
Buramun CcKMil Mel-lTl-Iill)ﬂ) (ynkums (T KaTa- |TOYHAas 1032
3pdext dopvia JIM3UPYEeMOii peakMH | VISl YeJIoBe-
P Ka, MI
7KupopacTBopumble BATAMHHBI
AHTHKCE-
A (peru- .
Ho) podransmu- | Petunans | 3puTenbHbIil mpouecc 2,7
YecKuit
1,25-guo0-
D (kxanb- ’
AnTHpaxu- | kcuxone- [OOGMeH KkambIus U Qoc-
uudepo- N 0,01—0,025
) THYECKHH | KambIude- tdhopa
I
poxn
Amnrucre-
o TpaHcnopr J1€KTPOHOB
E (TOKO- | pUIBHBIH,
(3amuTa MeMOpaHHBIX 5,0
(epoir) |BUTaMHH pa3-
JIUTIH]IOB)
MHOXKEHUS
K (pun- [TepeHoc MeKTPOHOB
AHTHTEMOp-
JIOXH- . (kodakTop B peakusix 1,0
parndeckuit
HOH) KapOOKCHIINPOBAHHS)
BonopacTBopuMble BATAMUHBI
Tuamuamu- | [lexapOoKkcHIHpoBaHUE
B, AHTHHEBPH- | podocdaT, | a-KETOKUCIIOT, Tepe- 12
(THaMMH)| THYECKHH | TUHMUAMH- | HOC aKTHBHOTO alibJie- ’
nudocdar | Tuga (TpaHCKeTOIa3a)
®dnaBuHa-
JICHUH/IU-
B, (pu-
Soda Buramun (Hykneorun,| JlpixaHue, nepeHoc 1.7
BuH) pocra (raBUHMO- BOZOpOZA ’
HOHYKJICO-
TH]
B, (man-
3 ( Konn3zum A
TOTEHO- | AHTHIIEpMa- (xodbe TpaHCIOPT KHCIOTHBIX 15
Basi KHC- | THTHBIN p rpymI
MEHT A)
JIOTa)
B, (1m- Mupuaox-
AHTUACpMa- OOMeH aMUHOKHCIIOT,
PUOOK- . caibdoc- 2
THUTHBIN MIepPEeHOC aMUHOTPYIII
CHH) par
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Oxonyanue mabu. 3

Pexomen-
AKTHBHas ayemasi cy-
Buosornye- Buoxumunyeckas
. (kodep- TOYHasA 10-
Buramun CKHH (ynkmms (Tun kara-
MeHTHast) . 3a I
3¢ ekt JIM3UPYeMOil peakuuu
¢opma YeJI0BeKa,
Mr
Kodepment merabo-
€30KCHa- i me-
B,, (ko- | AnTHanemn- A JUYECKUX PEaKIHi me
. JIEHO3WIIKO-| pEeHOCa alKWIbHBIX 0,003
Gamamun)|  HCCKHH Ganamug | TPYII, METHIHPOBA-
HUE TOMOIIMCTENHA)
Terpa-
Be (go- AHTHaHEMHU- m/:[p(l))(bo- Tpancmopt oxHOYyTIIE-
nveBast . 1—2,2
qeCKUH JmeBast KH- POJHBIX TPYTII
KHCJIOTA)
ciora
PP (amxo-
THHAMU]
”| AHTHIIEIA- HAJZ, |[pixaHue, nepeHoc BO-
HUKOTH- N 18
rpUYeCKUui HAL®D nopozaa
HOBast
KHCJIOTa)
AmnTtHce60-
pelinbif, | buonutun
H (6uo- |paxrop pocta| (¢-N-6uo- | Kodepmenr peakiuii 0.25
THUH) Gakrepuii, TUHUII- KapOOKCHIIUPOBAHHS ’
JIpOXxOKeH JIU3UH)
U rpuOKOB
BoccranaBnuBaromuii
C (ac- KO(aKTOp IS TPYIIITEL
KOpOHWHO-| AHTHCKOD- MOHOOKCHUTEHa3, 75
Bas KHC- | OyTHBIH TUAPOKCHIMPOBAHUE
noTa) MPOJIMHA, KaTaOOoIN3M
THPO3UHA

[ToMuMO BOZIO- ¥ )KUPOPACTBOPUMBIX BUTAMHHOB, BEIIEIISIOT TPYTI-

Ny XUMHUYECKHX BELIECTB, YACTHYHO CHHTE3UPYEMBIX B OpraHU3MeE,
HO 00JIQIalOIUX CBOMCTBaMH BUTAMHHOB — BHTaMHHOIIONOOHbIE
BemlecTBa. K HUM OTHOCSTCS XOJIMH, JIMIIOEBAs KHCIOTa, BUTAMHH
B, (maHramoBas KMCIOTa), OPOTOBas KHCIOTA, HHO3UT, yOUXHMHOH,
napaaMHUHOOCH301Has KUCIIOTa, KAPHUTHUH, JTMHOJIEBAsI U JINHOJICHO-
Bas KUCIOTHI, BUTaMUH U (IIPOTHBOS3BEHHBIH (QakTop), psia GpaxTo-
pPOB pocTa NTHL, KPHIC, LBIUIAT, TKAaHEBBIX KyJIbTYp M HEIaBHO
OTKPBITHIH (pakTOp MUPPOTOXUHOIMHOXUHOH C U3BECTHBIMU Kodep-
MEHTHBIMH U KO()aKTOPHBIMH CBOHCTBAMH, HO HEPACKPHITBIMH ITOKa
BUTAaMUHHBIMH CBOHCTBaMH.
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JIEKIIUA Ne 26. ’KupopacTBopumbie
BUTAMHHBI

1. Bumamunwt zpynnot A

Buramun A (petuHON, aHTUKCEPO(TATPMHYSCKUI BUTAMHH) CY-
IIECTBYET B TpeX (opmax: Kak TO BUTaMMHbI A, A, U Huc popma
BUTAMHHA A1 (meoButamuH A). PeTnHOMN mpeacTaBiseT coboi IUKITHIe-
CKUIl HeTpeleNbHbI OJHOATOMHBIH CHHUPT, COCTOSIIIMA M3 TEpBUY-
HOW CITMPTOBOW I'PYMIIBI, COEIMHEHHOM Yepe3 /1Ba OcTaTKa U30IpeHa
C MIECTUYICHHBIM KOJIBIIOM (-HOHOHOM).

H H
H;C CH; CI? ’ CI )

CH=CH-C=CH-CH=CH-C=CH-CH,OH
| | | |

CH; Buramun A, (petrHomN)

(—

BuramuH A, oTIMYaEeTCs OT BUTAMMHA A, HAJIHYUEM JOTMOJIHU-
TEJNIbHOU JABOMHO# CBsI3M B MoJieKyJe S-noHoHa. CymiecTByeT 60Iib-
10€ KOJIMYECTBO CTEPCOM3OMEPOB BUTAMHHOB TPYIIBI A, OJHAKO
JIMIIb HEKOTOPbIE U3 HUX 00J1a/1al0T GUOJIOTHYECKON aKTHBHOCTbIO.

BuTamuHbl rpynmbl A XOpOLIO PAacTBOPSIFOTCS B KHUPaxX M KUPO-
pactBoputelsix (6eHsolne, xjaopodopme, 3dupe, arieToHe U Ip.), JETKO
OKHCIISIFOTCSI B OpraHu3Me NPH y4acTuu crerupuueckux (GpepMeHToB
¢ 00pa3oBaHUEM LIMC- U TPAHC-aJIbJCTHIOB, HA3bIBACMBIX PETHHEHAMHU
(peTHHAISIMK), MOTYT OTKJIAJIBIBATHECS B TICUYCHU B OOJIee yCTONYMBOU
(opMe CloXKHBIX IQUPOB ¢ YKCYCHOMN MITH MATBMUTHHOBOM KUCIIOTaMU.

Butamun A OKa3bIBACT BJIMAHUC Ha IMPOHUIAEMOCTDH KJICTOYHBIX
MeMOpaH 1 OMOCHHTE3 UX KOMIIOHEHTOB (B YaCTHOCTH, TJIMKOTIPOTEH-
HOB), & TAK)KE Ha 0APbEPHYIO (BYHKIIUIO KOKH U CIU3UCTHIX 000I0UEK.
BeposiTHa mpuyacTHOCTH BHTAMHHA A K CHHTe3y Oenka. brmaromaps
HAJIMYUIO BOMHBIX CBS3EH B MOJIEKYJie BUTAMHUH A MOXET y4acTBO-
BaTh B OKHCIUTEIBHO-BOCCTAHOBHUTENBHBIX Peakiusx (00pasyer nepe-
KHCH, TIOBBILIAIOIAE CKOPOCTh OKUCIICHUS APYTUX COCAUHEHUH).
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ButamuH A urpaer BaXHYIO poib B NPOILECCE CBETOOLIYICHHUS.
Cr10xHBII O€OK POMIOTICHH (3PUTENBHBIN IypITyD), SIBISIOIIUICS OJ1-
HUM U3 IByX OCHOBHBIX CBETOTYBCTBUTEIBHBIX MUTMEHTOB, COCTOUT
W3 JIMIONPOTENHA ONICHHA U ITPOCTETUYECKOW TPYIIIbI, MPE/ICTaBIICH-
HOH aJbJIETUIOM BUTaMuHa A (peTnnanem). Ha ceety pomorcun pac-
najgaercsi Ha OEJIOK ONCHH M PEeTHHANb, KOTOPBIH MOCJe CepU KOH-
(hopMaIMOHHBIX W3MEHEHHH TpeBpamaercs B TpaHe ¢opmy. C aTuMm
NpeBpallleHHeM CBsI3aH Mpolecc TpaHc(HOPMaIK SHEPTUU CBETOBBIX
JTydeill B 3pHuTenbHOE BO30OykaeHWe. B TemHOTE mpomcxomuT obpat-
HBIN MIPOIeCC — CHUHTE3 POJOICHHA, TPEOYIOMUi HATUINs aKTUBHON
¢dopmel anpreruna — 11-nuc peTnHans, KOTOPIH MOXKET CHHTE3HPO-
BAaThCS U3 IIUC PETHHOJIA, TPAHC PETHHAI WM TpaHC (pOpMbI BUTAMU-
Ha A 1ipu y4acTuu ()epMEHTOB JAETHAPOTeHa3bl U H30MEPAa3bl.

CuMITOMaM HEIOCTATOYHOCTH BUTaMHHA A SBIISIOTCSI TOPMOXKE-
HHE POCTa, CHI)KEHUE MAacChl Tella, ceu(UYecKie MOpaKeHUs KOXKH,
CIIM3UCTBIX 00osoyek U ria3. [lopaxxeHue snuTenus NposBIsSIeTCs] PO-
nudepalyeii 1 ero naroJIorH4ecKiM OporoBeHrneM. XapakTepHO pa3BH-
THE CYXOCTH POTOBOW OOOJIOUKH Tia3a (KcepoTaabMUHM) BCICACTBHE
3aKyMOPKH CIIE3HOTO KaHajla, SIUTEINH KOTOPOTO TOJ[BEPraeTCsl OpOro-
BeHnto. KeepodrampMust BiedeT 3a co00i pasMsirdeHHe poroBHIbI (Ke-
paTOMAIAIMIO) C MOCIEIYIONINM ee n3bs3BieHrneM. Hanbonee panHuM
U CHeUU(PHUYECKUM CUMITOMOM THIIOBUTAMHHO3a A SBISIETCS KYpH-
Hasl, UJIM HOYHAs, clernora (reMepasolnus), BeIpaxaronasics B oTepe
CIOCOOHOCTH pa3iu4aTh MPEAMETHl B CyMEpKax IMpHU HOPMabHOM
JHEBHOM 3peHHnU. ButamuH A B HanOoIIbIIEM KOINYECTBE COACPIKHUT-
Csl B TICUCHH KPYITHOTO POraToro CKOTa M CBUHEH, STMYHOM JKENTKE,
LIEIFHOM MOJIOKE, Macje, CMeTaHe, ciuBkax. OCOOEHHO MHOTO CBO-
60/HOTO BUTaMHHA A B )KHpPaXxX IEUYeHH MOPCKHX pbI0. KpacHOMSIKOT-
HBIE OBOIIM (MOPKOBB, TOMATHI, IIEPELl U JIp.) COAEpKaT OOIbIIOE KO-
JIMYECTBO BUTAMHUHA A B BHJI€ IIPOBUTAMHUHOB — KapPOTHHOB &, 3 U Y.
HauGoubliieii GHOIOrnuecKoii aKTHBHOCTBIO 00J1aiaet B-KapoTHH, Py
pacmajie KoToporo oopasyroTcst JBe MoJIeKyJibl ButamuHa A. Ilpu pac-
majie @ U y-KapoTUHa 00pa3yeTcs Mo OJHON MOJIEKyJIe BUTAaMUHA A.

2. Bumamunul zpynnot D

Buramun D (xamprmdepos, aHTUPAXUTHYECKUH BUTAMHH) CY-
IIECTBYET B IPUPOJE B BUJIC HECKOJIBKUX COSANHEHUH (Pa3IMYAIOIIIXCS
0 XMMHYECKOMY COCTaBy M OMOJIOTMYECKOH aKTHBHOCTH) BUTAMUHOB D,
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(aprokanbuupepona) u D, (xonexanbuudepona). M3secten Takxke Buta-
mun D, (muruaposprokansimdepon). [pemmuectsenykom BuTamMuna D,
SIBJIIETCS IPOBMTAMHH D, (3proCTEpHH) — OIHOATOMHBIM HEHACHIIICHHBIH
LUKIIMYECKUH CIIUPT, B OCHOBE CTPYKTYPBI KOTOPOT'O JIEKUT LIUKJIONEHTAH-
nepruapodenantpen. [lox neficteuem Y ®-n3mydeHus 3procTepuH depes
PAI IPOMEXYTOYHBIX TIPOYKTOB TIPEBPAILAETCS B BUTaMUH D,

CH;

CH;

3procrepuH CHs

CH;

H;C CH;
BuTaMuH D, (3proxansiuudepor)

IIpemurecTennnKkoM BuTaMuHa D, sBnsercs nposuramun D, (7-nme-
THU/IPOXOJIECTEPHUH), KOTOPBIN mpu Y ®-00IIy4eHNN TpeBpaliaeTcsi B ak-
THUBHBIN BUTamMuH D,. brarojaps HanMuuio XolnecTepuHa U 7-Ieruapo-
XOJIeCTEpUHA B COCTaBE JIMIMIOB KOXM UEJIOBEKa BO3MOXEH CHHTE3
sutamuna D; npu comeunom wii Y @-06i1yyennn. Buramunsr D, u D,
TIPEJICTABIISIOT CO00i OeclBETHBIE KPUCTAILIBI C TEMIIEPATypPOH IUIaB-
nerns 115—117 °C, HepacTBOpUMEIE B BOJIE, HO paCTBOPHMBIE B KHUPO-
pactBopuTensix. BuramuH D BbIMOMHSAET CBOM OHMONOTHYECKHE
(¢byHKIHMU B opraHu3Me B (opMe aKTHBHBIX METa00IuTOB — 1,25-11-
okcuxonekansuudpepona [1,25(0H),D,] u 24,25-nnokcuxonekanb-
uudepona [24,25(0H),D,]. Ilporecc ruapoOKCHUINPOBaHHS B IIOJIO-
KEHUX 2, 5 OCYIIECTBIIIETCS B NICUCHH, B ITOJIOKCHHN | —B ITOYKaXx.
OTH MeTa0OoINTHl (YHKIHMOHHPYIOT B CHCTEME PEryJIsilui oOMeHa
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KIbIMs ¥ MUHEpaM3amu KocTHOW Tkanw. 1,25(0OH),D; perympyer
BCachIBaHME KaIBIMA U pocopa B KUIIETHHUKE, PE30POIHI0 KOCTHOM TKa-
HH U peabcopOrmto KabIwst 1 (pocdopa B MOYSTHBIX KaHAIBIAX.

CH;

Yo

CH;

7-IeruipoXoIeCTEPUH

CH;
CH;

H3C CH;

BUTaMHH Dj (xonmekansiudepon)

24, 25(0OH),D, perymupyeT NpoIecchl OCTEOTEHE3a U PEMOIETNPO-
BaHUs KOCTHOM TKaHu. HenocraTtok ButamuHa D B ieTckoM Bo3pacte
MIPUBOJIUT K BOSHUKHOBEHHIO PAXHTa, B OCHOBE Pa3BUTUS KOTOPOTO
nexat u3MeHeHus pocPopHO-KaabIreBoro ooMeHa. CHMIITOMEI pa-
XUTa OOYCIOBIIEHBI HApPYIICHHEM HOPMAIBHOTO MpOoIlecca OCTeo-
reHe3a: pa3BUBaeTCs OCTEOMAIIANNS (pa3MsrieHue KOcTeit), KOCTH o
TSDKECTBIO Tesa NMPUHUMAIOT X- n O-00paszHble GOpMBI, Ha TPaHULE
KOCTHOW M XpSIIEBOI dacTell pebep oOpa3yroTcs yTonmeHus («pa-
XUTHUECKUE YETKU).

3anepKUBarOTCS TOSBICHUE TEPBHIX 3yOOB W (QOpMHpOBAHUE
nenTtuHa. Pa3BuBaercs runotonus meii. Hepocratox Buramuna D
V B3pPOCIBIX IPUBOANT K OCTEOMOPO3Y: KOCTH CTAHOBSTCS XPYIIKIMH
BCJIEICTBHE BBIMBIBaHHS OTJIOKUBIIMXCSA COJEH, UTO 4acTO MPHUBO-
IUT K nepenoMam. B nanbonbmem xomuvecTse BHTaMUH D conep-
JKUTCS B MIPOAYKTAX KUBOTHOTO MPOUCXOXKIICHUS — CIMBOYHOM Mac-
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JIe, TMIHOM JKEJTKE, TIeYeHH | Jkupax (ocobeHHo peidbeM). B pactu-
TEJNBHBIX MPOAYKTaxX (PacTUTEIBHBIX MACIaX U APOMOKAX) COAEPIKUT-
¢ BuTamuH D,

3. Bumamunwt cpynnot E

Buramun E, unu Toxkodepoin (0t rp. fokos — «oTOMCTBO», phe-
70 — «HECY»), — aKTHBHOE BEIECTBO, MPEIOXpaHsromee oT Oec-
IJ104us )KMBOTHBIX U YCJIOBCKA. Bnemee BUTaMMUH E 6])1.]'1 BBIJICIICH
13 Macya MIIEHUYHBIX 3apOIbIIIeH U XJIONKOBOro Macia. CyIecTBy-
€T TISITh IPUPOJHBIX COCTUHEHUH, 00JIaAal0NIMX OHOJIOTHYEeCKON aK-
THBHOCTBIO BuTamuHa E, — a, f, y, 0-ToKo(epoIbl U 8-MeTHIITOKOT-
pucHoNI. Bee TOKO(EpOsBl SBISIOTCA MPOM3BOIHBIMU 2-MeTHII-2(4',
8', 12'-TpUMETHITPHICLIIT )-XPOMaH-6-0J1a, HJIA TOKOJIA.

CH;
|CHs CH; CH;
| |
(CH:z)3— CH-(CHz2)3—CH—(CH,);—CH—CH,
CH; M ¥ '
1
CH; 0-TOKO(epon

Pasnpre BHABI TOKO(epona OTIMYAIOTCS APYT OT Apyra YHCIOM
Y PACIIOJIOKEHHEM METHJIBHBIX TPYMIT B OSH30JIbHOM Koublie. Tokode-
POJIBI IPEACTABISIIOT COO0M OECIIBETHBIE MACIITHUCTBIE KUIKOCTH, XOPO-
1110 PACTBOPUMBIE B XKHPax U )KUPOPACTBOPUTEIAX, YCTONUMBBIE K HAarpe-
BaHMIO U JIETKO paspyLIaroupecs noj aeucrsueM Y d-usmydeHus.

Mesxny BuTaMiHOM E U TKaHEBBIM JBIXaHUEM CYLIECTBYET MpsiMast
CBsI3b, @ MEXKLy BATAMUHOM E U CTENEHBIO OKHMCIICHUS JIUITHIOB — 00-
parHasi. Tokodepoibl SBIAIOTCS HanOOJIee aKTUBHBIMH HPHPOIHBIMU
KHPOPACTBOPHMBIMH AHTHOKCHJI@HTAMHU: OHU pa3pyllaroT HauOosee
aKTUBHBIE (POPMBI KHCIOPOAA, IPEIOXPAHsLI TAKMM 00pa3oM OT OKUCTIe-
HUS [IOJINHEHACHIICHHBIC )KUPHBIE KUCIOTEL. KpoMme Toro, Tokogeposis
UTPAIOT CHIENU(UIECKyIO poJIb B 0OMEHE CelleHa, KOTOPBIH SIBIsIETCS CO-
CTAaBHOW 4acThIO (pepMEHTA ITyTaTHOHIIEPOKCHIa3bl, 00ECIIEUNBAOIIC-
TO 3aIIUTy MEMOpPaH OT MOBPEKAAIOIIET0 JEHCTBHS MEPOKCHIHBIX pa-
nukanoB. Takum oOpa3om, Owoyormyeckass poyib TOKO(EpOIoB
CBOAMTCS K IPEJOTBPAILCHHUIO OKUCICHHS MEMOpPaHHBIX JIMITHIOB
1 CHIDKEHMIO TIOTPEOHOCTH KJICTOK B TJIyTaTHOHIEPOKCHase, paspy-
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maromeil obpasyronmmecs B KiIeTKe mepekucu. llpenmomaraercs
ydacTre TOKO(epoIIoB B TPAHCIIOPTE 3JEKTPOHOB M MPOTOHOB, PETYJIs-
LM TIpoLiecca TPAHCKPHUIINK B MeTabonm3Me yonxuHoHa. Hemocrta-
TOYHOCTh BUTaMHHA E y KCIIEpHUMEHTaNbHBIX )KUBOTHBIX (B YaCTHO-
CTH, KPBIC) BBI3BIBACT HApyIICHHE SMOpHOTeHe3a U JeTeHePaTHBHbIC
W3MEHEHHUS PENPOTyKTUBHBIX OPraHOB, UTO B KOHEYHOM CUETE BEAET
K CTEPHJIBHOCTH. Y CaMOK ITAl[€HTa MOPAXKAETCs CUIIbHEE, UeM sIuY-
HUKH, IPOLECC OIUIOAOTBOPEHNUS AIa HE HAapyIIaeTcs, HO OHO BCKO-
pe paccacbiBaeTca. Y caMIOB aTpOQUPYIOTCS IOJIOBBIE XKeJe3bl, YTO
BJICYET IMOJHYIO WJIM YACTHYHYIO CTEPHIBHOCTh. Crienu(puyecKumMu
MMPOABJICHUAMU HEAOCTATOYHOCTHU BUTaAMHUHA E saBnsroTrcs mbliied-
Hasg AUCTPOQUs, >KUPOBas HMHOMIBTPALUSA IICUYCHH, JeTCHEPALs
cuHHOTO Mo3ra. ClIeICTBUEM 3TOTO SIBIIAETCS PE3KOE OrpaHUYCHUE
TIOJBIKHOCTH. B MBIIIIIax CHMXKaeTcs cogep)kaHue MHO3MHA, TIIHKO-
TeHa, Kanusl, Maraus, ¢pocdopa 1 KpeaTHHHHA ¥ MOBBIIIAETCS CONEp-
KaHWE JIMNHUJIO0B M XJopuaa HaTpus. Hambosee meHHbIE MCTOYHUKH
BuTaMuHa E — pacturensHble Macia (MOACOIHEYHOE, XJIONKOBOE, COe-
BOE, KyKypy3HOE H JIp.), cajiaT, KalycTa ¥ CeMeHa 371akoB. Takxke BUTa-
MuH E conepxurcs B Msce, CIMBOYHOM Macile U AUYHOM KeNTke. Bu-
tamMuH E crioco0eH OTK/IaAbIBaThCS BO MHOTHX TKaHSIX (MBIIILAX,
JKUPOBON TKaHH, MOJKEIYJOYHOHM jKeJe3e), IOITOMY aBHUTAaMHHO3BI
Y TUIIOBUTaMUHO3bI E BcTpeuaroTcest peniko.

4. Bumamunw ecpynner K

CorylacHO HOMEHKJIaType OHOJIIOTHMYECKOW XUMHUH K BHUTaMHHAM
rpynibl K 0OTHOCATCS 1Ba THIIA XMHOHOB C OOKOBBIMH LIEIISIMHU, COCTOSI-
MM M3 H3O0MPEHOMIHBIX 3BEHLEB, — BUTaMUHBI K| (Qrmroxunon)
u K, (MeHaxuHOR).

B ocHOBe MX XHUMHUYECKOH CTPYKTYPHI JISKUT Koublo 1,4-HadTo-
xuHOHAa. Butamun K sBnsfeTcs KOMIIOHEHTOM JbIXaTEIbHOW LENU
Yy HEKOTOPBIX OaKTepHii BMECTO YOMXHHOHA.

CH;
CH3 CH3

| |
CH,~CH=C-(CH2:-CH CHs

| | |
(CHy);— CH—(CH3); —CH—-CH;

127



CH;

CH;
|
(CH, - CH=C - CHy),

suTaMuH K, (MeHaxuHUHOH, N = 6,7 uin 9)

Buramun K| mpenacraBiseT coOOH CBETIO-KENTYIO KHAKOCTB,
pacmajgaeTcs Ipy HarpeBaHUH B IEIOYHOI cpeie U P 00Ty IeHUN.
Buramun K, mpencrasiser cobol KenTble KPUCTAIbl; OH TaKKe
HeycTtoduuB. Butamuubel rpynnel K HepacTBOpuMBI B BOJAE, HO
pacTBOpPUMBI B MOJSPHBIX pacTBopurensix. Hekoropsle nmpousBoa-
HbIE HAQTOXMHOHA, TOMMMO BuTamuHOB K| u K,, oGnamaror BuTa-
MUHHBIMH CBONCTBAaMHU M BBICOKOH aKTHBHOCTHbIO. CHHTETHYECKHH
aHayior sutamuHa K, munieHHbIH 00KOBOI ey B MOJIOKCHHUH 3, Ha-
3piBaeTcs BUTamMuHOM K (Memamuwon, wnmm 2-metun-1,4-nadro-
xuHOH). 1o cBoeii cytn 3T0 mpoBuTamuH K. Hanbonee mupoxoe npu-
MEHEHUE B MEIUIMHCKON NMPAKTHKE HAIE] WMEHHO BUTaMuH K,
B BHJIE PACTBOPUMOTO B BOJi€ ONCYIB(GUTHOTO MPOU3BOJHOTO — BHU-
Kacorna.

(6] (0]
CH3 CH3
SO3N3
O (@)
BUTaMUH K3 BHUKaCOJI

Burtamun K siBisiercst aHTHreMopparnueckiM (hakTopoM, CyIeCTBeH-
HO YKOpayMBAaIOLIIMM BpeMs CBEPThIBaHUS KpoBH. OH NpHHHMAaeT
y4acThe B CHHTE3¢ POTPOMOMHA B MEYEHH M CTUMYJMPYET OHOCHHTE3
B [IEYCHN BUTAaMUH K-3aBHCHMBIX IUTa3MEHHBIX (paKTOPOB CBEPTHIBAHUS
kpoBu — I, VII, IX, X. AKTHBHOCTB 3THX (PaKTOPOB H MPOTPOMOMHA
OIPECIISISTCS KOJMYECTBOM OCTATKOB KapOOKCHIITYTAMUHOBOH KHUCIIOTHI
B MX MOJIeKyJaX. [locTTpaHCISIMOHHOE Y- eKapOOKCHITMPOBaHHE OCTAT-
KOB TNIyTaMHHOH KHCJIOTBI B MOJIEKYJIaX IPOTPOMOWHA M IUIa3MEHHBIX
(haKTOpOB CBEPTHIBAHMS WJIET C YYacTHEM Y-TIIyTaMUIICKapOOKCHIIa3Hl,
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JULs paboThI KOTOPO# HeoOXoM BUTaMiH K, Urparoliuii poib KodakTo-
pa. IocTcuHTeTHYECKOE KapOOKCUIMPOBAHHE TITyTAMUHOBOH KHCIIOTHI
UrpaeT BaXKHYIO POJIb B CBA3BIBAHIHN MOJICKYJION Oellka HOHOB KAJIBLIHS 32
cyeT 00pa3oBaHus JOTIOJHUTEIBHBIX OTPULIATEIBHO 3apSHKCHHBIX HOHOB
KapOOKCIIBHBIX rpymiL. [lpu aBuTamuHO3e BuTamuHa K pa3BHBaroTcs
CaMOIIPOM3BOJIbHBIC TTAPEHXUMATO3HBIE M KaWUISIPHBIE KPOBOTEYE-
HUs (HOCOBBIE KPOBOTEUEHUSI, KPOBOM3IMSHHS BO BHYTPEHHUE Opra-
HBI 1 1p.). [Ipu Henocratounoctn ButamuHa K 1r00bIe TOBpEXIeHUS
COCYZIOB (BKJIIOYAsI MOBPEXKACHHS IIPU XUPYPIHYECKUX OIEPALUIX )
MOTYT IPUBOANTH K 3HAYUTEIILHBIM KPOBOTCUEHHUSIM. Y UeJIOBEKa aBU-
TaMHHO3 BuTamHuHa K BeTpeuaeTcst peako, Tak Kak CMEUIaHHas MUIIa
Oorara BuTaMuHOM K, ¥ OH JIONOJHHUTEIBHO CHHTE3UPYETCS KHILIEeY-
HOI MUKPO(IIOpOi. ABUTaMHHO3 Pa3BUBAETCs IIPU HApYIICHUH BCACHI-
BaHUs XHUPoB B kuieyHuke. K antuBuramunam K oTHOCATCS npupon-
HOE BEIIECTBO AWKYMAapoil (IUKYMapHH) U CHHTETHYCCKHIl aHaIor
ButamuHa K Bapdapun (IelicTByeT Kak KOHKYPEHTHBIH MHIHOUTOD
TpoMOooOpazoBanwst). IMKyMapos 1 BappapiH UCIIONB3YIOTCS IS Jie-
YeHUst OoJe3Hel, XapaKTepU3YIOMNXCs TTOBBIILICHHOH CBEPTHIBAEMO-
CTBIO KPOBH (HaIpHUMep, KOPOHAPHBIX TPOMOO30B U TPOMOO(IICOUTOB).

HawnGonee Gorarsl BuTamMmuHoM K 3ej1eHble IMCThs KallTaHa, Kpa-
MIUBHI, JIOLEPHBL. B Oosipmom konmuuectBe BuTaMHH K comepxutcs
B KaIlycTe, INIHMHATE, THIKBE, 3eJICHBIX TOMAaTax, apaxMcOBOM Macie,
Arofax pPSOMHBI U APYTHX PACTUTEIBHBIX MPOMYKTaX. B JKHBOTHBIX
NpoAayKTax BUTAaMUH K cOIep)KUTCs B HE3HAYNTEIBHOM KOJIMYECTBE.



JIEKIIUA Ne 27. BogopacTBopumble
BUTAMMHBI

1. Bumamun Bz

Butamun B, (THamMyH, aHTHHEBPHTUYIECKHMH BUTAMKH) OBUI IEPBBIM
KpUCTAILIMYECKUM BUTaMUHOM, BbineneHHbIM K. @yHkoM B 1912 1.
Xumudeckasi CTpyKTypa ero COCTOHT U3 ABYX KoJell (THMPHMUANHOBO-
T'0 ¥ THA30JINHOBOT0), COETMHEHHBIX METHIICHOBOM CBsI3b10. 062 KOJIb-
1[a CHHTE3MPYIOTCS OTIEIbHO B BUAE (hocOpHIMPOBAHHBIX (OpM,
a 3aTeM OOBEUHAIOTCA Yepe3 YETBEPTHYHBIN aTOM a30Ta.

CH,—N“——C—CH;
N | I
)\ HC C—CH, - CH,OH
H;C” YN 7 NH Ng 7

BUTaMHH Bl

Buramun B, (TMaMuH) XOpOLIO PacTBOPUM B BOJE, €TI0 BOJHBIC
pacTBOpBI B KUCIIOW Cpelie BBIACPKUBAIOT HAIPEBaHME 10 BBHICOKHX
TemIiepaTyp 06e3 CHIKEHHsI OMOIOTMYECKON akKTHBHOCTH. B HelTpaib-
HOM WIIM IIEJOYHON Cpesie NpU HarpeBaHuu BUTaMUH B, ObIcTpo pas-
pymaercs. [Ipu okuciennn THaMuHa 00pa3yeTcsl THOXPOM, JAIOIIHMA
CHHIOIO (QurroopectieHIui0 npu Y @-o6mydeHnn (Ha 3TOM OCHOBaHO
KOJIMIECTBEHHOE ONpEseIeHne BUTamMuua B,). B kumeunuke Bura-
MuH B, 1lerko BcacblBaeTcs, OJJHAKO HE HAKAIIMBACTCA B TKAHAX M HE
obnamaet TokcndeckuM 3 dhekroM. Ero u30bITOK OBICTPO BBHIBOIUTCS
¢ Mouoi. AKTuBHas (opMa THaMHHA — THAMHHNHUpodocdar, wim
tnamuaandocdat (TID wmu TJID) — obpasyercst npu yyacTuu cie-
muduyeckoro ATd-3aBucumoro dpepmenra TnamuHnupodochoxmHa-
3bI (COEPKUTCS B OCHOBHOM B TI€YCHH M TKAHU MO3Ta).

Ecnu Butamun B, moctymaet B opranusm ¢ nuieii B suze TIID, To
npodocdar oTHIEIUIIETCS OT HEro Moj JelcTBUeM nupodocdaras Ku-
weunnka. Buramun B, B Busie TI® sBiseTcs COCTaBHON YacThio MO
MEHBIIIEH Mepe TATh (PepMEHTOB, YYAaCTBYIOMINX B IIPOMEKYTOUYHOM 00-
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meHe BemiecTB. 111D BXoauT B COCTaB BaKHEWIHMX (HEPMEHTHBIX
CHCTEM — IHPYBaT- U a-KETOIIyTapaTIeTHPOreHa3HBIX KOMIUIEKCOB
(KaTanu3upyoT OKHCIUTENBHOE eKapOOKCHIMPOBAHHE NHPOBHUHOT-
panmHoil U a-keroriytapoBoi kucnor). TIId B cocraBe ¢epmenTa
TPAaHCKETOJIa3bl yJacTBYET B IIEPEHOCE TIIMKOAIBACTUIHOTO paguKaia
OT KETOCcaxapoB Ha aJibJI0caxapa, SIBISIETCs: KOPEPMEHTOM JIPOKIKEBOM
MUpPyBaTACKapOOKCHIIA3bI (TIPH AKOTOJIBHOHN (pepMEHTAINH) U IETHIPO-
reHasbl Y-OKCHKETOTITyTapOBOM KHCIIOTHI.

CH, —-NY——C—-CH;

N I I e 9
HC C—-CH;-CH;,-O—-P-0O0—-P-0OH
& N 7 I |
H;C N NH S OH OH

ruamMuHIIIpodocdar (tmamuaaudochar)

Kpowme toro, TII® yyacTByeT B OKHCIHUTEIHHOM JIEKapOOKCHINPOBa-
HHH O-KETOKHCIIOT 1 TIIMKOCHIIOBOM KHCIIOTBI, 00Pa3yIOIIMXCSI IIPH pactia-
JIe aMUHOKHUCIIOT C Pa3BeTBICHHBIMU paiKalaMu, SBISIETCS SCCEHIHAb-
HBIM KO(akTOpoM B cocTaBe (EepMEHTa alleTONAKTATCHHTETAa3bl IIPH
CHHTE3€ BAJIMHA U JICHIIMHA Y PACTECHUI.

IIpn HETOCTATOYHOCTH WK OTCYTCTBMH BHTaMHHa B, pa3BHBacTCS
TsDKenoe 3aboneBanne — Oepu-Oepu (cumnroM Bepruke, cunn-
pom Belica), crienmduueckre CUMITOMBI KOTOPOTO CBSI3aHBI C Hapyllle-
HHUEM JESTEIbHOCTH CEpACYHO-COCYMCTON, HEPBHOM M THMILEBAPUTEIb-
HOM cucTeM. B 3aBUCHMOCTH OT Ipeo0iIagaHust TeX WM MHBIX CHMITTOMOB
BBIJICTISIIOT TOJIMHEBPUTUYECKYIO (CYXYI0), OTEUHYIO M OCTPOIPOTEKAI0-
IIyI0 KapAuaIbHYyIO (TISPHUIO3HYI0) (hopMBI Oepr-Oepu.

PannnuMu cHMIITOMaMM HEIOCTaTOYHOCTH BHTaMMHA B, sBIsioTcs
HapylIeHUs: MOTOPHOW M CEKPETOpHOH (PyHKIMII MUIEeBapUTEIBHOTO
TpaKTa, I3MEHEHUsI TICUXUKU U HapYIIEHUS IESITeNIbHOCTH CEPICYHO-CO-
cynuctoit cucreMsl. [Ipu mporpeccupoBaHuy 3a00JIeBaHNS BBISBIISIOTCS
CHMIITOMBI TIOpasKeHHs TeprdepruiecKoil HEpBHOI CHCTEMBI (BILUIOTH /10
Tapagndel KOHEYHOCTEH), a TakKe SBICHUS CepIeYHON HEIOCTaTOUHO-
ctu. OCHOBHOE KOJIMYECTBO BUTAMUHA B | YEIOBEK I0JTyYaeT ¢ pacTH-
TEJILHOW MHIIeH (IpoXKKaMu, MIICHUYHBIM XJIe00M U3 MyKH TpyOoro
oMoJIa, Coei, (acoiblo, TOPOXOM).

HaubGonee 6oratel BUTAMHHOM B IPOMYKTEI )KHBOTHOTO IPOKC-
XOX/IEHUS] — TEYeHb, MIOYKH, MO3T. HexoTopoe KoIH4ecTBO THAMHU-
Ha CHHTE3MPYETCS KHIIEYHOW MHUKPOQIOPOH >KUBOTHBIX (HAIpPH-
Mep, KOpOB).
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2. Bumamun B,

Buramun B, (prubodiaBin) B 0CHOBE CBOEH MOJIEKYJIbI HIMEET IETEPO-
LKINYECKOE COEIMHCHUE H30AIOKCa3MH (CoueTaHue OEH30JIBHOTO,
MTUPA3UHOBOTO U MUPUMHIMHOBOTO KOJIEI), K KOTOPOMY B IOJIOXe-
HUM 9 IIPUCOEAMHEH NATHATOMHBIN crupT puburos. PamponanbHOe
Ha3BaHHe prboduaBuHa — 6,7-TUMeTHI-9-D-pHONTHIN30aIITOKCA3HH.

OH OH OH
| I |
CH, - CH-CH-CH - CH,OH
H;C

|
NN NN
O
NH
s NX(
0]

pubodnaBuH

B 3aBHCHMOCTH OT MCTOYHHMKA MOJY4YEHHsI pUOO(GIaBUH MOXET
MMETh pa3HbIC HA3BaHU: JIAKTO(IABHH (M3 MOJIOKA), renaTo(iaBuH
(13 medeHmn), oBoduaBuH (M3 stmuHOTO Oenka), BepAodiIaBuH (M3
pacrenui). Buramun B, Xopomo pacTBOpuM B BOJE, €T0 PaCTBOPHI
HUMEIOT OPaHKEBO-)KENITYIO0 OKPACKY M XapaKTePU3YIOTCS KEITO-3e-
TeHo# (mroopecueHnreld. PudodaaBruH ycTONYNB B KACIBIX PACTBO-
pax, HO JIETKO pa3pyllaeTcsi B HEUTPAJbHOW U ILIEIOYHOU Cpeaax.
OH BBICOKOYYBCTBHUTENIECH K BHUAUMOMY U Y ®D-00iy4eHUIO, JIErKO
M0JIBEpTaeTcsi 00paTUMOMY BOCCTaHOBICHHIO, IPUCOEAUHSAS BOJO-
POJl IO MECTY JBOMHBIX CBSI3€H, MpeBpaliasch B pe3ysibTaTe B Oec-
LUBETHYIO Jieiikopopmy. CBOHCTBO prubOOQIaBUHA JETKO OKUCISATHCS
1 BOCCTAHABJIMBATHCS MMEET NPUHIMITMAIBHOE 3HAYEHHUE JJISl ero
OMOJIOTMYECKOT0 AENCTBUSA B KJIIETOYHOM METa0O0IN3ME.

PuGodnaBun BXomuT B cocTaB (IaBHHOBBIX KO(QEPMEHTOB —
¢nasuaMoHOHYKIeoTHaa (PMH) n (dnaBuHAaIeHUHANHYKICOTH A
(D®A]]), koTOpBIC ABIAIOTCS MPOCTETUYCCKUMHU TPyIIaMu GpepMeH-
TOB (aBonporenHoB. B nomomaenne kK ®MH i @A/ HEKoTOpHIE
(b1aBONPOTENHBI CONEPHKAT MPOYHOCBSI3AHHBIE HEOPTaHHYECKHE
nonbl (Fe?" um Mo?"), ciocoOHbIE KaTaM3UpOBaTh TPAHCIIOPT JJIEKT-
poHoB. DaBoONPOTEHHBI KaTaIU3UPYIOT J1BA TUIA PEAKLIM:

1) peakuuu mpsIMOTO OKMCIICHHS CcyOcTpara ¢ ydacTHEM KHCIIO-

pona — neruapupoBaHue (OTIICIUIEHHE MPOTOHA M DJIEKTPOHA)
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HCXOJJHOTO CyOCTpaTa WM IMpoMeXXyTodHoro Metabormra. K dpepmen-
TaM 3TOW TPYMNIBI OTHOCATCS OKcuaasbl L- m D-amuHOKHCIIOT,
TIIMIMHOKCHA3a, aJIbJETHIOKCHIa3a, KCAHTHHOKCHAA3a U JIp.;
2) peakiuu IepeHoca MPOTOHOB M AJIEKTPOHOB OT BOCCTAHOBIICH-
HBIX IHPUANHOBBIX KO(EPMEHTOB: HM30ATIOKCA3MHOBBIH OCTATOK
OMH wm PAJ] momsepraercss 0OpaTUMOMY BOCCTAHOBJICHHUIO
C TIPUCOCAVHEHNEM TIPOTOHOB M 3JeKTpoHOB K N1 1 N10. Ota rpym-
na )epMEHTOB UTPAET INIABHYIO POJIb B OMOJIOTMYECKOM OKUCIICHHH.
B opranmsme xuBoTHEIX ®MH cuHTE3HpyeTCsS U3 CBOOOIHOTO
puboduaBuna u AT® npu yuactuu pepmenra pubodaaBUHKUHA3HI.
®A]Jl obpasyercs u3 ®PMH npu ygactun dpepmenra ®PMH-anenu-
muntpancepasel. [Ipu HemocTaTo9HOCTH BHTaMuHa B, Habmroma-
IOTCSl OCTAaHOBKA POCTa U BBINAJICHUE BOJIOC (AJIOTIEIHs ), KaK U TIpU
O0NBIIMHCTBE aBUTAaMHUHO30B. Crenu(uuHBIMU I aBUTaMHUHO3a
B, ABIAIOTCA BOCHANUTENbHBIE M3MEHEHHS CIU3MCTOH 00ONIOUKH
sI3bIKa (TIIOCCHT), TYO, POTOBUIIHI (BIIOTH IO 0Opa30BaHMs KaTapak-
TBI), SMIUTENNS KOKHU U Ap. Y JI0/IeH pa3BUBAIOTCS MBILICYHAs THUIIO-
TOHHUS W cIa00CTh CepAeYHON MBIMIBL. PubodmaBuH comepkurcs
B OOJIBIIIOM KOJMYECTBE B XJieOe M3 MYKH Ipy0OOro momoJsia, CeMeHax
3]IaKOB, SHIaX, MOJIOKE, MsCE, CBEXKHX OBOIIAX U Ap. B Momoke pu-
60(1aBUH COACPIKUTCSA B CBOOOTHOM COCTOSIHHH.

3. Bumamun B,

Buramun B, (IaHTOTEHTOBas KMCIOTa) YPE3BBIYAHHO MIMPOKO
pacrpocTpaHeH B KHUBBIX 00BbEKTaxX, OTKy/la U €ro Ha3BaHue (OT Tp.
pantoten — «oBCIOIY»). [1o cBOGH CTPYKType OH SBISACTCS KOMII-
JIEKCHBIM COEAMHEHHEM CQ-alaHuHa U 2,4-THMOKCH-3,3-THMeTHIIMAC-
JISTHOHW KUCIIOTHI.

H3(|3 (l)H

HO - CH,—- (|: —CH-CO —]NH —CH; - CH, - COOH

CH; p-anmanny

IMaHTOTCHOBAas KHUCJIOTa

[TarTOTEHOBAS KHICTIOTA MPEICTABISACT COOOU BA3KYIO CBETIO-KEIN-
TYIO XHUJIKOCTb, JIETKO PACTBOPUMYIO B BoJie. ButamuH B, Manoycroii-
YUB U MMOJ JACHCTBHEM cIA0bIX KHCIOT W IIEIOYCH JIETKO THIPOIIU3Y-
€TCs 110 MECTY MEeNTHIHON CBS3M.
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ITanTOTEHOBAsT KMCIOTa BXOAWUT B COCTaB KO(epMeHTa (KOIH3H-
Ma) A (KoA) — kodepmenTa anumupoBanust. ITOT KOpepMeHT ydacT-
BYyET B (D€pPMEHTATHBHBIX PEAKIIISIX, KATATM3UPYIOIINX aKTHBUPOBAHNE
WM neperoc anetuibHoro paaukana (CH,CO), a Takske cnocoben ak-
TUBHPOBATh U TIEPEHOCHUTH APYTHE KUCIOTHBIE OCTAaTKH. B pesynbraTe
oOpazoBanus anmi-KoA NMponcXoauT akTHBAIMs KapOOHOBOH KHCIIO-
THI: OHA MOJHUMAETCS Ha Oosiee BBICOKHMH TEPMOAMHAMHYECKHUH ypo-
BEHb, YTO CO3/Ia€T BBITOJHBIC TEPMOJMHAMUYECKHE YCIOBHS IS HC-
TIOJTb30BAHUSI €€ B PEAKIUsIX, IPOTEKAIOMINX C IIOTPEOICHNEM SHEPTHH.
B ocnoBe crpykrypsl KoA nexur ocratok 3'-dochoanenozun-5'-au-
¢bocdara (omuaercs or AT HammumeM y 3'-rUIPOKCHIBHO# TpyTI-
bl Qocdara), COeqUHEHHBI ¢ OCTATKOM ITaHTOTEHOBOH KHCIOTH,
CBSI3aHHOM 4Yepe3 KapOOHMIBHYIO TPYIINY ¢ OCTATKOM 3-MEpKaITO3TH-
JaMHHA (THOATHIIAMUHA). PeakIioHHOCIIOCOOHOH TpyImoii MOJIEKYIIBI
KoA B Onoxumrirgeckux peakimsix seisiercss SH-rpyrmma. KoA Hernocpe-
CTBEHHO yJacTBYET B OCHOBHBIX OMOXUMHYECKUX MPOIIECCaX — OKHUCTIE-
HUM W OMOCHHTE3€ BBICIIHMX JKUPHBIX KHCIJIOT, OKUCIHMTEIEHOM JieKap-
OOKCHIMPOBAaHMUHM IHMPOBHHOTPAJHON W (-KETOTTyTapOBOH KHCIIOT,
OMOCHHTE3€ HEHTPaIIbHBIX )KHPOB, (POCHOIUIUIOB, CTEPOHHBIX TOPMO-
HOB, TéMa TeMOTTI00MHA, alleTHIXOJINHA, TUIIITYPOBOH KHUCIOTHI U JIP.

[Ipn HEemOCTaTOUHOCTH MAHTOTEHOBOW KUCIIOTHI Yy YEJIOBEKA U XKH-
BOTHBIX Pa3BHBAIOTCS JIEPMATUTHI, BOCITAJICHUS CIM3UCTBIX OOOJIOYEK,
JMcTpouueckue M3MEHEHUs SHIOKPHHHBIX Kene3 (B YaCTHOCTH, HaJl-
MIOYEYHHUKOB) U HEPBHOM CHCTEMBI C Pa3BUTHEM HEBPUTOB U MapaInyei.
Habroarotest Takoke MI3MEHEHHSI B CEpALIE U TIOUKaX, TOTEPS alllleTuTa,
HCTOIICHHUE, TIPEKPAIIEHIE POCTa, NETUIMEHTAIS BOJOC M AOIEIHS.
[TarTOTEHOBAsT KHCIIOTA PACIPOCTPAaHEHA MOBCEMECTHO. OCHOBHBIMHU
WCTOYHMKAMH €€ JUIsl YeJIOBeKa SIBJISIIOTCS NIEUeHb, STUYHBIA JKEJITOK,
JPOOKH M 3CJICHBIC YaCTU pacTeHUi. B HEOOJBIIIOM KOJHYCSCTBE MaH-
TOTEHOBAS KHCIIOTa CHHTE3UPYETCS MUKPOMIOPOH KUIIEYHHKA.

4. Bumamun B,

Buramun B (MApUIoKCcHH) MO XMMUYECKOH CTPYKTYPE SBJISETCS TIPO-
W3BOAHBIM 3-OKCHUIUPHUIIIHA — 2-METWII-3-0KCH-4,5-THOKCUMETHIIHPH-
JrHOM. CyIIecTBYET TPH MPOU3BOIHBIX 3-OKCHUITUPH/INHA, 00JIa/Iaf0InX
OJJMHAKOBOW BUTAMHMHHOHN aKTUBHOCTBIO M 0003HAYAIO-IIMXCS TEPMUHOM
«BUTaMUH B » — NUPHIOKCHH, MMPUIOKCATL M IMPHIOKCAMKH.
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CH,OH

HO CH,OH H-C=0 CH, —NH;
HO CH,OH HO CH,OH
H;C N
H;C N H;C N
NUPUIOKCUH HMUPUIOKCAIb TIMPUI0KCAMHH

Burtamun B Xopo1o pacTBopuM B BOJI€ ¥ STHIIOBOM criupte. Boji-
HBI€ paCTBOPLI €TI0 YCTOWMYUBBI K AJCHUCTBUIO KHUCJIOT U IIEJI0YE€EH, HO
YyBCTBHUTEIbHBI K BIUSHHUIO CBETA PU HEHTpaTbHOM 3Ha4eHHH pH.

Bce Tpu pon3BogHbIX 3-OKCHIMPHANHA 00IaJAI0T OJUHAKOBBIMY BU-
TAMUHHBIMU CBOMCTBAMH, OJTHAKO KO(EPMEHTHBIE (DYHKIMH BBIOIHSIIOT
TONBKO (hochopHITpoBaHHBIE TPOM3BOIHBIE TMPUIOKCATIS U THPUIOKCa-
MHHa — Tpunokcanbdocdar 1 mupunokcamunogpocdar. dochopum-
pOBaHME IMPUIOKCATA M IUPHIOKCAMHHA SBISETCS (hepMEHTaTHBHOM
peaKiyei, MpoTeKatoleld ¢ y4acTieM Crien(UYecknx (pepMeHTOB —
kuHa3. [Tupunokcansdocdar cuaresnpyercst u3 mipumokcans u ATO.

dochopunupoBanue nupupokcamuHopocdara nporekaer aHa-
JIOTHYHBIM 00pa3oM NpHU y4acTuH (epMeHTa MUPUI0KCAMUHOKHHA-
3bl. [lupupokcanbdochar u nupumokcamuHodocdar crnocoOHBI
K B3auMmonpespauieHuo. PochopuiupoBaHHble MPOU3BOAHBIC BHU-
TaMUHa B BXOJAT B COCTaB MUPHIOKCAIEBBIX (PEPMEHTOB, KaTaju-
3HPYIOIIUX KJIIOYEBBIC PEaKIMH a30THCTOr0 OOMEHA Y BCEX JKHUBBIX
opranusmoB. Ilupunokcanedocdar sABIAETCS HPOCTETUUECKOU
rpynmoil aMuHOTpaHcdepas (KaTaau3upyroT oOpaTHMBINA MEepeHOC
AMUHOTPYIIN OT AMHUHOKHCIIOT Ha Q-KETOKHUCIIOTY) U IeKapOOKCcHia3
AMHMHOKHCJIOT (OCYIIECTBIAIOT Heobpatumoe oTtmemenne CO, ot
KapOOKCHJIBHOW TPYIIIBI aMHHOKHCIOT, 00pa3yss OMOTCHHBIC aMH-
Hbl). [lmpunmokcanbdocdar B KauecTBe KopepMmMeHTa ydacTBYET
B ()epMEHTATHBHBIX PEaKLMAX HEOKHCIUTEIBHOIO Ie3aMHHHPOBA-
HUA CE€pHHA W TPCOHHWHA, OKHCJICHUA TpI/Il'[TO(baHa, KHMHYpPECHUHA,
MIPEBPAIICHUs] CEPOCOIEPKAIINX aMUHOKHCIIOT, B3aUMOIIpeBpalie-
HHs CepMHA WM TIMIUHA, CHHTe3a O-aMHHOJEBYJIMHOBOW KHCIOTHI
(mpenmecTBeHHNKA reMa TeMOTIIO0MHA) | JIp.

Henocrarounocts BuTamMuHa B y mozeit mposBiseTcs B Buje
MeJUIarpono{00HBIX 1epPMaTUTOB.

VY nmereil rpyJHOTO BO3pacTa BCIEIACTBHE HEAOCTATOYHOTO COAEp-
JKaHUS THPUAOKCHHA B MCKYCCTBEHHOH IHUINE BO3MOXKHO Pa3BUTHE
JICPMATUTOB U TOpa)KCHHE HEPBHOU CHCTEMBI (BIUIOTH 10 Pa3BUTHSI
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nuiaenTu(OPMHBIX MpHUNaakos). HemocTaTo4HOCTh MHUPHIOKCHHA
MOXET HaOI0IaThCsl Y OOMBHBIX TyOepKyJIe30M, MOTYYaroIUX C Jie-
4eOHOW IETBI0 M30HUA3HU]T (M30HUKOTWITHIIPA3HT), SBISIFOIIUICS aH-
TAarOHUCTOM BUTAMHHA B6' I[J'lﬂ YCJIOBCKA OCHOBHBIMU UCTOYHUKAMU
BUTaMHHA B sBisioTcs xi1eb, ropox, ¢acoib, kaprodens, msico,
MOYKH, TIeUYeHb U JIp. B HEKOTOPHIX MPOJYKTAX KUBOTHOTO MPOMC-
XOXKJICHUS TUPHUIOKCUH CBSI3aH C 0EITKOM, HO JIETKO OCBOOOXTaeTCs
OT HCTO o ZleflCTBPleM q)epMeHTOB HI/ILLleBapI/ITe.HbHOFO TpaKTa.

Muxkpodiopa KuleYHHKa CHHTE3UPYET BUTaMUH B, B komuect-
Bax, 4aCTHYHO l'IOKpI)IBaIOHII/IX HOTpeGHOCTI/I OpFaHI/I3Ma B HECM.

5. Bumamun 312

Buramun B, (koOanaMuH) HMEET CIEAYIONIYIO CTPYKTYPY.
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Buramun B, (kobanamum)
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Buramun B,, fABIS€TCA €IMHCTBEHHBIM BUTaMHHOM, COJEpIKa-
IIMM B CBOEH CTPYKType MeTaiul. LleHTpanbHbIli aTOM KoOanbTa co-
€MHEH C YeTHIPeMs aTOMaMHU a30Ta BOCCTAHOBIICHHBIX MUPPOIIb-
HBIX KOJIel, 0Opa3ylomMX KOPPHUHOBOE SAPO, IPENCTaBIISIONIEE
c000i1 TIOCKOCTHYIO CTPYKTYpY. [lepneHauKkynsapHO K HEH pacmo-
JIOXKEH HYKJICOTHIHBIA JUTaHA, COCTOSIIIUN U3 5,6-TuMeTniI0eH3n-
Muazona u pubo3bl ¢ octatkoM GocdopHOi KUCIOTH y C-3.

Buramun B,, conepxurcs B JepMEHTHBIX cucTeMax B Buje B,,-ko-
(hepMeHTOB, WM KOOAMHUIHBIX KO(EPMEHTOB, — METHIKOOATaMUHA
(ComepXHT MOTONHUTEIFHYI0 METUIBHYIO TPYIIY) M Je30KCHACHO-
3uHKOOATaMuHa (COACPXKUT 5'-Ie30KCHaCHO3MHKOOaaMuH). Bura-
MuH B, ipespaiiaercs B kobaMu/Hble KOQEPMEHTBI IPH YYaCTHH CIIELH-
¢ryeckux QepMEeHTOB B NPUCYTCTBUH B KauecTBe KodakTopo DA/,
BoccranosnenHoro HAJI, AT® u rmyraruona. B cooTrBercTBHm ¢ XU-
MHYECKOH MPHUPOI0H KOOAaMHUIAHBIX KOEPMEHTOB XUMHUYECKUE Peak-
LY, B KOTOPBIX OHU NPHHUMAIOT YIaCTHE, IENATCSA Ha JBE TPYTIIBI:

1) peakuuy TpaHCMETHIMPOBAHUS (METWIKOOAIAMUH UTPAET POJTh

MIPOMEXYTOYHOTO MEPEHOCYNKA METHIBHON TPYIIIBI) — PEaKInu

CHHTE3a METHOHUHA U arleraTa. CHHTE3 METHOHHHA TpeOyeT Halu-

YUsl TOMOLMCTEHHA, NS5-MEeTHITeTparuapoosneBoi KHUCIOTHI

u BoccTaHoBiieHHOro DAJl. MerunkoOalaMiMH BXOAHMT B COCTaB

(hepMeHTa TaTparuIpoNnTepoOrIITIIyTaMaT-MeTHITpaHchepassl;

2) peaxiuy BHYTPHUMOJEKYJISIPHOTO IIEpeHOoca BOIOPOa B peak-

HUAX W30MepHu3aluu. B aTux peakuusx Bomopon oT cyOcTpara

MIEPEHOCHTCS Ha 5-71€30KCUK00anaMuH, a 3aTeM oOpaTHO Ha Cy0-

CTpAaT, MEHsIsI CBOE MECTOIOIOXKEHHE.

Henocratox Butamuna B, y 4enoBeKka v )KUBOTHBIX NPUBOJMUT
K Pa3BUTHIO 3JJ0KAYECTBEHHON MaKpOLIUTAPHOHN MM Merano0aacTu-
4eckoi anemun. [lng aBuTamMuHO3a B, Takke XapakTepHbI HapyIIe-
HUA JESATEIBHOCTH HEPBHOM CUCTEMBI M PE3KOE CHUXKEHHE KHCIIOT-
HOCTH JKeIyNO4HOro coka. OOs3aTenbHBIM YCIOBHEM [T
aKTHBHOTO BCACBIBAHHS BUTAMHUHA B,, B TOHKOM KHMINEYHWKE SBJIA-
€TCsl HallW4He B JKEITyJTOYHOM COKE 0CO0O0T0 OelKa — TracTpOMYKO-
nmpoTerHa — BHyTpeHHero ¢akrtopa Kacma. Oror Genok obnamaer
CIOCOOHOCTBIO creu(pUIECKH CBA3HIBATH BUTAMUH B, B 0coOBIi
CJIOKHBIH KOMILIEKC, KOTOPBIH MOCTyAeT B KJISTKH CIM3UCTOM 000-
JIOYKM TOJB3JOINHON KHIUKH, OTKyJda BHTaMHMH B , mepexomur
B KPOBb IOPTAJILHOU CHCTEMBI, @ BHYTPEHHUI (hakTop moaBepraer-
cs ruaponusy. Buramun B,, mocTynaer B KpoBb MOPTANLHON CHCTE-
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MBI B KOMITJIEKCE C IByMs Oenkamu — TpaHckoOamamuaamu | u 11,
npuyeM TpaHckobanamuH I BeimosnseT gyHkuuio aeno B, 3a cuer
NIPOYHOr'0 CBSA3bIBaHMs ¢ HUM. HapylieHue cuHTE3a BHYTPEHHETO
(akTopa B CIM3UCTON 000IOUKE MTPUBOJUT K Pa3BUTHIO aBUTAMHHO-
3a B, naxe npu 10CTaTOYHOM KOJUYECTBE BUTAMMHA, MOCTYMAK0-
mero ¢ nuinek. B kiunuke ButamMun B, ucrnonssyercs Juis JedeHus
TIEPHUIIMO3HOM aHEMHH, a TAKXKE METAI00JIaCTUIECKUX aHEMHUIT C HEBPO-
JIOTU4eCKUMH HapyuieHusmMu. Cunrtes Butamuna B, ocyiectsisercs
HCKITIOYNTENTHFHO MUKPOOpranm3MamMH. 71 4eimoBeKa OCHOBHBIMH HCTOY-
HUKaMH{ BUTaMHHa B, SBJISIOTCA MACO, TOBSKBSA MEYEHb, MOYKH, PHIOa,
MOJIOKO, siina. OCHOBHOE JIENO0 BUTAMHUHA B12 B OpraHU3Me YelIoBeKa —
TIeYeHb, COZIEprKaIlast 0 HECKOJIBKUX MUJUTUTPAMMOB 3TOTO BUTAMUHA.

6. Donuesan Kucnoma

®onuepas kucnora (ponauuu, BUTaMuH B)) cocTouT U3 Tpex
CTPYKTYPHBIX €IMHHI] — OCTaTKa 2-aMHUHO-4-0KCH-0-METIIITEePH-
JIMHA, TapaaMHUHOOCH30MHOW 1 L-rIyTaMHUHOBOM KHCIIOT.

OH
4 T\g QOOH
1\31 p CH2—NH—@—CO—NH—CH—CH2—CH2
/{ 1 8 7
H,N” N N

|
cooH

®DonueBas (ITEPOUITYTaAMUHOBAS )KHCIIOTA

@onueBas KUCIOTA IJIOXO PACTBOPUMA B BOJE, OJHAKO XOPOIIO
pacTBoprMa B pa30aBieHHBIX pacTBopax cnupTa. OHa o0sagaer xa-
PaKTEpHBIMH CIIEKTPAMH ITOTJIOMEeHNs B YD 001acTH CIeKTpa.

Oyskuyy QonueBoil KUCIOTH Kak KoepMeHTa CBsI3aHbI C ee BOC-
CTaHOBJICHHBIM NTEPUIMHOBBIM NPOU3BOJHBIM — TETParuApodoIme-
Boit kucnoroit (TT'PK).

BoccranoBnenne (onmeBoi KHCIOTBI CBOAWUTCSA K Pa3pbIBY IBYX
JBOMHBIX CBSI3€d M NPHCOECIMHEHUIO YETBIPEX BOJOPOAHBIX aTOMOB
B MOJIOKEHUSIX 5, 6, 7 1 8. B )KHBOTHBIX TKaHIX OHO MPOTEKAET B 2 CTa-
JMW TIPY Y9acTHH crielin(ruecknx epMeHTOB, COAEPIKAIIX BOCCTa-
HosieHHbI HAJI®. Ha nepBoii ctaguu nox neiicTBueM QonaTpesyk-
Ta3el obOpasyercs murunpodomnuesas kucnora (AI'PK), koropas Bo
BTOPYIO CTAAMIO MOJ] AEHCTBUEM AUTHUAPOQOIATPEIYKTa3bl BOCCTAHAB-
nuBaercs B TTOK.
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5, 6, 7, 8-TerparuapodonueBas KHCIOTa

Kodepmentnrie ¢pynkimm TI'OK cBsizaHbI € IIEpeHOCOM OTHOYTIIC-
pomubIx rpyrmn — ¢opmuwibHoil (~CHO), Metrbrol (—CH,), MeTHIteHo-
Boit (~CH,-), meterunbrol (~CH,=), okcumernnbhoit (-H,OH), u dopu-
vuaOBOM (—CH=NH). IlepBHYHBIMH HCTOYHHKAMH WX B OpraHH3ME
SBJIFOTCS. 3-yIJIEPOMIHBIA aTOM CEepHHA, Q-YIJIEPOJHBIA aToM TIIMIIUHA,
YIJIEpPOA METWIIBHBIX TPYII METHOHWHA M XOJIMHA, BTOPOH YIJICPOJIHBII
aTOM MHJIOJIBHOTO KOJIbLIa TPHITO(haHa, BTOPOH YIJIepOIHBINA aTOM UMK~
30JIHOTO KOJIbIIa THCTH/IVHA, a TAakKe (pOopMasIbAeTHA, MypaBbUHAS KHC-
nora u MeraHos. Ces3biBanue 3Tux (parmentoB ¢ TI'OK sBisiercs
(epMeHTaTHBHOW peaknyeii, 3aKIFoYaromeiicsl B MX KOBAJICHTHOM CBSI3bI-
BaHUM C IATHIM WM JECATHIM aTOMOM a30Ta WiIH OOOMMH aTOMaMH
BMECTE.

IIpousBoansie TI'OK npuHUMAIOT yyacTHe B MEPEHOCE OJHOYTJIE-
POIBIX PparMeHTOB IpH OMOCHHTE3€ METHOHUHA ¥ THMHUHA (B ITEpeHOCe
METHJIBHOW TPYTIIEI), CEpHHA (B IEPEHOCE OKCHMETHUIBHON TPYIIIHI),
00pa30BaHUM IyPHHOBBIX HYKIICOTHAOB (B TepeHoce (GopMUIBHOM
TpyNIbl) ¥ Op. DTU BElIeCcTBa UIPAOT KIIOYEBYIO POJIb B CHHTE3€e Oell-
KOB M HYKJIEMHOBBIX KHCJIOT. CHHTETHUECKHE aHAJIOTH (QHTarOHUCTHI)
(omeBo KUCIOTHI HCHOJIB3YIOTCS B MEUIIHCKO TPAKTHKE B KaUecT-
B€ IIPEIapaToB, TOPMO3SIIINX CHHTE3 HYKJIEHHOBBIX KHCIIOT, H UCTIOb-
3YIOTCSl B KOMIUIEKCHOM Tepanuy OIyXOJIEBbIX OPAKEHHM.

AButamMuHO3 (posreBol KHCIIOTH HAOMIOAAeTCsl PU TO/IABICHUN
B KHIIEYHUKE POCTAa MUKPOOPTaHU3MOB, CHHTE3UPYIOIIHX €€ (IIpu Mac-
CHBHOW aHTHOMOTHKOTEPAITNH), HApSILy C OTCYTCTBUEM €€ B PalHOHE.

Habmrogaercs knuHUYecKass KapTHHA MAaKpOLUTAapHOW aHEMUH,
CXOJ/IHasl C TPOSIBICHUSIMHU NIEPHUIIMO3HON aHeMHH. Bo3MoxHO pas-
BHUTHE AUAPEH.

Hctounnkamu (HoJIMEBOM KHCIOTHI SBISIOTCS 3€JCHBIC JIUCThS
pacteHnit u apoxokn. PonueBast KHCIOTa COAEPIKUTCS TAaKXKe B IIe-
YeHH, MOYKax M Msice. MUKPOOpPraHW3Mbl KHIIEYHHKA 37J0POBOTO
YeJI0BeKa CHHTE3UPYIOT (DOJIMEBYIO KUCIOTY B KOJIMYECTBAX, IOCTa-
TOYHBIX JAJIS1 yIOBJIETBOPEHHSI MOTPEOHOCTEN OpraHu3mMa B HEHl.
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7. Bumamun PP

Burtamun PP (HUKOTHHOBas KMCI0Ta, HUKOTHHAMU/I, HUAIHH ) Ha3bI-
BaeTCs TaKXKe aHTUIEIUIArPUIECKUM BUTAMUHOM (OT HT. preventive pel-
lagra — «pemoTBpAIIAIOIIN MEeJIarpy» ), MOCKOJIBKY €ro OTCYTCTBHE
BEI3BIBACT 3a0osieBanne — meivarpy. [1o cBoeit XUMIYEeCKO# CTPYKTY-
pE HUKOTHHOBASI KUCJIOTA TIPENICTABIISICT COOOM COCMHCHUE TUPUINHO-
BOTO psifia, cofieprkariee KapOOKCIIIBHYIO rpymTy. HUKoTHHaMUI OTITH-
YaeTcsl OT HUKOTUHOBOM KUCIOTHI HATMYUEM aMUIHOM TPYTIIbL.

COOH CO-NH;

N N
HUKOTHUHOBAs KUCJIOTa HUKOTHHAMUJL

Butamun PP noxo pactBopsiercst B Boje (npumepHo Ha 1%), HO
XOpOIIO PacTBOPUM B BOJAHBIX pacTBopax mienoueil. HukotuHOBas
KHCJIOTa CIIOCOOHA K KPUCTAIIIO00pa30BaHUIO B BUE OCIIBIX HIJI.

Buramun PP BXxoauT B cocTaB HUKOTHHAMUJIAACHUHANHYKICOTUAA
(HAT) u aukoTrHAMUuAaAeHUHIUHYKIIeoTHIBochaTa (DA ), KoTophie
SIBISTFOTCSL KO()epMeHTaMH OOJIBIIIOTO YHCIa ICTHAPOreHas, YIacTBYIO-
IIUX B OKHCIUTEIFHO-BOCCTAHOBUTENBHBIX peakuusx. Hekoroprie ne-
THIPOTeHA3BI MOTYT HCIOIB30BaTh TobKo HA I mmn HAJI® (Mmanatme-
THIpOreHasa M IIIIK030-6-pocdaTaeruaporeHasa COOTBETCTBEHHO),
apyrue (TiTyTaMaTAerHAPOTreHa3a) MOTYT KaTaIu3UpOBaTh OKUCIUTEIb-
HO-BOCCTAHOBHUTEJBHBIE PEAKLIMH B TIPUCYTCTBHUH JIT000r0 U3 HuX. HAJI
u HAJI® B miporiecce OMOIOrHYECKOro OKHCIICHHS HIPAIOT POJIh TIPOMe-
JKYTOYHBIX IIEPEHOCYUKOB IPOTOHOB M 3JIEKTPOHOB MEXIY OKHCIIsie-
MBIM cyOcTpaTroM u (IaBHHOBBIMH (hepMEHTaMH.

[Ipu HegocraTounocTH BuTamMuHa PP pa3BuBaercs nemnarpa (oT
uT. pelle agra — «umepmasas Koxkay), IPOSBISIONIAscs B BUJIE CUH]I-
poma «Tpex [I» Kak TO MmopakeHUs KOXHU (IepMAaTUTHI), MHIIEBaPH-
TEJIBHOTO TpakTa (AMapes) W HapylIEHHE HEPBHOW NEATEIbHOCTH
(memennms). JepMaTUTHl OOBIYHO MOPAXKAOT YYACTKH KOXKH, MOJ-
Bepraroimecs: BO3IeHCTBUIO COTHEUHBIX Jydell (TBUIBHYIO TOBEpX-
HOCTh KUCTEH PYK, LICI0, JHII0), KOXKa CTAHOBUTCSA KPAacHOM, 3aTeM
KOPUYHEBOM U LIEpLIABO; MOpakeHUE KOXKHU Yallle BCEro CUMMET-
puuHoe. HapymieHue nesTenbHOCTH NHUINEBAPUTENBHON CUCTEMBI
MIPOSIBIISIETCS B BUE AaHOPEKCHH, TOTHOTHI, 00el B 001acTu KUBO-
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Ta 1 guapen. [luapes npuBOIUT K 00€3BOKUBAHHUIO OPTraHU3Ma; pas3-
BHUBAETCS BOCMAJICHUE, a B JAJbHEHIIEM U U3bA3BICHUE CIU3UCTOU
000JIOYKH TOJICTOW KUIIKH. [l TeJuarpsl XapakTepHbl crerudud-
HbI€ CTOMATUThI, THHTUBUTHIL, TJIOCCUTHI CO B3yTUEM U TPEIIMHAMHU
s3b1ka. [lopaxkeHue HEeHTpaIbHONM HEPBHOM CHUCTEMBI MU MEJIarpe
MPOSABIIAETCS TOJOBHBIMH OOJSMH, TOJOBOKPYKEHHEM, MOBBIIICH-
HOW pa3apaXMMOCTBIO, JEIpeccueii; BOSMOXXHO Pa3BUTHE TICHXO-
30B, IICUXOHEBPO30B U MOSBICHUE raJUIIOIMHALINN.

Oco0eHHO pe3KO BBIPAKEHBI CHMIITOMBI HEJUIArpbl y OOJBHBIX
C HCAOCTATOYHBIM 6CJ'IKOBBIM IIUTAHUEM, YTO 06’[)5{CH$[€TC${ HEOO0CTaT-
KOM TpunTodana (OH SBJISETCS MPEAIIECTBEeHHUKOM HHKOTHHAMU/A,
YaCTUYHO CHHTE3MPYEMOT0 B OPTaHU3ME YeJIOBEKa) U PAa APYTUX BU-
TaMuHOB. Butammun PP mmpoko pacnpocTpaHeH B pacTUTENIBHBIX
1 )KUBOTHBIX OpraHu3max. OCHOBHBIMHU €TI0 HCTOYHUKAMH AJISI 4EI0BE-
Ka SIBIISTIOTCSL pUC, X110, KapTodelb, MsICO, TIe4eHb, TOYKA K MOPKOBb.

8. Buomun (éumamun H)

Buramun H (6notun, ko3H3uM R) ObLT BriepBrie BhimeneH B 1935 1.
U3 SUYHOTO KeNTKa. Ero Mojiekyina sSBISeTCS IUKIMYSCKAM TPOU3BO/I-
HBIM MOYEBHHBI, OOKOBasI [IETIh MPE/ICTABIICHA BAICPHAHOBOM KHCIIOTOM.

_NH-CH-CH,
N\
0=C | S
\NH—CH—CHL(CH2)4 _ COOH

OUOTHH

KapOonunpHas rpynmna OHOTHHA NPH CBA3BIBAHMH aMHHOM CBSI-
3bI0 C £-aMHHOTPYIIION JM3uHA 00pa3yeT &-N-OHOoTHHILUTH3KH (6H0-
LUTHH), 00JIaJar0NINi ONOJIOTMYECKOW aKTUBHOCTHIO. CII0XKHBIC MPH-
poaHble OenkH, coxepaiye OHOTHH, NMPH MOMAJaHUH B OPTaHU3M
MOJ(BEprarTcs ruapou3y. OOpa3oBaBIIUIICS MPU 3TOM CBOOOIHBIN
OMOLMTHH ITOJ ACHCTBHEM OMOLIMTHHA3HI IIEYEHH U CHIBOPOTKH KPOBH
THIPONM3YyeTcs ¢ oOpa3zoBaHHeM OWOTHHA W JIM3UMHA. BHOTMHOBBIE
(depMeHTHl ((epMeHTHI, coeprKallie B KadecTBe KodepMmeHTa OHo-
THH) KaTalu3upyroT PeaKkUu ABYyX THUIIOB.

1. Peaknmm kapbokcunuposanus (¢ yaactueM CO, mwm HCO; ),
npotekatomtue ¢ pacnagoM AT®. K peakunsm 3TOro Tuma OTHOCSTCS
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anetnin-KoA- n mupyBatkapbokcunasapie peakiui. CyIIHOCTh peak-
MU KapOOKCHIMPOBAaHHUS HUPOBHHOTPAJHON KHCIOTHI CBOJUTCS
K MOIIOJTHEHHUIO 3aI1acoB IABEJIEBO-YKCYCHON KHCJIOTHI B JIMMOHHO-
KHUCJIOM [UKJIE — CHHTE3€ €€ U3 MUPOBUHOTPagHON Kuciotel u CO,.

Ha nepso#t cranuu peakunn CO, nogBepraeTcs aKTHBHPOBAHHIO
(KOBaJIGHTHOMY CBSI3BIBAHUIO C OMOTHMHOM) B aKTUBHOM LIEHTpE
¢depmenTa. Jra cragus mporekaeT ¢ 3arpatod sHeprum ATO.
Ha Bropoii craguu peakuuu CO, u3 koMIlIekca ¢ OMOTHHOM MEPEHO-
CUTCSI Ha MMMPOBUHOTPATHYIO KHCIOTY ¢ 00pa3oBaHMEM IIABEJIEBO-
YKCYCHOM KHCIIOTBI 1 0OCBOOOXIeHHEM (hepMeHTa.

2. Peaknyn TpaHCKapOOKCHIMPOBAHUS, TIPH KOTOPBIX CyOCTpaThI
oOMeHnBaroTcsl KapookcwibHOU rpynmoi 6e3 ydactus AT®. K stomy
THUITy peakUii OTHOCUTCSI METHIIMAJIOHIII-OKCAI0aleTaT-TpaHCKapOOoK-
CHJIa3Hasl PeaKiys, KaTaIM3UPYolIas 00paTuMoe MpEeBpaIieHue MUpo-
BUHOTPAJHOHN M IIIaBEJIEBO-YKCYCHOM KHCIIOT.

Peakin kapOOKCIITMPOBAHUS U TPAHCKAPOOKCHINPOBAHUS HIPAIOT
Ba)KHYIO POJIb IIPU CHHTE3€ BHICIINX JKHUPHBIX KUCJIOT, OEJIKOB, ITypHHO-
BBIX HYKJIEOTHIOB H Jp.

Knunnueckue MMPOSABJICHUA HEJOCTATOUYHOCTH BUTaAMUHA H Yy ue-
JIOBEKa BO3HHUKAIOT PENKO, ITOCKOJIbKY OAKTEpHH KHIICYHHKA CIO-
COOHBI CHHTE3UPOBATh OMOTHH B HEOOXOTUMBIX KonuuecTBax. On-
HAKO IpPH NpHeMe OOJBIIOTO KOJIMYECTBA CHIPOTO SIMYHOrO Oenka,
coJeprKallero IIMKONPOTEHH aBUINH, 00pa3yeTcss HepacTBOPUMBIH
B BOJIe KOMIUIEKC OMOTHHA C aBUAWHOM, M OMOTHH HE BCACBIBAETCS
B KHIIEYHUKE, YTO BEJIET K €T0 aBUTAMUHO3Y. MaccuBHasl aHTUOHO-
THKOTEpaNus CIoCOOHA MOJIAaBUTh POCT KUIICYHBIX OaKTepUil U TaK-
e BBI3BaTh aBUTaMHHO3 BUTamMuHa H. Ilpn HemocrarouHOCTH BHTa-
MuHa H pa3BHBaroTCs BOCTIAJIMTEINIBHBIE ITPOLIECCHI B KOXKE (JIEpMaTHThI),
CONPOBOKTAIOIINECS YCUIICHHON NESTEHBHOCTBIO CATbHBIX XKEJIE3, BIIA-
JICHHEM BOJIOC U TIOPaYKEHHEM HOI'TEH.

B03MOXXHO pa3BUTHE MBIIIEYHOH TMIIOTOHWH, YCTaJIOCTH, COHJIMBO-
CTH, JICTIPECCHUH, aHOPEKCHU 1 aHEMHHU.

buoTuH B cBs3aHHOH (hopMe COJEPKHUTCSA IOYTH BO BCEX IMPO-
JOYKTax KUBOTHOTO M PACTUTENBHOTO NMpOUCX0XkJIeHHs. OCOOCHHO
0oratel UM NEYEHb, TIOYKH, MOJIOKO, SUIHBII JKEITOK.

B pactutenpHBIX mpomykTax (kaprodene, Jyke, TOMaTe, MINHU-
HaTe) OMOTHH COIEPIKUTCS B CBI3aHHOM U CBOOOTHOM cocTosHUH. Ku-
ieyHas MUKpodItopa crrocoOHa CHHTE3HPOBATh OMOTHH B HEOOXOIH-
MBIX YEJIOBEKY KOJIMUYECTBAX.
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9. Bumamun C u eumamun P

Buramun C (ackopOuHOBasi KUCJI0TA) TAKXKE HA3bIBAETCS aH-
TUCKOPOYTHBIM (QHTHUIIMHTOTHBIM) (DaKTOPOM, T. €. MPEeAOXpaHsieT
oT pa3BuTus NUHrU. [To cBOel XMMHUYECKOH CTPYKType acKOpOHHO-
Basi KHCJIOTA MPEICTABIISIET COOOH JTAKTOH KUCIOTHI CO CTPYKTYPOH,
6sm3koi k L-ritoko3se.

0o=cC O- COOH
| ol |
HO-C 0=C 0=C
oy | O Ho |
HO-C — _* 0O=cC 2, 0=C
! | |
+2H
H-C H-C H-C-OH
I | |
HO-CH HO-CH HOfFH
l |
CH,OH CH,OH CH,OH
L-ackopGunoBas L-peruapoackopOuHoBas L-muxeTorynoHosas
KHCIIOTa KHCIIOTa KHCIOTa

KucnoTHsIit XapakTep acCKOpOMHOBOM KHCIOTHI 00YCIIOBIICH HAJIH-
YHeM JBYX OOpaTHMO JUCCOIUHUPYIONUX CHOIBHBIX THIPOKCHIIOB
y C-2u C-3.

AcKOpOMHOBAs KUCIIOTA COACPIKUT JIBa aCHMMETPUYHBIX YTIICPO-
HbIX aToMa (C-4 u C-5), 94To 1mMo3BOISET €if 00pa30BaTh YETHIPE OITH-
YEeCKHX U30Mepa.

[IpupoaHsle M30MepHl ¢ BUTAMHHHOW aKTHBHOCTBIO OTHOCSTCS
K L-psany.

ACKOpOMHOBAs KHCJIOTa XOPOIIO PAacCTBOPUMA B BOJE, YMEPEHHO
pacTBOpHMa B 3TAHOJIE U IIOYTH HEPACTBOPUMA B APYIHMX OpraHude-
CKUX PaCTBOPUTEIISAX.

AckopOvHOBasi KHCJIOTa CIOCOOHAa OOpaTHMO OKHCIATHCS B Je-
THIPOACKOPOMHOBYIO KHUCIIOTY, 00pa3ysi OKHUCIUTEIHLHO-BOCCTAHOBU-
TENBHYI0 CHUCTEMY, CBSI3aHHYIO C OTIICIUICHHEM M MPHUCOCIMHCHUCM
TIPOTOHOB H AJIEKTPOHOB.

B cnabomenounoit (W1l HEUTPAIBHOI) cpee IMPOUCXOANUT TUAPO-
JIM3 JTAKTOHOBOTO KOJbIIAa IETHAPOACKOPOMHOBOM KHCIOTH ¢ 00pa3o-
BaHMEM JIUIIEHHON OHOJIOTHYECKOW aKTHBHOCTH IHKETOTYIOHOBOW
KHCJIOTHI.
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IMostomy mpu KynuHapHOH 00pPabOTKE MPOIYKTOB MUTAHHS B IPH-
CYTCTBHMH OKHCIHTENEH yacTh BuTaMmuHa C pa3pymiaeTcs.

Buramun C Y4aCcTBYET B OKHCIIHUTEIbHO-BOCCTAHOBUTCIIBHBIX
nponeccax, peakuudax ruipoOKCUJINPOBaHUA MPOJIMHA U JIM3UHA ITPU
CHUHTE3€ KOJulareHa, CHHTE3€ TOPMOHOB KOPBI HaJANOYCUHHUKOB
u TpunTogaHa.

AckopOuHOBas KUCIIOTa HEOOX0AUMa IS OKHUCIHTEIBHOIO pac-
naja THPO3WHA U reMOTJIO0NHA B TKAaHSX.

[pu HemocrarouHocTH BUTaMuHa C y 4elnoBeKa OTMEYAIOTCS CHH-
YKCHHE MacChI TeJa, 0011ast ci1aboCTh, OBIIIKA, OOJIH B CEp/Le, Cep/lle-
Ouenwe.

B mepByto odepenp mopaxaercss KpOBEHOCHAsI CHCTEMa: COCYIbI
CTAHOBATCA XPYIKUMHA U JICTKOIIPOHUIACMBIMH, YTO MPUBOJUT K MHO-
KECTBEHHBIM KPOBOM3IIMSIHUSM M KPOBOTEUSHHUSM BO BHYTPEHHHUX Op-
raHax, KOXe U CIU3UCTBIX 000I0YKaX.

HabGmoaaoTcst KpOBOTOYMBOCTH JIECEH, pacliaThIBaHKE, Pa3iaMbl-
BaHHUE U BbINaJICHIE 3y00B, a TakKe OTEKH HIDKHUX KOHEYHOCTEH 1 00-
JIM TIpU X0Jp0e.

HaI/l60nee BaXXHBIMHA MCTOYHHKaMH BUTamMuHa C SIBIAIOTCS npo-
IYKTBI paCTUTEILHOTO MPOUCXOXKICHNUS (IIUIIOBHHUK, YEPHAS CMOPO-
JIMHA, Mepel], callaT, 3eJCeHBIN YK, KalyCcTa, XpeH, SroJbl psAOuHbI,
LUTPYCOBBIE U P.).

Buramun P (pyTuH, WMTPMH, BUTAMMH NPOHHMLIAEMOCTH) —
IpyIIa BEMECTB CO CXOJHOU OHOJIOrMYECKON aKTHBHOCTBIO: KaTeXH-
HBI, XaJIKOHBI, TUTUAPOXATIKOHBI, ()JIABHHEI, (DJIABOHOHBKI, H30()TaBOHEI,
(1aBOHOITEI U JIP.

B 0oCHOBE HX CTPYKTYpBI JISKHUT AUPESHUIIPOIIAHOBAS YIIEPOTHASL
OCHOBa XpOMOHA WJIH (hIIaBOHA.

HO

O— (C12H2109)

OH O
pyTHH

buodnaBoHoUabl CTAOMIM3UPYIOT OCHOBHOE BEIECTBO COEIH-
HUTEIHHOW TKaHW 32 CUYET WHTUOMPOBAHUS THATypOHUAa3bl. Bura-
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MuHbl C 1 P 00pa3yror eauHyto cucteMy B OKHCIHTEIbHO-BOCCTA-
HOBUTENBbHBIX CUCTEMAX OpPTraHU3Ma.

IIpu HemocTaTouHOCTH OGMO(IABOHOUIOB IMOBBIIMIAETCS MPOHHU-
LIaéMOCTh KPOBEHOCHBIX COCYJOB, COIPOBOXKIAIOIIASCS KPOBOU3-
JTUSTHUSAMU U KPOBOTCUCHUSIMH.

Taxke orMeuaroTcs o0mias ci1aboCThb, ObICTpas YTOMIJIIEMOCTD
1 6011 B KOHEYHOCTSIX.

OCHOBHBIMU HCTOYHHKaMH BUTaMMHA P sSBIIAIOTCS T€ ke pacTu-
TeIbHBIE MIPOAYKTHI, KOTOPBIE COAEPKAT MHOTrO BUTaMuHa C.



JIEKIIHUS Ne 28. BuraMuHONO100HbIE
BelllecTBa

1. Ilapaamunoodensonnan kucnoma, gumamun B

15
UHO3UM, KOIH3UM Q

IMapaaMuHOGEH30IiHASI KHCJIOTA HMEET CICAYIONIYIO CTPYKTYDY.

H;N COOH

n-aMHHOOCH30MHAS KHCIIOTa

[NapaamuHOOEH30IHAS KUCIOTa TMPEACTABISACT COOOH KPUCTAILIBI,
IUTOXO PacTBOPUMBIE B BOJIE M XOPOIIIO PACTBOPUMBIE B CIIHPTE U d(Hpe.
[pu KUMAYCHUU B KUCIIOW U IIEJIOYHOMN CpEeie WU MPU aBTOKJIABUPOBa-
HHUH HE pa3pymaeTcs. BuraMrHHBIE CBOICTBA €€ OTPEACISIIOTCS TEM, UTO
OHAa BXOJIUT B COCTAaB MOJIEKYJIbI (hOJTMEeBOM KUCIOTHL. [TapaaMrHOOEH30#1-
Hast KUCJIOTa HeoOXOo/rMa TSl HOpMaJIBbHOTO TPOIecca IIMTMEHTAITNH BO-
JIOC, IIEPCTH, TIEPhEB U KOXKH, TaK KaK OHA aKTHBUPYET THPO3MHA3Y —
KITFOUCBOM (hepMEHT TpH OMOCHHTE3e MEIAaHWHOB KOXKH. B MemurmHe
CTPYKTYPHBIC aHAJIIOTH [TapaaMHHOOCH30MHON KUCIOThI — CYJb(haHuIa-
MUl — WCIIONB3YIOTCS B KA4eCTBE aHTHOAKTEPHATIBHBIX CPEICTB.
HcToynnkamy miapaaMHHOOEH30MHON KHUCIIOTHI ISl YEJIOBEKa SBIISTFOTCS
MsICO, TICYCHB, IIOYKH, IPOAOKH. B yMEPEHHOM KOJIMYECTBE OHA COJICPIKHT-
Csl B MOJIOKE, KYPHHBIX SIHITaX, KapTodee, x1ede, IMMUHATe 1 MOPKOBH.

Buramun B, (maHramoBasi KMCJIOTA) ¢ XMMUYECKOH TOUKH 3pe-
HUS TIpEJICTaBlIeHa H3(PUPOM TIIFOKOHOBOHM KHCIOTHI M AUMETHIITITUIIAHA.

OHI il O e
HOOC € C—C—C CHrO—COfCHfN\/ }
H OHH H CH;

ImaHramMoBasi KUucjioTa

[IpearnonoxuTensHO MaHraMoBast KHCIIOTA y4acTBYET B OMOCHHTE-
3€ XOJIMHA, METHOHMHA U KPEaTHHUHA B KaUeCTBE UCTOYHHUKA METHUIIb-
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HBIX Tpynm. [IpemnapaTsl maHTaMOBOM KUCIIOTHI JAIOT XOPOIIHH J1edeo-
HBIH 3((EKT MpH SKUPOBOM TEPEPOKICHUU TICYCHHA M HEKOTOPBIX (op-
Max runokcun. [laHraMoBast KUCIIOTa COAEPIKUTCS B TICUCHH, CEMEHaX
pacternit u gpoxoxax. CyTodHasi HOTpeOHOCTh B HEH HE yCTaHOBIICHA.

HWHo3uT (MHO3UTOJI) IPEICTABIACT COO0H MUKIMYCCKHUN IICCTH-
ATOMHBIN CIIUPT ITUKIOTEKCaHA.

OH OH
HO H
H OH
OH H
UHO3UT

WNHo3uton oGHapykeH B cocTaBe (HOCHOTIUIEPOTIOB, SBISETCS
KOMIOHEHTOM ¢ocharuaunnHoznTona. buonoruyeckas posb ero
CBsi3aHa ¢ 0OMEHOM (OCHOTIHUILIEPOIOB U 00pa30BaHHEM BTOPUYHO-
0 MECCEH/JKepa BHYTPUKIETOUHBIX CUTHAJIOB (MHO3UTON-1, 4, 5-
TpudocdaTa). THO3UTON OKa3bIBa€T 3HAUUTEIBHBIA JHITOTPOITHBIHA
3¢ (deKT U TOPMO3UT pa3BUTHE AUCTPOGUM MEYEHH. Y KUBOTHBIX
MIPH OTCYTCTBHH 3TOTO ()aKTopa B MHUIIE HAOIIOJAINCH OCTAHOBKA
pocra, cBoeoOpas3Has MOTeps MIEPCTSIHOTO MOKPOBA M )KUPOBas MH-
($unpTpanysg Ne4eHu ¢ OTIOKEHUEM X0IecTeprHa. MHOTO HHO3HUTO-
Ja COAEPIKUTCS B MEUYCHHU, MsCE, MOJIOKE, XJieOe U3 MYKH rpy0oro
IIOMOJIa, OBOIIaxX U (PpPyKTax.

Ko3n3um Q (YOMXMHOH) OTHOCHUTCA K UYPE3BBIYAWHO LIUPOKO
pacnpocTpaHeHHBIM KodepmeHnTaM. [lo XuMUUecKoi cTpyKType OH
mpeacTaBiIsieT coboi  2,3-muMeTOKCH-5-MeTHiI-1,4-0eH30XHHOH
C M30IIPEHOBOI 1IETIBIO B MOJIOKEHUU 6.

o)
H1CO CH;
CH;
|
H3CO (CH, -CH=C-CHy),—H
0
yOUXUHOH

Uucno ocTaTKoB M30TpeHa B OOKOBOH IeNn yOMXHHOHA BapbUpy-
et ot 6 10 10 (KoQ,, KoQ, u T. 11.). YOMXMHOH HEPACTBOPHM B BOJIE.
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KoQ sBnsieTcst 00s13aTeIbHBIM KOMITOHEHTOM JIBIXaTeIbHON ITIeTIH,
OCYIIECTBIISISI B MUTOXOHJPHSIX TEPEHOC 3JIEKTPOHOB OT MEMOPaHHBIX
neruaporenas (HAl — H-merunporenassr, CLU u ap.) Ha IHTOXPO-
Mbl. B opranmsme uyenoBeka yOMXMHOH MOXET CHHTE3UPOBATBHCS W3
MEBAJIOHOBOW KUCJIOTHI U IPOAYKTOB 0OMeHa (heHMIIalaHUHA ¥ TUPO-
3WHa, IOATOMY HE MOJKET OBITh OTHECEH K KIIACCHYECKUM BHTaMUHAM.
[pemaparer KoQ > dexTHBHEI MIpH JICYCHUN aHEMUH y JCTeH, HaXo-
JIIIAXCS HAa MATOOCTIKOBOW IUETE, MBIIIICYHON TUCTPO(UH (B TOM YHC-
JIe TeHETHYECKOH (DOPMBI) U CepIevHON HEJOCTATOYHOCTH.

2. Hupponoxunoarunoxunon, eumamun U,
JIUnoeean Kucioma, X0auH

MuppoaoxunomHOXHHOH (PQQ) — BUTAMIHOIIOTOOHEIH KO(AK-
TOp, COIEPKALTINCS B OeJIKaX OTHOCHTEIFHO HOBOTO KJIacca — XHHO-
nporenHax (PQQ-¢pepmenrtax). OH UMeET CleyIONIyI0 CTPYKTYPY.

COO

MUPPOIIOXMHOTMHOXUHOH (PQQ)

PQQ B kauyecTBe KOhepMeHTa BXOAUT B COCTAB OAKTEPHAILHBIX
(hepMEHTOB METaHOJJCTHIPOTEHA3bl U aJKOTOJBICTHIPOTCHA3HI,
’KuBoTHBIE W pacTUTENbHBIE XHHONPOTEHWHHI, conxepxkamme PQQ
B Ka4eCTBE KOPEPMEHTa, BXOJAT B COCTAaB OKCHJIA3 U JCKapOOKCH-
na3 (aMUHOOKCH/Ia3, THaMUHOOKCHIa3, MOHOOKCUTEHA3, THOKCHTe-
Ha3). Hekoropeie nekapOOKCHiIa3bl aMHHOKHCIOT (TJIyTaMaTacKap-
6okcmaza u JODA-gexkapOokcniaza) MpearnoIoKUTEIEHO UMEIOT
B CBOEM COCTaBe JiBa kKopepMeHTa — mupugokcanbpochar u PQQ.

MexaamMm gericteus PQQ-merunporeHas m OKCHAa3 aHAJOTHYICH
(1aBonpoTenHAM, KaTATU3UPYIOIIUM IEPEHOC IBYX 3JICKTPOHOB U IPO-
TOHOB Ha YOWXHWHOH. PQQ-IexapOOKCHIa3bl M0 MEXaHU3MY JICHCTBHS
QHAJIOTMYHBI TIHPUIOKCANIEBBIM (pepPMEHTaM, ITOCKOJIBKY TaKXKe COfep-
kKaT KapOOHWIBHYIO Tpymny. [Ipemmonaraercs, 4to KOQESPMEHTOM SIB-
nsercs He cBoboxubIt PQQ, a ero mpemmectBeHHUK — Pro-PQQ (co-
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nepxut octatku PQQ, mHOoNA 1 MTyTaMHHOBOM KHCIOTHI), KOBAJICHT-
HO CBSI3aHHBIN C OEIKOBOH MOJICKYJIOH.

Butamun U (S-MeTHIMAJIOHMH, NTPOTHBOSI3BeHHBIH daKTOp)
ObL1 BrepBbIe 0OHapyskeH B 1950 T. B CHIPBIX OBOILAX, TAPHOM MO-
noke u nedeHd. OH UMEET CIEeNYIOIYI0 CTPYKTYPY.

CH;

/
HOOC - (lfH - CH,-CH, - S+\ Ccr
NH, CH;
METHIMETHOHUHCYITE()OHUS XIIOPHT
(Butamun U)

Buramun U xopomio pacTBOpUM B BOJIE, JIETKO Pa3pyIlIacTcs Ipu
temnepatype 100 °C (ocobeHHO B HEHTpaIbHOM U MIEIIOYHON cpelie),
YCTOMYUB B KUCIIOHN cpene. Y Kpbic BUTaMUH U MOTHOCTHIO 3aMEHsIET
MOTPEeOHOCTh B METHOHHWHE KaK He3aMEHMMOW aMuHOKHucioTe. OH
y4acTBY€T B CHHTE3€ METHOHHMHA, XOJMHA U KpeaTUHa, UCTIOJIb3YETCs
OaKkTepusMHU B KauecTBE JOHATOPa METWIBHBIX rpynm. [Ipu HemocTa-
TOYHOCTH BUTaMuHA U TOBBIIIACTCS PUCK PAa3BUTHSI SI3BBI JKEITyIKa.
Wcrounnkamu ButamuHa U TSI YeTTOBEKa SBIISIOTCS CBEXKasl KaIlrycTa,
3eJIeHb METPYIIKH, pera, MOPKOBb, JIYK, Iepell U JIp.

JlumoeBasi KHCJI0TA IO CBOCH CTPYKType MPEICTaBISACT ((-JIH-
noeByto (1,2-auTnoan-3-BajiepruaHoOBYI0) KHCIOTY:

CH, o CH,
/7 N\
" CHA(CH)i-COOH —’<_H2C| CH-(CHy)y- COOH
+
S—S 2H ys—sH
JIMIIOCBAaA KHUCJIOTA I[I/IFI/IHPOHI/IHOCBM KHUCJIOTa

KodepmenTHble (QyHKIMHM JHIIOEBOH KUCIOTHI pealM3yIOTCs 32
CUeT TOT0, YTO OHA MOJKET CYIIECTBOBATh B OKHCIICHHON M BOCCTaHOB-
JICHHOU (hopmax. JIumoeBast KUCIIOTa UTPACT BAXKHYIO POJIb B OKHCIIC-
HUM W TIEPEHOCE alWIBHBIX TPYII B COCTAaBE MHOTOKOMITOHEHTHBIX
(hepMEHTHBIX CHCTEM.

OcHoOBHasl ee (QyHKIHUSI — MPSMOE y4acTHE B OKUCIHUTEILHOM Jie-
KapOOKCHIMPOBAaHNHM B TKAHAX (Q-KETOKHUCIIOT (TMHMPOBUHOTPATHOM
u a-kerormytapoBoii). Hapsimy ¢ TII® u KoA nunoesas kucnora ciry-
JKHT IIPOCTETUIECKOH IPYINOI B MUPYBAaT- U KETOTIIyTapaTaerHapore-
Ha3HOH CUCTEMaX.
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X0JIMH 1O CBOEH CTPYKType MpPEACTaBIACT AMHUHO3THIIOBBINA
CIUPT, COAEPKAIIMHA TP METUIbHBIE TPYIIIEl Y aTOMa a30Ta.

CH;

CH;— 1||\1*— CH,-CH,-OH
CH;
XOJIMH

XOJIMH XOpOUIO pacTBOPUM B BOJE€ U ciupTe. B opranusme xu-
BOTHBIX XOJIMH CHHTE3UpYeTCs B cocTaBe pochomumumos. JoHopa-
MHU MCTHIIBHBIX prl'[l'[ ABIAKOTCA MCTHOHUH, CepI/IH WJIN TJIMOUH.
XOJ‘II/IH SIBJISACTCA COCTaBHOfI YaCThIO allCTUIIXOJIMHA — MEAuaTopa
HepBHOTO uUMIyJbca. OH TakKe NPUHUMAET YYacTHE B PEaKIIHIX
TPAaHCMCTUIIMPOBAHUA IPU CUHTC3C MCTHUOHWHA, ITYPUHOBBIX U MH-
PUMHIMHOBBIX HYKJICOTHIOB, pochonunumoB u ap. CUMOTOMBI XO-
J'II/IHOBOI7I HEAOCTATOYHOCTHU OGLI'IHO Pa3BUBANOTCA IIPU I[e(l)I/IHI/ITe
Oenka B AMEeTe — JXKAPOBas MHPWIBTPAIUS MEUCHH, TeMOpparmdie-
CKasa }IHCTpO(l)I/IH MOYCK, HApYIIECHUE Ipouecca CBCPThIBAHUA KPOBH.

OCHOBHBIMI/I UCTOYHUKAMHU XOJIMHA AJId YCJIOBCKA SABIISAKOTCH IIC-
YeHb, TOYKHU, MSICO, PHIOHBIE TIPOJIYKTHI U KaIlycTa.



JIEKIIHS Ne 29. O61m1ee nousitue
0 TOPMOHAaX, HX HOMEHKJIaTypa
U KJaccu(puKanus, TOPMOHbI THIIOTAJIAMYCA

1. Obwee nonamue o 2opmonax,
UX HOMEHKIamypa u Kaaccugurkayus

YdeHne o ropMOHaX BBIJIETICHO B CAMOCTOSITENIBHYIO HAyKy — 3HJIO-
KpuHOJIOTHI0. ['OpMOHBI — OMOJIOTHYECKH aKTHBHBIE BELIECTBA Opra-
HUYECKOH NPHPOABI, BhIpadaThIBalOIINeCs B CHEIHATBHBIX KIETKax
JKeJle3 BHYTPEHHEH CEKpelyH, MOCTYNaroIue B KPOBb U OKa3blBakO-
e peryiupylolee AeicTBUe Ha (U3HosIorHyeckne (GpyHKINN U 00-
MEH BellecTB. ['OpMOHBI ONPEAENSIOT COCTOSIHUE (U3HOIIOTMYECKHX
(YHKIMIA [IEJIOCTHOTO OpraHu3Ma, Makpo- U MHKPOCTPYKTYpY Opra-
HOB U TKaHEH, a TaKkXkKe CKOPOCTh OMOXUMUYIECKUX IPOLECCOB.

I"'opMOHBI 3aHUMAIOT B TTOCTIEOBATEIILHOCTH MPOTEKAHMS PEAKIINI
OpraHu3Ma IMpOMeXyTOUHOE MECTO MEXK/Ty HEpPBHOW CHCTEMOW M JieH-
crBueM (epMeHTOB. ['OpMOHBI MOTYT BBI3BIBaTh OBICTPYIO OTBETHYIO
PEaKINIO OpraHu3Ma IyTEM yBEIWIEHNS aKTHBHOCTH YK€ CYILECTBYIO-
IMX B TKaHAX (epMEHTOB (TOPMOHBI MTENTHIHON M OEIKOBOM MpPUPO-
I61) OO MEIJICHHYIO OTBETHYIO PEaKIHIO0 ITyTeM MHTEHCHU(DUKAINN
cuHTe3a (PepMEHTOB (CTEpOHIHbIE TOPMOHBI). CTEpOUIHBIE TOPMOHBI
OKa3bIBAIOT ONOCPEAOBAHHOE Yepe3 TEeHETHUYECKUH ammapar KIEeTKH
nelicTBue Ha 6nocuHTe3 Oenka. [l Onomornyeckoro neicTBHs rop-
MOHOB XapaKTepeH psii 0COOEHHOCTEMH.

1. TopMOHBI IPOSBIAIOT CBOE OMONOTHYECKOE ACHCTBHE B HUY-
TOKHO MaJIbIX KOJUYECTBaX.

2. Db dexT oT neHCTBUS TOPMOHOB peaTn3yeTcsl Yepe3 KIeTOod-
HBIE PELENTOPbl U BHYTPUKIETOYHBIE BTOPUYHBIE MOCPEIHUKU
(MecceHmKepHl).

3. F'opMOHBI OCYIIECTBIISIOT CBOE JIEHCTBHE MYTEM YBEIHYCHHS
CKOpOCTH CHHTE3a (epMEeHTOB JINOO MyTeM H3MEHEHHS CKOPOCTH
(hepMEHTaTUBHOTO KaTajH3a.

4. B 1eiocTHOM OpraHu3Me JelHCTBHE TOPMOHOB KOHTPOJIMPYET-
cs BnusHuem [THC.
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5. XKene3bl BHYTpPEHHEN CEKPELIUH CBA3AHbI C IPOAYLUPYEMBIMU
MMU TOPMOHAMHU MEXaHH3MaMH MPSMOHA 1 00paTHOMU CBSI3H.

[Moj BIHMsHMEM pa3UYHBIX pa3ApaXKUTeIeH BOSHIUKAIOT UMITYJIbChI
B CIICIMAIIM3UPOBAHHBIX perienTopax, Hanpapisirornuecs B [[THC. B rumo-
TajJamyce B OTBET Ha MOJIyYCHHUE MMITYJIbCOB CHHTE3UPYIOTCS OUOJIOTH-
YECKH aKTHBHBIC TOPMOHAJBHBIC BEINECCTBA — PHJIM3HHT-(DAKTOPHI,
KOTOpbIC Yepe3 MOPTaJbHYI0 CHCTEMY COCYIOB OCTUTAIOT TOPMO-
HOCHUHTC3UPYIOMUX KJIETOK FI/IHO(I)I/I?;a, U3MCEHSA UX aKTHUBHOCTDb U COOT-
BETCTBEHHO CTUMYJIMPYIO WA TOPMO3s CUHTE3 TPOITHBIX TOPMOHOB
runouza. TporHbIe TOPMOHBI C TOKOM KPOBH MOCTYMAIOT K 9HIO-
KPUHHBIM JKeJIe3aM U CIIOCOOCTBYIOT BBIPAOOTKE HEOOXOIIMBIX TOPMO-
HOB. ['OpMOHBI OKa3bIBAIOT NEUCTBUE HA CHICIUATIM3UPOBAHHBIC OPTraHbl
U TKaHH (OpraHbI-MHUIICHH), BBI3bIBASsI OTBETHBIE PEAKIIUK HA JICUCTBUE
paznpaxuTteneil. Paznuyuarot Tp rpyIibl HICTHHHBIX TOPMOHOB.

1. IenTraabie U OEIKOBBIE TOPMOHBI COCTOAT M3 3-250 aMHUHOKHC-
JIOTHBIX 0CTaTKOB. K HUM OTHOCSITCS TOPMOHBI THIIOTATAMyCa M T'H-
nmodusa (TUPOIUOCPHUH, COMATONMOCPHH, COMATOCTAaTHH, TOPMOH
pocTa, KOPTHKOTPOIHH, TUPEOTPONHH, TOHAIOTPONMHUHBI H Jp.)
Y TOPMOHBI TOJDKEITYIOUHOM jKeJIe3bl (MHCYJIUH U TJIFOKAroH).

2. TopMOHBI — MPOU3BOJHBIC AMHHOKUCIOT — B OCHOBHOM
npeaACTaBJICHbI MMPOU3BOAHBIMU THUPO3HUHA (KaK TO aApCHaJIuH, HO-
paapeHanuH, TOPMOHBI IIUTOBUIHOMN KEJIE3bl).

3. CrepouaHble TOPMOHBI (KOPTHKOCTEPOUIBI, TTOJIOBBIE TOPMO-
HBI, FTOpMOHaNbHAs (hopMa Butamuna D).

DiiK03aHOU/IbI — MPOU3BOHBIC APAXHIOHOBOM KUCIIOTHI (IIpocTa-
TJIAH/IWHBI, JICHKOTPUEHBI ¥ TPOMOOKCAHBI) — HECTAOMIBHBIC COCITH-
HEHUs1, OKa3bIBAMOIIKE JICHCTBUE HA KJIETKU BOJM3U OT CBOEr0 Mecra
CHHTE3a.

2. I'opmonwl cunomanamyca

I'nnoTanamyc SBISETCS MECTOM COIPSDKEHHS BBICIIMX OTIEIOB
IHHC u 3u10KkpuHHOM cucTeMbl. B HelipoHax rumoTanamyca oopasy-
I0TCS BELIECTBA, PETyIUPYIOIIHE OCBOOOXKICHUE TOPMOHOB THIIO(H-
3a — PHWIN3HHT-(DAKTOPHI (OT aHIII. release — «OCBOOOXKAATEY), UITH
TMOepuHBI, 1 MHrHOUpyonye (akTOpbl, WIN CTaTHHBL. JInOepuHbI
U CTaTUHBI JOCTHUTAIOT TUIO(H3a [0 CHCTEME IOPTaIbHBIX KalluLIs-
poB. Cy1iecTByeT ceMb JIMOepHHOB (KOPTUKOINOSPHH, THPOINOEPHH,
monubeput, GoUTMIHOEpUH, COMATOIMOEPUH, MPOJIAKTOIUOEPHH
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¥ MEJIaHOMTMOEPHH) U TPU CTaTHHA (COMATOCTATHH, MPOJIAKTOCTATHH
u MenaHoctaThH). [1o XUMHYECKOMY CTPOEHHIO BCE TOPMOHBI THUIIO-
TaJlaMyca SIBISIOTCS HU3KOMOJIEKYJIIPHBIMH TETITHIAMH.

Tupoaubepun mnpezacraBisieT coOOH TPUIENTHI, COCTOSIIUA M3
MTUPOTITYTAMHUHOBOH (IIMKIMYECKON) KUCIOTHI, THCTHNHA ¥ TPOJINHA-
mua. B oTirume ot KilaccHYecKUX MeNnTHI0B OH HE COAEPKUT CBOOOI-
HeIX NH,- 1 COOH-rpynn y KOHIEBBIX aMUHOKHCIIOT.

HC-CH-CO-NH-CH-CO-N O
7 N [ VAN [
H,C NH CH, Hz(ll (liH —C—-NH,
N o me—n,
i HN N
~F
TUPOTHOEPUH

TuponubepuH oka3bIBacT CTUMYJIHPYIOIICE BIUSHNAE Ha BBICBO-
00Xk JIeHHE THPEOTPOITHOI0 TOPMOHa Turodusa.

T'onagoanéepun npeacTaBiseT co00il JeKanenTHA, COCTOSIINN
n3 10 oCTaTKOB aMHHOKHCIOT CIEAYIOIIEH IMOCIeI0BaTENbHOCTHU:
[Mupo—TI'ny—I'nc—Tpn—Cep—Tup—I nu—IJlei—Apr—IIpo—
I'nn—NH, C-KkoHIIeBas aMUHOKHCIIOTA MpEICTaBlieHa TIIMIIWHA-
MHUJIOM.

Tl'onagonmubepuH CHOCOOCTBYET BBICBOOOXKICHHIO TOHAIOTPOII-
HBIX TOPMOHOB aJcHOTHIO(H3a.

CoMaToCcTaTHH INpEJICTaBIsIeT COOOH IUKINYECKHH TeTpaaeKa-
MENTHU, COCTOSIINI 13 14 aMHHOKHUCIIOTHBIX OCTATKOB.

ComMaToCTaTHH CHHTE3UPYETCS B TUNOTalaMyce, HEMpoHax
HCHTPAIBHON U TepU(ePUICCKOl HEPBHOM CHUCTEMBI, S-KJIETKax OCT-
poBKoB JlaHTepraHca MOMKETYIOYHOM Kelle3bl W KIETKaX KHIIed-
HUKA.

OH oKka3pIBaeT HHTHOMpYIOIIee NecTBHE Ha CHHTE3 TOPMOHa poc-
Ta B aicHOTHIO(U3e 1 OMOCHHTE3 MHCYINHA U TIIOKaroHa B OCTPOB-
KOBBIX KJIETKaX MOKETyI0UHON HKee3bl.

ComartoubepuH cocTouT n3 44 aMHHOKHCIOTHBIX OCTaTKOB.
Bronorndeckol akTHBHOCTBIO COMATOIMOEpPHHA HaJENeH TaKXKe XH-
MHYECKH CHHTE3MPOBAaHHBIN JAEKalenTH]l CleAyIoed Mocie0Ba-
tenpHOCTH: H—Banr—I nc—Jleit—Cep—Ana—I my—I ma—JInz—
I'my—Ana—OH. ComaroiaubeprH CTUMYIHPYET CHHTE3 M CEKPELUIO
COMATOTPOITHOTO TOPMOHA THITO(H3a.
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MeJiaHoIM0epHH TIPEICTABISIET COOON TeKCanenTH L CIeyoIe-
ro crpoenus:: H—Iluc—Tup—HNne—I'mi—Acs—I{uc—OH.

MeaanocTaTuH (MeJaHOTPONMMHUHTUOMpPYOMI ¢akTOp)
MOXeT ObITh mpencraBieH Jaubo Ttpunentuaom Ilupo—Iny—
Heﬁ—an—NHz, Tu00 TEHTANCITHIOM CJIeAyIomel mocienona-
tenbHocT: [Tupo—TIny—TInc—den—Apr—Inu—NH,.

MenanonnOeprH OKa3bIBAET CTHMYJIHUPYIOIIEE, a MEJaHOCTa-
THH — WHTHOMpYIOIlee JeHCTBHE HAa CHHE3 M CEKPELHI0 MEeJIaHO-
TpOIIMHA B afieHorunoduse.

MecToM CHHTE3a TOPMOHOB THIIOTajaMyca SIBISIOTCS HEpBHBIC
OKOHYAaHMSI — CHHANTOCOMBI THIOTanaMmyca. ['umoramamuueckue
TOPMOHBI HEMOCPEACTBEHHO BIUSIOT HA OCBOOOXK/IEHHE YXKE CHHTe-
3UpPOBAHHBIX TOPMOHOB M OMOCHHTE3 TOPMOHOB de novo. B nepena-
4Ye FOPMOHAIBHOTO CHTHANIA YYacTBYIOT clenu(puyeckue aneHo-
runodusapusie peuentops 1 TAMO.



JIEKIIHUSA Ne 30. I'opmonbl runogusa

1. Knaccugurkayusa zopmonoeé cunoghusa.
Baszonpeccun u oxcumouyun

B rumoguze cHHTE3UPYIOTCS TOPMOHBI OEIIKOBOW U MENTHIHON
NPUPOJIbI, KOTOPBIE OKa3bIBAIOT CTUMYJHUpYIOIUi 3¢ ekt Ha ¢u-
3MOJIOTHYECKUE U OMOXMMHYECKUE TPOLECCH B OpraHax-MHIICHSIX.
B 3aBUCHMOCTH OT JIOKQJIM3allMU CUHTE3a Pa3In4aroT TOPMOHBHI Iie-
penHel, 3agHel U MPOMEXyTO4HOI nosiedt runodusa. B nepenneit
noiie runodusa (ageHorunoduse) CHHTE3UPYIOTCS TOPMOHBI, 00J1a-
JaloIne CTUMYJUPYIOIIMM JAEWCTBHEM Ha Ipyrue 3HIOKPUHHBIC
JKeJe3bl — TPOIIHBIE TOPMOHBI, WM TPOITUHBI.

Tabnuya 4

OcHOBHBIC KJIMHHYECKHE CHHIPOMBI,
pa3BUBalOLUecs PH HAPYLIEHUH CeKpelnH

TOPMOHOB runogpusa

TI'opmon

Kiaunnuyeckune cuHapo-
MBI IPH U30BITKE IOp-
MOHAa

Kiannuyeckune cuHapo-
MBI IPH HeJ0CTaTKe
roOpMoOHa

T'opmonbl nepeaneii 1011 runogusa

I'opmon pocta

Axpomeranus (4pes-
MEpHBIH pOCT)

l'unoduzapusrit Ha-
HU3M, WJIN KapJIuKo-
BOCTH (HH3KOPOCIIOCTB)

Bropuunas runodyHk-

rajakropes

KopTuxorponun Cunapom Muenko— LS KOPBI HATOHCHHH
(AKTI) Kymmara p
KOB
Bropuunslit runotu-
Tuporponun I'uneptupeos
peos
AmeHopes, becrioaue,
IIponaxTun OTCyTCTBHE JaKTaluU
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Oxonuanue mabn. 4

Kiaunuveckue cuHapo-

Kaunuveckue cuHapo-

T'opmon MBI IPH M30BITKE TOP-| MBI MPU HEAOCTATKE
MOHA rOpMOHA
DOTHUKYTOCTUMYTH- Bropuunas runodyHk-
. 4 Y IIpexxneBpeMeHHOE 1O- P by
pyroutuii ropmoH (doi- 1S TIOJIOBEIX JKeJe3,
JIOBOE CO3pEeBaHHE
JUTPOIINH) Gecrutonue
Jroreunuzupyrouui
py To xe To xe

TOPMOH (JIIOTPOTINH)

T'opmonsl 3aHeil 014 runogpusa

Bazonpeccun

Hecaxapuslii quabet

OKCUTOLMH

Ba3onpeccuH ¥ OKCHTOLMH CHHTE3UDPYIOTCS B pubOOCOMax.
B runoranamyce cuHTE3upyroTcsa Oenku HerpodwmsuH I, 11 u 111,

CIOCOOHBIE CBSI3BIBATH BAa30NPECCHH U OKCUTOLMH U TPAHCIOPTH-
poBaTh UX B HEIPOCEKPETOPHBIE IPaHyJIbl TUIOTANIAMYCA.

W3 rpanyn runoragaMyca KOMIUIEKCHl «HEHPOPHU3NH — TOPMOH»
MUTPUPYIOT BJIOJb aKCOHA M JOCTHUTraroT 3aJHEH J10iM Turnodusa, rie
(bopMHPYIOT pe3epB TOPMOHOB.

[pn nuccormanyy KOMIUIEKca CBOOOTHBIH TOPMOH CEKPETHPYETCS

B KPOBb.

ITo XxuMHYECKOMY CTPOEHHUIO Ba30MPECCUH U OKCUTOLMH Tpej-
CTaBISIOT COOOW HOHATICNTUABI CIEAYIOMETO CTPOCHHUS:

S

S

| |
H-Iuc—-Tup-Une-T'na—Acu—uc—IIpo—Jlel-T mu—CO-NH,

OKCHUTOLIMH

S

S

| |
H-uc—Tup—®en—I'ma—Aca—Iuc—IIpo-Apr-I'nmu—CO-NH,

Ba30MpPECCHH

OcHOBHOI1 6HOTOTHYEeCKHH APPEKT OKCUTOLIMHA Y MIIEKOITUTATO-

KX COCTOUT B CTUMYJIANNU COKPAIICHUSA TJIAAKUX MBI MaTKH
npu poaax U HUPKYJIAPHBIX MapaaJlbBCOJAPHBIX MBIIICYHBIX BOJIO-
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KOH MOJIOYHBIX JKelle3, COKPAIleHHEe KOTOPBIX BEI3BIBACT BBIACICHHUE
MoJoka. JleficTBue BaszompeccuHa MPOSIBISETCS CTHMYJISLUEH co-
Kpal€HUA TJIaAKUX MBINICYHBIX BOJIOKOH COCYIOB, YTO HNPUBOAUT
K 3HAYUTEIHLHOMY NOBBILICHUIO apTEPHAIBHOTO JaBJICHHS.

OcHOBHas poJib Ba30IlpeccCuHa B OpraHu3Me CBOJUTCS K PeryJis-
LMY BOZHOTO 0OMEHA, T03TOMY €T0 €Il Ha3bIBAIOT AaHTUANYPETHYIE-
CKHUM FOPMOHOM.

B HeGonpmux konmuyectBax (0,1 Hr Ha Kr Macchl Tena) Baso-
MIPECCHH OKAa3bIBaeT MOLIHOE aHTHUANYPETHYECKOE NeHCTBUE MyTeM
CTHMYJISIIMU 0OPaTHOTO TOKA BOBI Yepe3 MeMOpaHbl IOYEYHBIX Ka-
HaJIbLIEB.

AHTHINYPETHYESCKHH TOPMOH B HOPME KOHTPOJHPYET OCMOTH-
YyecKoe JaBJeHHE IIa3Mbl KPOBU U BOJAHBIN 0allaHC YeI0BEYEeCKOTOo
OpraHusma.

[Ipu maromorum (aTpoduu 3aaHEH HONMH THIMO(GU3a) pa3BUBACTCS
HecaxapHbIH quabeT (HecaxapHOe MOYECH3HYpEeHHE) — 3a00JIeBaHue,
XapaKTEepPHU3YIOIIeeCs BhIJCICHUEM OYSHb OOJIBIINX KOJIHYECTB JKUJI-
KOCTH C MOYOH 3a CUeT HapyIIeHHs IPoIiecca 00paTHOTO BCACHIBAHUS
BOJIBI B KaHAJIbIIAX ToUeK (Tadm. 4).

I'opmonanbHbie 3¢ dexTh Heliporumnodu3apHbIX TOPMOHOB peau-
3YIOTCSL B OCHOBHOM Hepe3 aJeHWIATHUKIA3HYI0 MECCEHKEPHYIO
cHCTEMY.

2. Comamomponumn,
KOpMUKOMPONUH U MeAaHOMPONUHbL

Comarorponnblii ropmon (CTIC, ropmon pocra, coMaToTpo-
NMHH) CHHTE3UPYETCA B allUI0(PIIIFHBIX KIETKaX MepeaHeH OIH THTIO-
¢u3a. Konnenrparus ero B runioduze B 1000 pa3 mpeBbIacT KOHIICHT-
panuio Ipyrux rOpMOHOB U cocTaBigeT 5—I15 mr Ha 1 r Tkanu. CTI
4yeJoBeKa COCTOWT M3 191 aMUHOKHCIOTHI M COJEPIKUT JIBE THCYJIb-
(bumHbIC CBS3H.

Ero xoHIeBble aMHHOKHCIIOTHI MPEJCTaBIICHbI (PEHUIIAIAHHHOM.
CTT onpeznensieT MHTEHCUBHOCTh OMOJIOTMYECKOT0 0OMeHa OEIKOB,
JUNHUI0B, YTIEBOJOB U MUHEPAJIBHBIX BEIIECTB BO BCEX KIETKAX Op-
raHu3Ma.

[ox neiicteuem CTI ycunmarorcs cunte3 Oenka, JJTHK, PHK
U TJIMKOT'eHA, MOOMIIA3AIIMS )KUPOB U3 JICTIO M PACIaj] BBICIITUX XKHUP-
HBIX KUCJIOT U TJIFOKO3bI B TKaHSIX.
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[Ipoueccr accummannu, aktusupytomuecss CTI, conpoBoxkaa-
I0TCSl YBeJIMUeHHEeM pa3mepoB Tena u pocrtom ckenera. CTI raxke
KOOPAMHUPYET M PETyIUPYEeT CKOPOCTh INPOTEKaHUs OOMEHHBIX
IIPOLECCOB.

VY uenoseka u nmpumatoB CTI" obrmagaer makTOreHHO aKTHBHO-
CTBIO.

MHorue Ouosnoruueckue 3PQPeKTsl COMaTOTPOITHOTO TOPMOHA
peanu3yroTcsa 4epe3 OcOOBIA OCIKOBBIH (AaKTOp — COMATOMEIHH
(memmatop neiicteust CTI B oprannsme).

IIpn runmodusmzapHoil KapIMKOBOCTH (HMAHTHIONUTYHTApH3-
Me€) OTMe4aeTcs NMPONOPLIUOHAIBHOE pa3BUTHE BCEX dacTeil Tena,
CYIIECTBEHHBIX OTKJIOHEHHI B pa3BUTHUHU IICUXHMKH HE HaOiiona-
eTcsl.

Iunepnponykust CTI y B3pocbIX MPUBOANT K Pa3BUTHIO aKpoO-
Meranuu (OT TP. acros — «KOHEYHOCTBY, megas — «OOJBIIONY),
IIpU KOTOPOH HAYT HENPONOPLHMOHAIBHO HMHTEHCHUBHBII POCT OT-
JIeNIbHBIX YacTel Tena (pykK, HOT, oa00poIKa, HaJOPOBHBIX YT, HO-
ca, s13bIKa) M pa3pacTaHue BHYTPEHHUX OPraHOB.

Kopruxkorponun (aapeHoKOpTHKOTPONHbINA ropmon, AKTI)
BbIpabarbiBaeTcs 0a30(UIbHBIMEA KieTKaMmu ajaeHorumnodusa. Oc-
HOBHOC €T0 lleﬁCTBPIC — CTUMYJIIIMA CUHTE3a U CCKPEIUU T'OPpMO-
HOB KOpPBI HaJII0YEYHHKOB, JONOJHUTEIHHOE — KUPOMOOMIN3YIO-
ee ¥ MEJIaHOCTHMYJINpPYIOIIEe.

Mormekyma AKTT y Bcex BUAOB JKUBOTHBIX COCTOHT U3 39 aMHHOKHC-
sotHeIX octaTkoB: H—Cep—Tup—Cep—Mer—I ny—I nc—®Pen—
Apr—Tpn—TI nu—JIuz—IIpo—Ban—I nu—JIu3z—JIuz—Apr—
Apr—IIpo—Ban—JIuz3—Ban—Tup—IIpo—Acn—Ana—I'1u—
I'my—Acn—I'ni—Cep—Ana—I'ny—Ana—®en—IIpo—Jleii—
'my—®en — OH.

B monexyne AKTI' mpenmonaraeTcss Hanu4due ABYX aKTHBHBIX
Y4aCTKOB HeHTPI[lHOﬁ nenuv, OAH U3 KOTOPBIX OTBEYACT 3a CBA3bI-
BaHHE C COOTBETCTBYIOIIUM DPELENTOPOM, a APYrod — 3a ropMo-
HaIbHEBIN 3P PeKT.

Heiicteue AKTI' Ha cuHTE3 CTEpOUIHBIX TOPMOHOB pEasU-
3yeTcss MOCPEICTBOM aJCHUIATIMKIA3HOM MECCEeHAXKEPHOU
CUCTEMBI.

MenanoTponuHubl (MeJAHOUUTCTHMYJHPYIONIHE TOPMOHBI,
MCT') BeIpabaTHIBAIOTCA MPOMEXYTOUYHOW noned rumodusa.
CymiecTByeT aBa THIIa TOpMoHa — - U 3-MCT.
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a-MCT cocrout u3 13 aMMHOKHCIOTHBIX OCTaTKOB, PACIIOJI0XKEH-
HBIX B caepyromed nocnenoarenbHoctd: CH,—CO—NH—Cep—
Tup—Cep—Mer—I'ny—I'uc—den—Apr—Tpn—Inu—JIuz—
IMpo—Ban—CO—NH,,.

Mornekyna -MCT' cocrouT u3 22 aMHHOKHCIOTHBIX OCTATKOB,
PacHoNIOKEHHBIX B cleAyromel nociaenosarensHoct: H—Ana—TI iry—
JInz—JIuz—Acn—I ny—I'nu—IIpo—Tup—Apr—Mer—I ny—
I'mc—®es—Apr—Tpn—I mr—Cep—IIpo—JIm3—Acn— OH.

@OyHKIMSA MENAaHOTPOIIMHOB COCTOHUT B CTUMYJHPOBAHUH MEJIAHO-
TeHEe3a Y MIICKONUTAIOUIMX U YBEIMUCHUH KOJINYECTBA MEIAHOLUTOB
(IUrMEHTHBIX KIIETOK) B KOJKHBIX IIOKPOBAX Y 36 MHOBOAHBIX.

MCT y KUBOTHBIX TaK)Ke BIUSIET Ha OKPACKy MeXa U CEKpeTop-
HYI0 aKTUBHOCTb CAJIbHBIX JKEJe3.

3. llponakmun, mupomponum,
20HAOOMPONUHBL U TUROMPONUHDL

IIposrakTUH (IAKTOTPONHBIA TOPMOH, JITEOTPONHBIH rop-
MOH) TIpeACTaBIseT coO0i KpyHHBIH OEJIOK, COCTOSIINN M3 OJHOU
HOHHHeHTH}]HOﬁ e ¢ TpeMAa HHCyJ’IB(bPIJIHBIMH CBA3IMHU, HACUUTHI-
Baroniei 199 aMHHOKHUCIOTHBIX OCTaTKOB.

OCHOBHOE €ro JeiicTBHe COCTOUT B CTUMYJIALIUN Pa3BUTHS MOJIOU-
HBIX KeJIe3 U JaKTallUu.

Kpome Toro, mponakTMH CTUMYJIHPYET POCT BHYTPEHHHX Opra-
HOB, CEKPELIUIO JKEJITOr0 Tella, OKa3blBaeT PEHOTPOMHOE, IPUTPOIOI-
THYECKOE U THIEPIIIMKEMUYECKOE JEICTBHE.

YpoBeHb NPOJAKTHHA B KPOBH Y JKESHIIMH PE3KO MOBBIMIACTCS T1e-
pex pomamu (o 0,2 ur/m npotus 0,01 Hr/1 B HOpMe). [pu rumepcek-
pennu MPOTAKTHHA HAOII0NAI0TCA PEKpalleHue MEHCTpyanni (ame-
HOpEsI) U yBEIMYEHHE MOJIOYHBIX XKEJe3 y JKCHIIMH M MMIOTCHIUS
y MY>K4HH.

Tuporponux (TupeorponHsblii ropmoH, TTI') mo cBoelt xummuye-
CKOM CTPYKTYpE SABJIAETCS CI0KHBIM INIMKOIIPOTEUHOM U COJEPKUT I10
IBE - U B-CyObeIMHUIIBI, He 00JIaqatolye 0 OTIEILHOCTH GHOIOrH-
YeCKON aKTUBHOCTBIO.

MonekynspHas macca TupoTponuHa okoso 30 000. dyHkuus TH-
POTpPONMHA COCTOUT B KOHTPOJIUPOBAHNH PA3BUTHS U (DYHKIMH IIIUTO-
BI/IZIHOﬁ KEJIE3bI, a TAKKE PETYJIAIUN OMOCHHTE3a U CCKpCIMH B KPOBb
TUPEOUTHBIX TOPMOHOB.
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a-CyObeIMHUIIA TUPOTPOIMHA COCTOUT U3 96 aMHUHOKHCIIOTHBIX
OCTaTKOB, 3-cyObemunuia — u3 112.

Crneuuduyeckre ¥ HMMYHOJOTMYECKHE CBOMCTBA THPOTPOIHHA
OOBACHAIOTCS HATAYMEM UMEHHO Q-CyObEJUHUIIBI B KOMILIEKCE C 3-CyOb-
€IMHULICH.

JlelicTBuE THPOTPONMHA OCYILECTBISETCS MOCPENCTBOM CBS3bIBAHMS
co crenu(puUecKMMA MEMOPaHHBIMY PELIENTOPAMH M aKTHBALMH aJICHH-
JIATIMKIIA3HOH MECCEH/HKEPHOM CHCTEMBI.

I'onagoTponHbie ropMOHBI (FOHAXOTPONMHUHBI) TPEICTABICHBI
¢dommkynoctumynupytomum ropmonom (OCT, dommTponnHOM)
U JIIOTeHHM3HUpYIomuM ropmonoM (JII', moTpornuHOM, TOPMOHOM, CTH-
MYJIUPYIOMIUM HHTEPCTULHATIBHBIE KIETKH).

3T TOPMOHBI CHHTE3WPYIOTCS B INEpefHEH mone rumodusa u 1o
CBOCH XMMHYECKOH CTPYKTYpE SIBISIIOTCS CIOKHBIMU Oenkamu (TJIHKO-
MIPOTENHAaMH) C MOJIEKYJIIpHO#M Maccoi 25 000.

JIIOTPOIUH COCTOUT U3 JBYX Q- U 3-CyObeIMHHUII, JUIICHHBIX OHO-
JIOTUYECKOM aKTUBHOCTH I10 OTACIBbHOCTH.

I'oHagOTpONMHBI PETYIUPYIOT CTEPOUIO- U TAMETOreHE3 B MOJIO-
BBIX JKEJIE3aX.

@OoNIUTPONHH CTUMYJIHPYET CO3pEeBaHUE (OIIIMKYIIOB B SUYHH-
Kax y CaMOK ¥ CIIEpMaTOIre€He3 y CaMIIOB.

JIFOTpOMNKH y CaMOK CTUMYJIUPYET CEKPEIMIO 3CTPOTEHOB H IPO-
recTepoHa, a TakKe pa3pbiB QOILTHUKYJA ¢ 00pa30BaHUEM JKEJITOTO
Tena.

VY caMIOB JIOTPONUH CTHMYJHPYET CEKPELHUI0 TECTOCTEpPOHA
1 pa3BUTHE MHTEPCTHINAIBFHON TKaHU. BHOCHHTE3 roHaOTPONMHOB
HaXOJUTCS MOJ] KOHTPOJIEM TMITOTAIAMHUYECKOT0 TOPMOHA TOHA0JIH-
OcpuHa.

Jlunorponuusl (innorponHbie ropmonbl, JITT) BeipabaTsiBa-
I0TCS B IIEpeIHEH [1oyie TUIodu3a.

CriexTp uX OMOJIOTHYECKOTO IEHCTBHSI BKIIFOUACT KUPOMOOMITH-
3ytomuid 3¢ PexT, KOPTUKOTPOIHYIO, METAaHOIUTCTUMYITUPYIOILYIO
U THUIIOKIBLINEMHUYECKYI0 aKTHBHOCTb, a TaKXe HWHCYJIMHONOJ00-
HBIH 3 pexT.

JlunoTponHblid 3((EKT JTUMOTPONHUHOB OCYLIECTBISETCS 4Yepe3
CHCTEMY «aeHmIaTuuknaza — HAM®D — npoTenHKHHA3ay, 3aBep-
maromie craguei JedcTBUS KOTOpo# siBisercs (ochopumupona-
HUE TPUALMITINIEPOJI-INIIA3El U €€ aKTHBHPOBAHUE.
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AKTHBHAS TPHAIMITIIALIEPOII-INIIa3a PACIIEIUISIET HeUTpaIbHbIe
JKUPBI Ha TUAIMIITIAIICPOT U BBICIITYIO KUPHYIO KUCIIOTY.

B-numoTponuH He 06Ja1aeT TOPMOHAIBHON aKTHBHOCTBIO (B OT-
JUYHE OT MPOIYKTOB €ro pacmaja, o0pa3yronuxcs Mpyu aKTHBHOM
MIPOTEOIH3E).

B TKaHW MO3ra U MPOMEXYTOYHOU [ojie TUIohu3a u3 S-Iurmo-
MPOTEHHA CHHTE3UPYIOTCS OMOJNIOTHYECKH aKTUBHBIC MENITH/IbI, Ha-
JeJICHHbIE ONMUATONOJO0HBIM JelicTBieM (SHIOPPUHHI U dHKe(da-
JINHBI).



JIEKIIUSA Ne 31. 'opMOHBI INIMTOBUIAHOM
U NapallUTOBUAHBIX JKeJie3,
MO/I2KeJIyIOYHOM KeJjie3bl

1. I'opmonst wyumoeuoHoli rcenesvl

HluTtoBuaHas jxene3a aKTHBHO y4YacTBYeT B OOMEHE BEIIECTB,
YTO TOJTBEPIKIaeTCs OOMIBHBIM €€ KPOBOCHAOXKEHUEM, HECMOTPS
Ha HebouspIyo Maccy (20—30 ).

T'opMoHBI LIMTOBUIHOM JKeJie3bl:

1) Tpuitouaruponun (T3);

2) rterpaitonnTupoHuH (T4, TUPOKCMH) — OCHOBHOW TOpPMOH

(bOJUTHKYISIPHOM YacTH HIUTOBUIAHOM JKeJe3bl;

3) KaJbLUUMTOHWH — TFOPMOH IENTHIHOHN NMPUPOBI, CHHTE3UPY-

eTcsa B mapadoimuKyIapHbIX mwin C-KiIeTkax, o0ecredynBaeT

MTOCTOSIHHYIO KOHIIEHTPAINIO KaJbLHUs B KPOBH.

TupeornoOyIuH CIyKHUT MPEAIIeCTBCHHUKOM THPOKCHHA U TPH-
HOATUPOHUHA.

OTrnuuuTtenpHas OCOOCHHOCTh THPEOHUIHBIX TOPMOHOB —
HEOOXOAMMOCTh MHUKPO3JIEMEHTA HoAa JIs UX OHMOJIOrMYECKON aK-
THBHOCTH.

Buocunres. IlpenecTBeHHUK TUPOKCHHA U TPUHMOMATHPOHHHA
SIBIIICTCSI TUPEOTIO0YIMH — OOJIBIION HOIMPOBAHHBIN TITMKO3HUPO-
BaHHBIN OEIIOK, KOTOPBIA COAEpXUT 115 ocTaTkoB THpO3WHA, IPEICTaB-
nseT coboit popmy xpaneHust T3 u T4 B koyutoHIe U P HOPMATBHOM
(YHKIIMM LIMTOBUIHOW XKeJe3bl 00eCHeYrBaeT IOCTYIUIEHHE 3THX
TOPMOHOB B KPOBb.

ExenHeBHas cekpelysi TOPMOHAIBHOTO HO/a MIUTOBUAHOM KEJle-
301 cocrasisier 50 Mkr. Moauy cocrasusier 0,2—1% ot MaccsI Tupeo-
I00yIHHA.

Jransl MeTa00aM3MAa iioauaa:

1) xonnentpupopanue (I7). IlluToBumHas Xeie3a crocoOHa

KOHIIEHTPHPOBAaTh [° NMPOTHB BBICOKOTO 3JIEKTPOXUMHYECKOTO

rpaIueHTa, 4To TpedyeT 3aTpaT SHEPTHUH, IPOIECC CBA3aH C 3a-

BucuMbiM 0T ATPasel Na'/K*-nHacocom. AKTHBHOCTH Hacoca
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perymupyetcs TupeorponnHoM. O4eHp Mallble KOIHMYecTBa HOAH-

Jla TIOCTYNAloT B IIUTOBUAHYIO JKese3y myTeM nuddys3uu;

2) oxucaenue I". IluToBUaHAS XKene3a CIOCOOHA OKUCIATH [™ 710

COCTOSIHHSI ¢ 0OoJiee BBHICOKOW BaJICHTHOCTHIO, YTO HEOOXOIAMMO

it opraHn¢ukanuu I° m OmocHHTE3a THPEOMAHBIX TOPMOHOB.

B sToM nporiecce ygacTByeT coaepikaliias reM nepokcuaasa, nepe-

KHCh BOJIOPOJa BEICTYITAET OKUCIITIONINM areHToM. CriocoOHOCTh

COEIMHEHHH IPYMITbl THOMOYEBHHBI Ha IaHHOM 3Tarie OMOCHHTE3a

TOPMOHOB IIUTOBUIHON *kKelle3bl UCTIOIh3yeTCs B KAUSCTBE aHTH-

THUPEOUIHBIX TIPENapaTos;

3) HonupoBaHNE THPO3HHA;

4) xoHAeHcauus HOOTHPO3UHOB.

B kpoBH TrOpMOHBI IINTOBHIHON >KEJIE3bl HAXOAATCS B CBSI3aH-
HO#t popme ¢ Oerkamu, MpeodIaaaIei MeTaboIMYeCKH aKTHBHOMN
MOJIeKYJIIpHOH (hopMoii siBisieTcst T3, MOCKOJIBKY OH CBSI3BIBAETCS
C peuenTtopaMu KJIETOK-MHIIEHEH co cpoiacTBoM, B 10 pa3 mpeBwI-
marouuM cpoacTtso T4.

KaTa6o0113M ropMoHOB IIMTOBUAHOM Keje3bl TMPOTEKACT II0
JIBYM HaIpaBICHHUSIM:

1) mo myTH pacmaga TOPMOHOB C OCBOOOKICHUEM HOIUIOB;

2) Mo MyTH JAE3aMHHUPOBAaHUS — OTIICIUICHUS aMHHOTPYII-

bl — OOKOBOM L€y TOpMOHOB. [IpoyKTHl OOMEHA WMIIM HEU3-

MEHEHHBIE TOPMOHBI BBIJICIISIOTCS C MOYOH MITM KaJlOM.

Perymsuunst cuHTe3a M BHICBOOOX/IEHUSI TOPMOHOB IIUTOBHIHOMN
JKEeJe3bl — TJIaBHBIE KOMIIOHEHTHI, COCTABIISIONINE METII0 OTPHUIla-
TeabHOU oOpaTHOU cBsizu — T4, T3, THPEOTPONIUH, TUPOTHOCPHH.
T3 u T4 TopMO34T CBOI COOCTBEHHBII CHHTE3 110 MEXaHU3MY 00part-
HOI! CBSI3M.

CTuMyIIOM AJIS TOBBIMICHHON CEKpPEIui THPOINOeprHA U THPEO-
TPOIHMHA CIY)KUT CHIDKEHHE COAEPIKaHHUs THUPEOHUIHBIX TOPMOHOB
B KpOBH.

MexaHu3M JelicTBUS THPEOUAHBIX TOPMOHOB:

1) moBwImeHHE MOTIOMEHNS Kuciopoaa. ekt HadbmrogaeT-

C4 BO BCEX OpraHax, KpoMe TOJOBHOT'O MO3Ta, PETUKYJO3H]I0-

TeIUaNbHOW cucTeMbl W ToHaZ. OHU MOBHIIAIOT 3P (PEKTHB-

HocTh paborel Na'/K™-ATPasHoro Hacoca, 4TO NPHUBOIHMT

K TOBBIICHHON yTunu3anuu ATP u k moBBIIIEHHOMY TOTpPeO-

JICHHUIO KUCJIOpOJa B MPOIEcCe OKUCIUTENbHOro (ochopunu-

poBaHus;
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2) MHAYKOHA CHHTE3a OENKOB ITyTeM AaKTHBAIlMM MEXaHH3Ma

TE€HHOU TPAaHCKPUIILUY;

3) peryusiusi CKOpOCTH OCHOBHOT'O 0OMeHa, pocT U nuddepeH-

LUPOBKA TKaHEH, 0OMEeH OEIKOB, YIJIEBOAOB U JHUIIH0B, BOJHO-

SIEKTPOIUTHBIN 0OMEH.

IMatodusznosorus

OHJEeMUYECKHil 300 — KOMIICHCATOPHOE YBEIMYEHHE IIUTO-
BHJIHOM KeJle3bl IPU HEJOCTaTKe Hoaa B MUILNE W BOJE, MPH KOTO-
POM MPOUCXOIUT pa3pacTaHUE COCIUHUTEIbHON TKaHU IIUTOBH]I-
HOW iKene3bl, HO 0e3 yBEJIHYCHUS CEKPEUUH THPEOUIHBIX
TOPMOHOB.

Jleuenne 3akiroyaeTcs B 000TaICHNH IPOAYKTOB TUTAHMS HEOpra-
HUYECKHUM HOJIOM.

l'uneptipeo3 — mnoBbIIeHHas (QYHKIUS LHIMTOBHIHOM Kee3bl
(300 muddy3HbII TOKCHYECKHIT, 6a3e0Ba OOJIC3HB).

OO6ycioBieH W30BITOYHBIM O0pa30BAaHHEM THPCOWIHBIX TOP-
MOHOB.

Pe3koe mnoBbIlIeHHE 0OMEHA BEIIECTB COMPOBOXKIACTCS YCHUIICH-
HBIM paclia/IoM TKaHEBBIX OEJIKOB, YTO NMPHUBOJAUT K PAa3BUTHIO OTpPHU-
LATETBHOTO a30THCTOro OanaHca, 00IIEeMy HMCTOIICHHIO OpraHU3Ma.
XapakTepHbIE CHMITOMBI O0JIE3HU:

1) pe3koe yBeTWYEHHME YUCIA CEPACUHBIX COKpAIlEeHUN — TaXu-

Kapaus;

2) myderiazue — 3K30(TanIbM;

3) 300 — yBenu4eHHE B pa3Mepax IIUTOBUIHOMN KeEJIE3Hl.

JledeHueM sIBIIAETCS ONEPATUBHOE yNAJICHUE BCEH IUTOBMJHOU
KeJIe3bl WM BBE/ICHHUE aHTarOHUCTOB THPOKCHHA, TOPMO3SIIMX CHHTE3
THUPEOUTHBIX TOPMOHOB.

Kanbiuronun cexperupyercs mapadoUTUKYIAPHBIMU KICTKaMHU
IIATOBUIHOM KeJe3bl, peKe — NapallMTOBUAHOMN kKeJe3bl WIN THU-
Myca.

YpOoBeHb €ro CeKpenrH Peryaupyercsi KOHIEHTpanne HOHU3NPOo-
BaHHOTO KaJIbIIMsl, CTUMYJ K CEKPEIIMH — TJIFOKAroH U IEHTaracTpHH.

Mexanusm jeiicTBus

Ponb B Quznonorun He COBCEM SICHA, YBEIWYMBACT COJEpIKaHUE
cAMP B KoCTH, OKa3pIBacT 3HAYMTENBHBIA 3(PPEKT Ha METa0OIH3M

docdara.

Knuangeckux nposBleHNH HeI0CTaTOYHOCTH HET.
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2, FopMOHbl napamumoeu()nblx Jeenies

Maparropmon (IITI) conepkutr 84 aMHHOKHCIOTHBIX OCTaTKa
M COCTOUT U3 OJHOM MOJIMNENTUAHON LEIH.

YuacTne napaTHpeoHHOr0 ropMOHa B MHHEPAJIBHOM IOMeocTase

1. KaabuueBblii romeocras:

1) IITT moBeImIaeT CKOPOCTh PACTBOPEHHSI KOCTH (BBIMBIBAaHUE

KaK OpraHMYecKHX, TaK ¥ HEOPraHMYECKUX KOMIIOHEHTOB), 4TO

obecrieynBaeT 1Mepexo]] HOHOB KaJIbIUsI BO BHEKJIETOUHYIO KH/I-

KOCTb;

2) CHWXXAeT MOYEUHBIH KIIMPEHC, T. €. SKCKPEIHIO KaJIbIHs, TEM

CaMbIM CIIOCOOCTBYET MOBBIIIEHUIO €0 KOHIIGHTPAIlUU BO BHE-

KJICTOYHOM KUJKOCTH;

3) mocpencTBOM CTUMYJISIIIMK 00pa30BaHMsI KAJIBLIUTPUOHA yBe-

JMYMBaeT (PQPEKTUBHOCTh BCACHIBAHUS HOHOB KalblUs B KH-

[IEYHUKE.

Takum obpazom, IITI" mpenoTBpamaer pa3BUTHE THIIOKaJIbIIHE-
MHH [IPU HEJOCTATOYHOCTH KaJbLIMs B MHIIE, HO 3TOT 3P QEKT A0CTH-
raeTcs 3a CUeT BEIIECTBA KOCTH.

2. 'omeocTa3s docdara.

[TapHBIM KambOHI0 HOHOM OOBIYHO siBIsIETCA docdart.

Korga IITI' ctuMmynupyeTr pacTBOpEHHE MUHEPAJIbHOIO Mart-
pukca xKocTH, pocdaT BricBOOOXKHaeTcs BMecTe ¢ KaimpiueM. [1TT
MOBBINIACT TAK)KE MOYCUHBIN KiupeHc docdara.

B utoro cymmapusrii 3gdext I1TI Ha KOCTH ¥ TOYKH CBOAUTCS
K YBEJIMUEHHMIO KOHIEHTPALUU KalbIUs U CHUKCHUIO KOHIIEHTpa-
nnu pocdara BO BHEKICTOUHON JKHUIKOCTH.

Peryasinusi cuHTe3a 1 MeTadoau3Ma

Ckopoctb obpa3zoBanust u cekperuu [1TT 3HaUNTEIEHO BO3pacTaeT
MIPU CHIDKCHUH KOHIIGHTPAlMM HOHOB KalbIHs, pachaj] Ha IepBO-
HAYaJIbHOM 3Tale He 3aBUCHUT OT KOHLIEHTPALU HOHOB KaJIbLUs.

IIporeonu3z IITI mpoXoAUT B OCHOBHOM B MapaliMTOBUIHOU
xkenese. [lepudeprueckuit mpoTEOTN3 MPOUCXOIUT TIABHBIM 00-
pa3om B kymndepoBckux kietkax meuenu. Cekpenws IITI Haxo-
JIUTCSI B 0OpPaTHOM 3aBHCHMOCTH OT KOHIICHTPAIIUH HOHOB KaJIbIIHS
1 MarHus B CpeJe.

MexaHu3M aeicTBus:

1) TITT ces3piBaeTCs ¢ MeMOpaHHBIM pelenTopoM. Bzammo-

JelCTBHE TOpPMOHA C PELEeNTOPOM HHHIIMUPYET TUIIHYHBIN
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Kackaj COOBITHI: aKTHBAIMIO aJeHUIATIHKIA3bl — yBEJIHUE-
HUE KJIETOYHOM KOHLeHTpauuu cAMP — yBenuueHnue conmep-
KAHUA KaIbIUs B KIETKe — (ochopunnpoBanue cuenupude-
CKMX BHYTPHUKJIETOYHBIX OCJIKOB KHMHAa3aMHU — aKTHBAaLHUIO
OTIPEZICJICHHBIX BHYTPHKJIETOYHBIX (epMEHTOB wiIn OENKOB,
OTIpEIeNIAIOIUX B KOHEYHOM HTOTE OHMOJIOTMYECKOe JEHCTBHE
TOPMOHA;

2) pnusuue [ITI Ha KOCTH TMPOSBIAETCS MHOXECTBEHHBIMH 3(-
(dexramu, cyMMapHbIi 3P PeKT — necTpyKIus KOCTH, COIPOBOXK-
JTAFOINAsACs BHICBOOOKICHUEM KaJbIiHs, hochopa v SIEMEHTOB Op-
FaHU4YEeCKOro Marpukca. KIeTku, OTBETCTBEHHBIE 3a 3TOT
MIPOLIECC, — OCTEOKJIACThl WJINM OCTEOLUTHI. BHYTPHKIETOUHBIM
nocpennukoM IITIN coyxur uon kaneuus. IlepBoe mposBieHue
s¢pdexra [ITI — cHIKeHNE KOHIIEHTPAIIMA HOHOB KaJbIIUs B IIe-
PUILIEIUTIONSIPHOM TPOCTPAHCTBE M BO3pPACTaHUE €ro BHYTpPHUKIIE-
TOYHO. YBEIMUYCHHE BHYTPHKICTOYHOTO KaJbLUS CTUMYJHUPYET
cunre3 PHK B kieTkax kocTH 1 BEICBOOOX IEHIE (DEpMEHTOB, y4acT-
BYIOIIIX B PE30POIIH KOCTH.

B orcyrcrBue BHeknerounoro kanpuus IITIN no-npexsemy noBbl-
1aeT KoHueHTpauo cAMP, HO yXe He CTUMYIIMPYET Pe30pOLuio
KOCTH;

3) BousHue IITI Ha moyku: BAMSET Ha TPAHCHOPT HOHOB
B BHJIC€ YBEIMYCHMs pe30pOUMM KanblHs H3 KIyOOIKOBOTO
¢unbpTpaTa, TOopMOXKeHHs pe3opobunn QocharoB, HHrHONpoOBa-
HUS TPAHCIOPTAa MOHOB HATpHA, Kalus U OMKapOoHaTa;

4) pnusuue 1T Ha cAM3KUCTYIO KMIIEYHMKA: HE OKa3bIBACT Mps-
Moro 3 QeKTa Ha TPAHCIIOPT HOHOB KaTBIUS Yepe3 CIN3IUCTYIO KH-
LIEYHUKA, HO CIYXKHUT PELIalomnM (HakTopoM Peryisiuur OHOCHH-
Te3a KaJbIIUTPHOHA.

MMaToduzuosaorus

Henoctarok IITI" npuBOAUT K TUIIONApaTUPEO3Y: BO3ZHUKAIOT

CHIDKEHHE YPOBHSA HOHH3UPOBAHHOI'O KAaJbIUs M IIOBBIIICHUE
ypoBHS ocdaTa B CEBIBOPOTKE KPOBH.

CHMNTOMBI
Bricokas HepoOMEIIIeYHasi BO30YIUMOCTb, BBI3BIBAIOIIAS CYIO-

POTU M TETAHUYCCKNUE COKpAIICHUS MBIIII.

Tsoxemas OCTpas runoKaJIibueMus BEACT K TCTAHUYCCKOMY Iapa-

JINMYY AbIXaTCJIBHBIX MBIMIL, JJAPUHI'OCIIasMy, CHJIBHBIM CyJOopOoraM
" CMCPTH.
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IIpyunHa runonapatupeosa — Cily4alHoOe yJaJIeHUE WK IOBPEX-
JICHHE MapallluTOBUIHBIX JKeJIe3 IIPH OIepalyax Ha LIee UIH ayTOUM-
MYHHasl JECTPYKIUS TapalIUuTOBUAHBIX KeEJIe3.

IIceBnorunonapatupeo3 — PpPE3UCTEHTHOCTb OPraHOB-MMIIEHEN
K Omomornaecku aktuBHOMY [ITT .

Broxumuueckne CABUTH CONPSDKEHBI C JedeKTaMu pa3BUTHS: Ma-
JBIA POCT, YKOPOUYEHHE ISICTHBIX M TUTFOCHEBBIX KOCTEH, 3a/IepKKa yM-
CTBEHHOTO Pa3BUTHSL.

lunepmapatupeos (u36srTounas npoxyknus [1TIN) Bo3HMKaeT
BCIICJICTBHE aJICHOMBI MMapaTHUPEOUIHBIX Keye3 JU00 UX rumep-
IJIa3UU.

buoxumuueckue KpUTEPUU TUIIONAPaTHPEO3a: IOBBIIICHHBIE
YPOBHM HOHM3UpOBaHHOro Kanblusd U IITT 1 cHUIXKEHHBIN ypOBEHb
(dbocdaToB B CHIBOPOTKE KPOBH.

B psne ciiygaeB HaOmrogaloTCs BRIpaXXeHHas pe3opOuus KocTel
CKeJIeTa ¥ pa3IMYHbIe MOBPEXKACHHS MMOYEK, BKIIOYasi KAMHHU B II0Y-
Kax, 4aCcToe WH(UIMPOBAHNE MOYEBBIX ITyTEH, CHIKEHNE (QYHKIHH
MOYeK.

Bropuunslii mapaTtupeo3, xapakTepU3YIOLIUICS Tunepiuiasuei
MapamUTOBUIHBIX Kene3 u runepcekpenuein [T, Habmonaercs
y HAlMEHTOB C IMOYEYHOH HEJOCTATOYHOCTHIO, COMPOBOXKIAETCA
HapyIllIEHHEM BCACBIBAHMS KaJbLMs B KUIIEUHUKE U KOMIIEHCATOP-
HBIM BOo3pacTanueM BeicBoOoxaeHus [1TT .

3. F'opmonwl noodxicenyo0ounoil rieenesvl

[MomxenynodnHast kene3a MpeAcTaBiIsieT coOOH aBa pasHBIX Op-
rafa, OObeIMHCHHBIX B EAMHYIO MOP(OIOTHIECKYIO CTPYKTYPY.

AnunHapHas 4acTh BBINOIHSIET 3K30KPUHHYIO (YHKIHIO, CEKpe-
TUPYS B IIPOCBET JBEHAAIATUIIEPCTHOW KMIIKK ()EPMEHTHI U HOHBI,
Heo0X0AUMBIE Ul KHIIEYHOTO IMHIIEBAPEHHUSL.

DHJOKpPUHHAS YacTh XeJe3bl MpeAcTaBieHa ocTpoBKkaMu JlaH-
repraica, COCTOSIIMMHU M3 KJIETOK Pa3HOIo THUIA M CEKPETHPYIO-
LIIMMU HWHCYJNHH, TJIIOKaroH, COMAaTOCTAaTUH U MaHKpeaTU4eCKUH
TTOJIMTIETITH ]I, KOTOPBIE BHICBOOOKJAIOTCSI B TAHKPEATHIECKYIO Be-
HY, BIaJalNy0 B BOPOTHYIO.

WNHCcynuH — mepBBIid 0€OK ¢ JOKa3aHHOW TOPMOHAIBHOMW ak-
TUBHOCTBIO, BIIEPBBIE MOJYYEH B KPUCTAUIMYECKOM BHie. Moie-
KyJla HHCYJIMHA — MOJMIENTH, COCTOAIUN U3 IBYX ILiemel, cBsA-
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3aHHBIX MEXAY cOo00H MUCYIb(QUIHBIMH MOCTHKaMH. MeXay HH-
CYJIMHOM YEJIOBEKA, CBUHBH M OBIKA CYHICCTBYET OOJIBIIOE CXO[I-
cTBO. brocuHTE3: NpeecTBeHHUKN HHCYJIINHA.
WHCyIMH CHHTE3UpYyeTCS B BUAE MPENPOrOPMOHA.
CuHTE3 MHCYIMHA U €r0 yIaKoBKa B I'PaHYJbl IPOUCXOIUT
B OIPE/CIICHHOM TOPSJIKE: MPOUHCYJIIMH CHHTE3UPYESTCs Ha PUbO-
coMax IIEpPOXOBAaTOr'0 HJIOIIIA3MAaTHUYECKOI'0 PETUKYIyMa, 3aTeM
POUCXOIUT PEPMEHTATUBHOE OTLICIIIICHHE U CKJIaJbIBAHHE MOJIe-
KYJIBI, TIOCJIE Yero MOJIEKYyJla IPOMHCYJINHA IIEePEHOCUTCS B aria-
pat [oabmku, rae HaYUMHAIOTCS MPOTEOJIM3 U YIAaKOBKAa B CEKpe-
TOPHBIE TPaHYyJIbIL.
[TpouHCYIMH ¥ MHCYIUH COSAMHAIOTCA C HUHKOM. ['eH 4yenoBe-
YeCKOT'0 MHCYJIMHA JIOKAIN30BaH B KOPOTKOM IlIeue XpoMocoMmbl 11.
Peryasinus cekpenuu MHCYJIUHA
IMomxenynounas xene3a yenoBeka cexkpetupyer 10 40—50 enu-
HUII HHCYJIMHA B CyTKH. CeKpenrs HHCYJINHAa — YHEePro3aBHCHUMBIH
rporecc.
CTUMyNBI CHHTE3a UHCYJIMHA:
1) moBBIIIEHHE KOHIICHTPAIIUH TIIOKO3bI B KPOBH. DTO TIABHBIN
(HU3HOTIOTMYECKUH CTUMYIT CeKpenny HHCyarHa. Cekperys HHCY-
JMHA B OTBET Ha IIOBBINICHHE KOHIECHTPALMU TJIFOKO3Bl HMEET
nByxGa3Hblit XapakTep. IlepBas (aza peakuny HaYWHACTCS B IIpe-
Jenax 1 MUH TIOCJIe IOBBINICHHST KOHLCHTPALUH TIIIOKO3bI U IPO-
nomkaetrcs 5—10 muH. Bropas ¢aza (bonee MemmeHHas u 6oiee
MIPOJIOJDKUTENbHAS) HACTYTIACT 110CTe YAAICHHS TIIIOKO3HOTO CTH-
MyJIa; (-KJIETKH pearupyloT ¥ Ha CKOPOCTbh N3MEHEHHUS KOHILICHTpa-
LIUH TJIFOKO36I B IIJIa3Me;
2) ropMmoHajibHbIe (akTopel. Ha BBICBOOOXIEHHE HHCYJIHWHA
BJIMSIET MHOKECTBO TOPMOHOB!
a) ¢-aJipeHepruyYecKre arOHUCTHI (alpeHaNInH) — IO0JaBIIs-
10T CEKpELHIO HHCYINHA;
6) [-ampeHepruyecKue arOHHCTBHI — CTHMYJIUPYIOT CEKpe-
LU0 MHCYJMHA ITyTeM IOBBIMICHHUS KOHIEHTPALMH BHYTPH-
kietogHoro cAMP;
3) ¢apmakonoruyeckue areHThl. CeKpeluio WHCYJIHHA CTHMY-
JMUPYIOT MHOTHE JIEKapCTBEHHBIE MpenapaTsl — MPOH3BOIHEIC
CyJb()OHUIIMOYECBUHBI,
4) BHYTPHKIETOYHBIC MEAMATOPHI CEKpelun. [Ipu cTUMYISIIUU
CEKpelMH MHCYJIMHA TJII0K030# BO3pacTaeTr moTpedlieHne KHc-
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nopoxa u ucnonb3oBanue ATP, 4yTo conmpspKeHO ¢ MHIYIIUPO-

BAaHHOI MOHAMU Kalus JeNoJsipu3aiieii MeMOpaHbl ¢ OBICTPBIM

MIPOHUKHOBEHHUEM B KJIETKY HOHOB KaJbIU IO MOTCHINAT3aBU-

cuMoMy kaHany. CIusiHHEe WHCYJIMHCOJEpXKAIIUX CEKPETOPHBIX

TpaHyl C IUIa3MaTHYeCKOW MeMOpaHON M MPOUCXOIAIIAs B pe-

3yJbTaTe CEKpeuus HHCYJIMHAa — MPOLECCH, 3aBUCSIINAE OT

KaJbIus.

B mpomecce cekperuu MHCynHHA ydacTByeT M cAMP, koTopsblit
MOTCHIUPYET 3PQEKTH TIIIOKO3Bl U aMHHOKHCIOT. DTOT HYKJICOTH[
CTUMYJIIUPYET BBICBO60)KJICHI/IC HMOHOB KaJIbIIA U3 BHYTPUKICTOYHBIX
OpraHe’u.

MeTta00JHM3M HHCYJINHA

WncynuH He nMeeT Oellka-HOCUTEINS B IIa3Me, M03TOMY B HOp-
Me IIePHOJI ero MONIYXU3HU He Ooiee 5 MuH. MeTabonndeckue mpe-
BpallleHUs] UHCYJIMHA MPOUCXOAST B OCHOBHOM B II€YEHH, IMOYKaX,
TIJTaIeHTe.

Oxkono 50% uHCynMHA UcYe3aeT U3 MIa3Mbl 32 OJHMH Maccax ye-
pe3 medyeHb. B MeTabosnm3Me MHCYNIMHA ydacTBYIOT BE (EpMEHT-
HBIC CUCTCMBI:

1) mHCYnuH-cnenuduyecKkas IpPOTEHHA3A;

2) TIyTaTHOH-MHCYJINH-TPAHCTHIPOTEHA3a.

dusnonorunueckue 3¢ ekt nHCynuHa. [locneacTBuemM nHCYIH-
HOBOM HEJZOCTATOYHOCTHU SBIIAETCS CaxapHbIH IuabeT, OCHOBHBIM
MIPU3HAKOM KOTOPOTO SIBIISICTCSI THIIEPTIIMKEMHS, Pa3BHBAIOIIASICS
B pe3yJbTarTe:

1) MOHMXEHHOTO NPOHUKHOBEHUS TIIIOKO3bI B KICTKH;

2) CHWXXEHUS yTHIHM3AIMH IJTIOKO3bl Pa3INIHBIMH TKaHIMH;

3) mnoBbIIIEHHsT 00pa30BaHUs TIIOKO3bI (TIIIOKOHEOTeHE3a) B IIEYEHH.

BansiHue Ha TPAHCNOPT ITIOKO3bI Yepe3 MeMOpaHy

BHyTpuKIieTOUHAas! KOHIIEHTpAIHsi CBOOOTHON TIIOKO3bI 3HAUU-
TEJIBHO HUXKE €€ BHEKJIETOYHOH KOHIeHTparuu. CKOpOCTh TpaHC-
HopTa TJIIOKO3bl 4Yepe3 IIa3MaTHYeCKyl0 MeMOpaHy MBIIICYHBIX
1 )KMPOBBIX KJIETOK OMpeeNseT HHTEHCUBHOCTE (ochopumuposa-
HUS TIIIOKO3bI U €¢ JaIbHEeHNIni MeTa0oIu3M.

['moko3a IpoHMKAaeT B KIETKH IIyTeM obierdyeHHoU nuddys3umn,
OIIOCPEOBAHHON MEPEHOCUHUKOM.

WHcynuH ycunMBaeT 3TOT MpOIecc, yBEeJIWYHMBas YUCIO Iepe-
HOCUYHKOB, HO 3TO HE KacaeTcs MeYeHOYHbIX KIIeTOK. VIHCynuH ycu-
JUBAET MPUTOK TJIIOKO3Bl B TEMATOUMTHI, HHIYIHPYs TIIOKOKHHA-
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3y — (epMeHT, mpeBpallaiuil TII0K03Yy B TIIH0K030-6-ocdar.
B pesynbprate ObicTponporekaroniero (hocOopuIMpOBaHUs KOHIICHT-
pauus cBOOOIHOW TIFOKO3BI B T'e€NATOIMTAaX HHU3Kas, IPOHUKHOBE-
HUE TIJIIOKO3Bl B TEMaTOLHT obecreyuBaeTcs npocToi nuddysueit
10 TPaIUeHTY KOHICHTPAIHH.

WHcynnH oka3blBaeT BIMSHHAE HAa BHYTPUKIETOUHYIO YTHIIU3a-
LU0 TIIOKO3HI.

[TonoBHHA IIIOKO3BI Yepe3 TIIMKOJIN3 MPEBPALIACTCS B SHEPTHIO,
BTOpas IMOJOBHWHA 3aIlacaeTcs B BUJIE )KUPOB. B oTCcyTCTBUE HHCYIH-
Ha ocllabeBaeT MHTEHCUBHOCTD TJIMKOJIN3a U 3aMEJUISIOTCS MpoLiec-
CHI TJIMKOT€HE3a U JIUIIOTeHEe3a.

OO6pa3oBaHue TIIOKO3bI W3 IPEIIIECTBEHHHKOB HEYTIEBOIHOM
TIPUPOJIBI OCYIIECTBISIETCS B pe3ynbTare (pepMEeHTATHBHBIX PEaKIvH,
MHOTHE U3 KOTOPBIX CTUMYJINPYIOTCS TIIFOKarOHOM, TIIFOKOKOPTHKOHI-
HBIMH TOPMOHaMH, B MEHbIIEH CTeneHrn aHruoteHsuHoMm Il u Baso-
MIPECCHHOM.

Wncynus nonasisiet 3Tu hepMeHTaTHBHBIE peakiuu. KitoueBoit
¢depmenT riokoHeoreHe3a B neueHn — DEIIKK, mon nefictBuem
WHCYJIMHA KOJHMYECTBO 3TOro QepMeHTa CHWKaercs. BnusHue Ha
MeTabOoIN3M TIIOKO3HI.

Pesynbprupyltomiee aeWcTBHE BCEX MEPEUYHMCICHHBIX BHINIE (-
(EeKTOB MHCYJIMHA CBOJAMUTCA K CHIDKCHHUIO COAEPXKaHUS TIIFOKO3BI
B KPOBH.

Bausinne MHCYJIMHA HA MeTa00JM3M JIUNUI0B

Kpome oxa3zaHWg JTUINOTEHHOTO ACHCTBHUS, MHCYJIUH SBISETCS
MOIIIHBIM HHI'MOUTOPOM JIMTIOJIN3a B IEYEHU U )KUPOBOI TKAaHU, OKa-
3BIBast HEMPAMOE aHA0OIMIECKOE ACHCTBHE.

3T0 MOXKET OBITH CIIEICTBUEM CHOCOOHOCTH MHCYJIMHA CHUXKATh
copepxanne CAMP u mHrnOMpoBaTh aKTHBHOCTh TOPMOHYYBCTBH-
TEJIbHON Jinnasel. B pe3ynpTare WHCYJIMH CHW)KAET COJepKaHHe
KUPHBIX KHCIOT B KPOBH, KOTOPBIC, B CBOIO OYEpENb, MOJABISIIOT
TJIMKOJIM3 U CTUMYJIUPYIOT TIIIOKOHEOI€HE3.

VY GOJBHBIX C WHCYJINHOBOW HEIOCTAaTOYHOCTHIO aKTUBHOCTH
Jinna3bl MOBBIMIACTCA, YTO MPUBOAUT K YCUJICHUIO JIUIIOJIN3a U YBC-
JMYCHUIO KOHIIEHTPAIMH KUPHBIX KUCIOT B Tu1a3me u nedeHu. Co-
JIep>kaHue TIOKAaroHa y TaKUX OOJBHBIX TaKKe MOBBIIIAETCA, U 3TO
YCHJINBAaET BBIXOJ CBOOOJIHBIX JKHPHBIX KHCIOT B KpOBb. YacThb
CBOOOJHBIX >KHPHBIX KHUCIOT MeTabomm3upyercs no anetmi-CoA
1 3aTeM B TUMOHHOM nukie 1o CO, u H,O. Ilpu uHCYTMHOBO# He-
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noctatounoctr aneTmin-CoA mpespamaercs B aneroaneTuii-CoA,
3aTeM B AIleTOYKCYCHYIO U B-THIPOKCUMACIHYIO KUCIOTH. UHCY-
JUH BIUSET Ha KJIUPEHC JHUIONPOTENHOB OYCHb HU3KOM M HU3KOH
IJIOTHOCTH, YTO YCKOpPSIET pa3BUTHE aTePOCKIIEpo3a y OOJIBHBIX
THa0deTOM.

Ha wmerabGonu3m OenkoB MHCYJIWH OKa3blBaeT aHaOOJIMYecKoe
JefcTBHE, CTUMYIUpPYS CHHTEe3 OEIKOB M yMEHbIIAs HMX pacmam.
WHCYNMH CTUMYIUPYET NpOou(epaIiio KIeToK.

MexaHu3M el CTBUSI MHCYJIHMHA.

1. Penentop mHcynuHa — crneunpuueckuili TIMKONPOTEHHO-
BBII peLEenTop Ha MOBEPXHOCTH KJIETKU-MHIIEHH, CHHTE3UPYETCS
B BHJIE€ OJHOLIETIOYEYHOr0 MENTHIA B [IEPOXOBATOM JHJOIIa3Ma-
THueckoM petukyinyme. Konnenrpanus peuentopos — 20 000 Ha
KJIETKY.

2. BuyTtpuknetounsle MenuaTopsl. [Ipeanonararot, 4To riaroKko3a
JEWCTBYET B KQUECTBE CHUTHAJIA AJIsI aKTHBUPOBAHMUS a/ICHIIATIINKIIA-
361, 0Opa3oBasieiics CAMP (B kauecTBe CUTHAJA JJI CEKPEIUH UH-
CyTHHA).

3. MHorue u3 merabonnyeckux 3¢ (HEeKTOB HHCYIHUHA OMOCPEIO0-
BaHBI €r0 BIWSHHWEM Ha peaknuu (ochopunupoBaHus u nedocdo-
punupoBaHusA Oelika, YTO, B CBOIO Ouepelb, BIMICT Ha (epMeHTa-
THUBHYIO aKTHBHOCTH 3TOTO OeJKa.

4. NUucynuH BiuseT Ha Tpancisiuio MPHK.

5. MHCYnMH BNHsET Ha TPAHCKPUITLIUIO TE€HOB.

IMarodusuosorus

IIpu HegOCTATOUHOCTH MHCYJIHMHA WIN YCTOWYUBOCTHU K €T0 AeH-
CTBHMIO Pa3BHUBAeTCs CaxapHbI Anaber, Jalle WHCYIMHOHE3aBHCHU-
Mblil nuabet 11 tuna. J[ns Takux OOJNBHBIX XapaKTepPHBI OKHUPCHHE,
TIOBBIIIEHHOE COJIEPXKaHNE B IUIa3Me MHCYJIMHA W CHIDKEHHOE KOJIU-
YECTBO MHCYJIMHOBBIX PELETITOPOB.

Huaber | Tnma — wHCYNMMHO3aBUCUMBIA. KIMHIYECKH BBISIBIISIC-
MBIE€ CUMITOMBI — IOJINYPHsI, TIOJMUIUIICUS, Toaudarus. Beispis-
JOTCSI THUIEPTINKEMHUS | TJIIOKO3ypHsi, HapylmeHus oOMeHa OelKOB,
JUMHIOB, YTICBOOB.

I'moxaroH — OJHOLIENIOYEYHbIH TOIUNENTHA, OCHOBHOE MECTO
CHHTE3a — A-KIIETKH OCTPOBKOBOTI'O amlapara HoKeIyJOUHOH Ke-
ne3sl u npyrue mecra JKKT. B nnasme naxoautcs B cBOOOJHOM
COCTOSIHHM, HE CBSI3BIBAETCS C TPAHCIOPTHBIM OEJIKOM, WHAKTHBa-
LU €ro MPOUCXOAUT B neueHu. Cekpenus TIII0KaroHa MoaaBiseTcs
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rI0K030i. dusnosoruueckuii 3¢ ¢GexT, Kak MpaBuio, MPOTUBOIO-
noxeH 3¢ dexkraM MHCYNINHA, CTUMYJIUPYET TNIMKOTEHOJU3 U JINIO-
T3, BBI3BIBAET OBICTPYIO MOOMIM3ANNI0 NCTOYHHKOB MOTEHIINAIb-
HOW DHEPrHH C 00pa3oBaHMWEM TIJIOKO3bl W IKUPHBIX KHCIIOT,
HanOoJlee aKTUBHBIA CTUMYJIATOP TIIFOKOHEOreHe3a. CBA3BIBAACH CO
CBOMMU pELENTOPaMH Ha MIa3MaTHYeCKOi MeMOpaHe IenaToluTOoB,
TJIFOKAarOH aKTUBHPYET aJCHIIATIHNKIIA3y. | eHepupyeMBIil IPH STOM
cAMP akTuBupyer pochopuiazy, KoTopas yCKOpseT pacna INIHKO-
reHa, HHAYIHPYeT psaa (epMEeHTOB TIIIOKOHEOTEHEe3a, CTUMYIUPYS
NpeBpalleHue aMUHOKHUCIIOT B IJI0K03Y. [ TFOKaron — MOIIHbBIN JIU-
MOJUTUYECKUI areHT, aKTUBUPYET junasy. [Ipu uHCYIHMHOBOH He-
JIOCTaTOYHOCTHU COJIepKaHHME TIIOKaroHa BCETAa MOBBIIICHO.

ComarocTaTvH — UKJIMYECKUI NENTHA, CHHTE3UpyeMblil B D-kiiet-
Kax OCTPOBKOB IOKEITyIOYHOM xkene3bl. logaBnser neiictBue apyrux
TOPMOHOB OCTPOBKOBBIX KIIETOK, AEHCTBYS MapaKpUHHBIM ITyTEM.
B ¢dapmakomornyeckix KOJNMYECTBAX 3HAUMTENHFHO YMEHBIIAET KETO3
IpU caXxapHOM Jualere 3a CYET CHOCOOHOCTH TOPMO3HTH CEKPELHIO
ItoKaroHa. Jlpyrue BIUsHUS:

1) 3amemisieT ONOPOKHEHUE HKEITYJIKa;

2) TOPMO3UT CEKPEIUIO TaCTPHUHA, COJSTHOW KUCIIOTHI,

3) momaBisAeT SK30KPUHHYIO (QYHKIIMIO MTOKEITY IOUHOM KeJIe3bl;

4) yMmeHbIIaeT KpoBooOpalieHne B OPIOIIHOI MOJIOCTH.

ITankpeaTrueckuii OMUNENTHT — NPOAYKT F-KJIeTOK MmoKeny-
J04uHOH skene3bl. COMAaTOCTaTHH M IIIOKO3a CHUXKAIOT €ro CeKpe-
uuio. Ero ¢pyHkuus HenszBecTHa.



JIEKIIUSA Ne 32. 'opMOHBI HAAMOYEYHUKOB,
M0JI0BbIE TOPMOHBI,
NMPOCTATJIAHIUHBI U TOPMOHBI TUMYCA

1. 'opmonwt Haonoueunukos

HaarmoueuHnKy cOCTOSAT U3 ABYX Pa3IMYHbBIX B MOP(OIOTrHYECKOM
¥ (QYHKIHOHATFHOM OTHOIICHHH YaCTeH — MO3TOBOTO W KOPKOBOTO
BEILIECTBA.

KopxkoBoe BemecTBo COCTONT U3 SIHUTEINATLHON TKAaHU U CEKpe-
THPYET TOPMOHBI CTEPOUTHON MPUPOJIBI; MO3TOBOE BEUIECTBO OTHO-
cuTcs K XxpoMaQQUHHOM NI aJjpeHaIOBOI CUCTeMe U BhIpadaThIBa-
€T TOPMOHBI, OTHOCSIINECS K TMPOU3BOJHBIM aMHHOKHCIIOT.

CrepounHbie rOPMOHBI

Kopa Haamo4eyHHKOB COCTOWUT M3 TPEX 30H: 3TO CYOKamCywsip-
Hasi — KIyOOYKOBasi, TJe MPOAYIHPYIOTCS MUHEPATOKOPTHKOUIBI;
B ITyYKOBOH M CETYATOH 30HAX BHIPAOATHIBAIOTCS TIIIOKOKOPTHKOUIBI
U aHJAPOI'CHBI.

[ ITFOKOKOPTHUKOHUIBI — CTEPOUIBI, cocTosIHe U3 21 yriepoaHo-
ro aToMa, BAXHEWIIHN d3PPEKT KOTOPBIX — CTHMYJISIUS TITFOKOHEO-
reHe3a. OCHOBHOH TITIOKOKOPTHKOHU] YeJIOBeKa — KOPTHU30JI, 00pa-
3YIOLIMICS B IIyYKOBOH 30HE.

[lepBuyHOE neiicTBHE MUHEPATOKOPTHKOUIOB (aJIbI0CTEPOH) CO-
crout B 3aaepxke Na* u Boytenennu K u H' riaBabiM o6pazom ue-
pe3 mouku. B mydkoBoil M ceTyaToi 30HaX BBIPAOATHIBAIOTCS TPE-
IIECTBEHHUK aHAPOTEHOB — IUTHAPOSIMUAHAPOCTEPOH U CIAOBIHA
aHJIPOT€H — aH/IPOCTEHIMOH, KOTOPbIe NpeBpalialTcs B 0ojee aK-
THUBHBIC aHIPOTEHBI B TKAHIX BHE HAITOYCTHHKOB.

Bce crepouanbie TOPMOHBI TOCTPOEHBI Ha OCHOBe 17-yriepos-
HOHM CTPYKTYpPHI IUKJIOMEHTaHIEePrHApOo(pEeHaHTPEHA, BKIIOYAIOMICH
B ce0s YeThIpE KOJIbIIa.

BuocuHTe3 CTEPOUTHBIX TOPMOHOB HAANMOYE€YHIUKOB

CrepouiHble TOPMOHBI 00pPa3ylOTCsl U3 XOJECTEPOIIa, MOCTYIalo-
IIETO TJIaBHBIM 00pa3oM M3 KpOBH, Yepe3 MPOMEXyTOdHOE 00pa3oBa-
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HHE TPETHEHOJIOHA B XOJE MOCJICAOBATENIBHBIX PEAKINi, KOTOPBIC
MIPOTEKAIOT MO0 B MUTOXOHJIPUSX, JINOO B SHJOIUIA3MATHIECKON pe-
TUKYJIyME KJICTOK HaIIOYCUYHUKOB.

[Ipernenoson mpeBpamaercss B MPOreCTEpPOH, KOTOPHIM Jaiee
MOJIBEPTacTCs THIPOKCIIINPOBAHUIO M 00pa3yeT AEe30KCHKOPTHKO-
CTEpOH.

INocnemyrommee TuAPOKCHINPOBAHIE TIPUBOIUT K 00Pa30BAHHIO KOP-
THKOCTEPOHA, O00JIAJaIoNIEro TIOKOKOPTUKOUAHONH aKTHBHOCTBIO
1 B MQJIOHW CTENEHN — MHHEPAJIOKOPTHKOUIHON. VI3 KopTHKOCTEpO-
Ha 00pasyeTcs aibJIOCTEPOH.

s cuHTE3a KOpTU30J1a (CaMOro MOILTHOTO U3 MPHPOIHBIX TIIIO-
KOKOPTHUKOHMIHBIX TOPMOHOB) HEOOXOIUMBI THIPOKCUIIA3bI, BO3AEH-
CTBYIOIIME MO0 Ha MPOTECTEPOH, J1M00 Ha MPETHEHOJIOH.

JUis cuHTe3a aHIPOTEHOB CyOCTpaTtoM sBiIsieTcs 17-THAPOKCH-
MIPErHEHOJIOH T0J] AeHCTBUEM (pepMeHTa JIMa3bl, BBISIBIEHHOTO B HaJI-
MOYEYHHUKAX U TOHAAAX.

BoccraHoBneHue aHIpOCTEHIUOIA NMPUBOIUT K 0Opa3oBaHHUIO
TECTOCTEpOHa (CaMOro MOIIHOTO aHAPOTeHa HAAIOYCYHUKOB), HO
B OY€Hb HEOOJIBIIIOM KOJIMYECTBE.

CreponHble TOPMOHBI IPAKTHUECKH HE HAKAIIIIMBAIOTCS B KIIET-
Kax HaJMOYCYHUKOB, a BRHICBOOOXKIAIOTCS B IIa3My 110 Mepe o0pa3o-
BaHUsL.

TpaHcnopT B KpoBH.

1. T 1IOKOKOPTUKOUABI.

KopTuson B mma3me HaXOAWTCS B CBA3aHHOHN C Oeixkamu (¢-Tiao-
OyJnMHOM, TPaHCKOPTHHOM) W B cBoOonxHOU (opme. TpaHCKOPTHH
BBIpa0aTHIBAETCS B MEYEHH, CTUMYIUpYeTCs dcTporeHamu. CBo6oa-
HBIA KOPTH30J cocTaBisieT 8% 0O0IIero KoJuuecTBa 3TOro ropMoHa
B IUIa3Me€ KPOBH U TPEACTABIAET cO00H OMOIOTMYECKN aKTHBHYIO
dbopmy.

2. MuHepaJoKOPTHKOUABI (AJIBI0CTEPOH).

He umeer cnenuduyeckoro TpaHcrnopTHoro Oenka B IuiasMe, HO
00pasyer ciaadble CBS3U C aTbOYMHUHOM.

MeTa00/113M U IKCKpenus.

1. T NIOKOKOPTUKOUABI.

KopTtuzon u npoaykTsl ero Meraboim3Ma COCTaBISIOT OKOJO
80 % 17-ruapoKCUKOPTUKOUIOB IIa3Mbl KPOBH, ocTaibHble 20%
IPUXOASTCA Ha KOPTHU30H U 11-me3okcukoprusoi. JlumoduiabHele
MOJIEKYJIBI CTEpOHJIa OABEPTaloTCs Moau(UKanuu, o0pas3yst KOHb-
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IOTaTHBIC CBSA3H C TIIOKYPOHUAOM M cyibdaToMm, Oiarogaps demy
JTUNO(UIbHBIE MOJIEKYJIBI CTEPOHJIA CTAHOBATCS BOJOPACTBOPUMBI-
MU U CIIOCOOHBIMH KCKPETHPOBATHCSI.

Bospias 4acTh KOHBIOTHPOBAHHBIX CTEPOHIOB IOABEPTAIOTCS
00paTHOMY BCACHIBAaHUIO U3 KHIIEYHHKA, MIOCTYIAasl B KUIIEYHO-IIE-
YEeHOYHBI KPOBOTOK.

Oxosno 70% KOHBIOTUPOBAHHBIX CTEPOMJIOB 3KCKPETHPYIOTCS
C MOYOH.

2. MUHepanoKOPTHKOHUABI.

AJBIOCTEPOH OYEHb OBICTPO yAAISETCS U3 KPOBH IEYCHBIO.

3. AHIpOreHbl.

BriBozdTCs U3 opranusma B Buze 17-keTocTepouos.

Peryasinusi CHHTe3a CTePOHAHBIX TOPMOHOB HA/ANOYEe4YHHKOB

I'mokxokopTukonHble TOPMOHBI. CeKpelyst KOpTH30Jia 3aBUCHUT
ot AKTT, BeIIesIeHrE KOTOPOTO, B CBOIO OUEPEb, PETYIUPYETCS KOp-
THUKOTpONHH-prim3uHr-ropmorom (KPI') o kiraccuueckoit metie ot-
punarensHOl oOpaTHOW cBs3u. [loBBIIeHWE YPOBHA CBOOOIHOTO
KopTHu30ia TopMo3uT cekpenuto KPI'.

[Tapenne ypoBHs cBOOOJHOTO KOPTH30JIa HIKE HOPMbI aKTHBHPY-
eT cucreMy, CTUMyiupys BbicBoOOkIeHne KPI' rumoramamycom.
OToT menTuy, cocTosAmuil 3 41 aMHHOKHUCIIOTHOTO OCTAaTKa, yCHIIH-
BaeT cuHTe3 M BhicBoOokaenne AKTI .

B xope ranmoueunnkoB AKTI moBwIIaeT CKOPOCTH OTIIEIUICHHUS
0EJIKOBOM LENH OT XOJIeCTepoa — PEaKIHH, JUMHUTHPYIOIEH CKO-
pOCTh CTEpoHIOreHe3a B menoM. Ilo mMepe HOpMmanu3aluu ypOBHS
CBOOOZHOTO KOPTH30JIa B KPOBH NPOUCXOJTUT CHI)KEHHE CEKPELUH
KPT rumoTanmamycom, 9To BeaeT K cHIbkeHuto BeipaboTku AKTI ru-
modu3oM, a COOTBETCTBEHHO, U KOPTH30Jla HAANOYEUYHUKAMH. BbI-
coboxaeane AKTI (i cexpenns KopTu30Ja) peryianupyeTcss HepB-
HBIMH HUMITYyJIbCaMH, MOCTYMAIONIMMH W3 Pa3IMYHBIX OTIEJIO0B
HEpPBHOU CHUCTEMBI.

CymiecTByeT SHIOTEHHBIH PHUTM, ONPEIENSIONUN CEKPEIHIO
KPT', a ciemoBatensHo, 1 AKTI. OTOT puTM CymiecTByeT, YTOOHI
o0ecneunTh yBeNIHYeHHE KOPTH30JIa B KPOBU BCKOPE IOCIIE 3aChI-
TIaHUS.

Bo Bpemst cHa ypoBeHb KOPTH30Ja MPOAODKAET BO3PACTATh, J10-
CTUTasl MHKa BCKOPE TOCIE MPOCHIIAHUS, 3aTEM MOCTEIIEHHO MafaeT
A0 MUHUMAJIBHBIX BCJIMYHMH K KOHIY JHA. WcuesnoBenue CyTO'-IHOﬁ
NEePHOJNYHOCTH CEKPEIMU CTEPOUIOB OOBIYHO CBSI3aHO C MAaTOJIOTUeH
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runou3apHoO-aJpeHaIoOBON CHCTEMBI, HEKOTOPBIMH BHUAAMH JIETIPEC-
CHBHBIX COCTOSIHUI1, Ha CEKPELMIO KOPTH30JIa BIMUAIOT TaKxKe (Hu3nye-
CKHE ¥ SMOLIMOHAJIBHBIE CTPECCHL. DTU PEeaKUi MOTYT HUBEIHPOBATh
BO3/ICHCTBUS CUCTEMBI OTPHILIATEIBHON 00paTHO CBSI3M M CyTOYHOT'O
putMa.

2. MunepanokopmuKkouoHwvie 20pMOHbL

[Iponykums anpgocTepoHa KIETKaMU KIyOOYKOBOM 30HEI pery-
JIUPYETCS] COBEPIIEHHO WHAYe: OCHOBHBIMH PETYJATOPAMHU CIIY)KaT
CHCTeMa «PEHWH—aHTHOTCH3WH» W KaJlWii, HO B 3TOM IIpolecce
Takxke yuyacTByioT HaTpuil, AKTI u HelipoHa/IbHBIE MEXaHU3MBI.

CucremMa «peHHH — aAHTHOTEH3HH»

Ota cucTeMa y4acTBYeT B PETYJLILUH apTepPUANBHOTO IaBICHUS
1 3JIEKTPOIMTHOTO 0OMeHa. OCHOBHBIM TOPMOHOM IIPH 3TOM SIBJISIETCS
aarunoTen3uH Il — oxranenTu, 00pa3yrONIHIACS U3 aHTHOTCH3NHOTCHA.

AHIHOTEH3HHOTEH — Q,-TJI00YJIMH, CHHTE3UPYEMBIH MEYEHBI0, OH
CITy>)KUT CyOCTpaToM IJisi peHHHa — (hepMeHTa, IPOYIHUPYEMOTO FOK-
CTarjoMepyJIsipHBIMH KJIETKaMH 30HbI TIOUeUHbIX ad(pepeHTHBIX apTe-
puoIIL.

Jlokanuzanusi 9THX KIETOK JieNlaeT MX 0CO00 4yBCTBHTEIIHHBIMHU
K U3MEHEHUSIM apTepPHANBHOTO AaBJcHUA. DaKTOPEI, CTUMYIHPYIOIITIEC
BBICBOOOJK/ICHHE PCHHHA!

1) moHMXEHHOE apTepHalIbHOE JIABJICHHUE;

2) mepeMeHa TIOJIOKEHHUs Tejla OT BEPTUKAIBHOTO K TOPHU30H-

TaJbHOMY;

3) moTepst COIM OPraHU3MOM;

4) [-anpeHepruvecKhe areHTHI;

5) mpocTariaHIWHEIL.

®daxTopbl, THTUONUPYIOLIHE BHICBOOOXKICHNE PEHHUHA!

1) mOBBIIEHHOE apTepuaIbHOE NaBIICHUE;

2) mepeMeHa MOJOXEHHsS Tela OT BEPTHKAIBHOTO K T'OPH30H-

TalbHOMY;

3) couneBas Harpyska;

4) B-ajmpeHeprudyecKue aHTarOHUCTEHI;

5) WMHrUOMTOPBI NPOCTATIAHAMHOB,;

6) xamuii,

7) BazompeccuH;

8) amrmorensuH II.
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Penun BO3/EHCTBYET Ha CBOW cyOCTpaT — aHTHOTEH3WH, IpeBpa-
11asi €ro B A€KaNenTH | aHrnoTeH3:H [. [ TFOKOKOPTHKOHIBI U 3CTpOTe-
HBI aKTUBUPYIOT CHHTE3 aHTHOTEH3NHOTCHA B TICUEHHU.

AHTHOTEH3UHIIPEBPAAIOMANA (PEPMEHT — TIIFOKOIIPOTEHU, BBI-
SIBIICHHBIN B JICTKUX, SHAOTEIUANBHBIX KIETKAX, IIa3Me KPOBH — OT-
HIeTUISET OT aHTHOTEeH3MHA | 1Ba aMIHOKHUCIIOTHBIX OCTaTKa, IpeBpa-
mas ero B aHruoreHsus I1.

[IpeBpamaromuii GepMeHT pacileIuIsieT Takxke OpaJuKWHUH,
MOIIHOE COCYAOPACIIUPAIOLNIEe CPEICTBO.

AnrnorensuH Il yBennyuBaeT apTepHaibHOE JaBICHHE, BHI3bIBAS
Cy’KEHUE apTEepUpHO, SBIASICH CAMBIM CHJIBHOICHCTBYIOUIUM H3
HN3BCCTHBIX BA30AKTHBHBIX arCHTOB. KpOMe TOTr'0, OH TOPMO3HUT BBICBO-
00XJIeHHEe PEHHWHA IOKCTArJIOMEpPYJSIPHBIMU KJIETKAMH U OKa3blI-
BaeT CWJIBHOE CTHMYJHpYIOIIEe IEHCTBHE Ha BBIPAOOTKY aib-
JOCTEPOHA.

Cexpenus anbI0CTEPOHA 3aBUCUT OT M3MECHEHUS YPOBHS KaJHs
B IJIa3M: yBEIWUYCHUE KAIIUSI CHMYIHUPYET CEKPEIUIO0 albIOCTEPO-
Ha, CHIDKCHUE TOPMO3UT CHHTE3 M CEKPEIHI0 TOPMOHA.

Won xanus He BIMAET HA OMOCHHTE3 KOPTU30iIa. XpOHHYECKas
HenoctatrouHOCcTh AKTI MokeT ocnabisaTh nelcTBUE JPYTUX pe-
rynsropoB (auruorensuna II, Na*, K*) ua comepxanue anppocre-
pOHa B KpOBH.

Henmocratounocts Na' ycunusaer mpoaykuumo aibIocTepoHa,
a Harpy3ka MMU CHU)KAeT MPOAYKIHIO.

Bo3neiicTBHe CTepOMAHBIX TOPMOHOB HAANOYCYHHUKOB HA Me-
Tad0aU3M

N36pITOuHOE MO0 HEZOCTATOYHOE CO/IEPIKAHUE B KPOBH TUIIOKO-
WIW MHHEPATOKOPTUKOHWAOB BBI3BIBACT IIENBIA PSA CEpbE3HBIX
OCJIOXKHEHHH, HEMOCPEICTBEHHO OOYCIIOBJICHHBIX BIUSHHEM 3THX
TOPMOHOB Ha 0OMEH BEIIECTB.

1. T IIOKOKOPTHKOUAHBIE TOPMOHBI:

1) rIrokoHEOoTeHe3 YBEIMYMUBAETCS 3a CUET €r0 YCKOPEHHs, CTH-

MYJISIIMMA BBICBOOOXKICHUS aMHUHOKHCIIOT (CyOCTpaTOB TIIIIOKO-

HEOTCHEe3a) W3 MepHu(epuIecKuX TKaHEeH uepe3 aKTHUBAIUIO Ka-

Ta0OJIMYECKUX TMPOIECCOB, CTUMYISIMH METa0OINIECKUX

MPOIIECCOB IPYTHMH TOPMOHAMH, TOPMOXEHHUS MOTPeOIeHUs

TJIFOKO3bI BO BHCIICUCHOYHBIX TKaHAX, MMYTEM IMOBBINICHUA KOJIN-

YecTBa U aKTUBHOCTH KIIIOYEBHIX (DEPMEHTOB B IIEUCHU;

2) TIIOKOKOPTUKOWIBI YBEIMUMBAIOT 3aI1achl TIMKOTEHA B IIEYCHHU;
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3) u30BITOYHOE KOJIMYECTBO TITIOKOKOPTHKOHIOB CTHMYIHPYET
JIUTOJIN3 B KOHEYHOCTSX M JIMIIOTCHE3 Ha JIMIE WM TYJIOBUILE,
MIPUBOIHUT K BO3PACTaHUIO YPOBHS CBOOOIHBIX >KHPHBIX KHCIOT
B IUIa3Me KPOBH, YCHJIMBAET JINMIOJUTHYECKOE JICHCTBHE KaTeXo0-
JTaMHHOB U TOPMOHA POCTa;
4) TOIOKOKOPTHKOHUIBl B IIEJIOM OKa3bIBalOT aHabOIMYecKoe
JeiicTBre Ha 0OMeH OENKOB M HYKJIEHHOBBIX KHCIIOT B IIEUYEHHU
U kaTaboIn4eckoe — B APYTUX OpraHax, 4To o0ecrneyrBacT oll-
THMAaJbHbIE YCIOBUS IS TJIIOKOHEOTeHE3a;
5) TJIIOKOKOPTUKOWABI B BBICOKUX KOHHOCHTPAIUAX TOPMO3AT
MMMYHOJIOTHYECKHHA OTBET OpraHM3Ma-Xo03sMHa, BBI3BIBAIOT T'HU-
0eJb IUM(OIUTOB, BIUSAIOT Ha BBIPaOOTKY aHTHTEN B-muMdonn-
TaMH, CYIpecCopHyo U xenrnepHyto ¢ynkmuio T-mumdonuTos,
MeTaboIu3M aHTUTEN;
6) TPOTHBOBOCTATUTEIBHBIA OTBET IOAABISETCS TIIIOKOKOPTH-
KOMJAaMH 3a CYET YMEHBIIEHHS KOJHWYECTBA IHUPKYJINUPYIOIINX
TUMQOLUTOB, MOHOIIUTOB, TOPMOXXECHHS HAKOIUICHUS UM OIIH-
TOB B Y4aCTKaX BOCHAJICHHS, HO TNIIOKOKOPTUKOH Bl CTUMYJIHPY-
10T BBICBOOOXKJIEHHE U3 JIEMKOLMTOB BELIECTB, YYacCTBYIOLIMX
B BOCTIAJIUTENILHON peakiuy (KMHUHOB, IIa3MHUHOTCH-aKTUBU-
pymouero ¢axTopa, MpocTarjaHJIuHOB, THCTAMUHA), HHTUOUPY-
10T nposudepanuo GuopPoOIaACTOB;
7) TIIOKOKOPTHKOMIBI HEOOXOIUMBI IS MOACPKaHNsT HOpMaJTb-
HOTO apTepHaIbHOTO JIaBJICHHUs U MUHYTHOTO 00beMa cep/ia;
8) mpm HEmTOCTaTOYHOCTH TIIOKOKOPTHUKOHMIOB HapymIaeTcs SK-
CKpeLHs BOJBI, MaJaeT CKOPOCTb KIyOOYKOBOH (HIbTpalny.
Kak n MUHEpaIOKOPTUKOUABI, OHH YBEIMUMBAIOT BEIPAOOTKY aH-
THOTCH3UHOT€Ha;
9) pocTt M pa3BUTHE COEAMHUTENBHOM TKaHH. [ IIOKOKOPTHKOW/IBI
B BBICOKHMX KOHLICHTPALMSIX OKa3bIBAIOT KaTabOINUECKOE AEHCTBHE,
TOPMO3SAT POCT U JeTicHue GUOPOOITaCTOB, a TAKKE MPOAYKITHIO KOJI-
nareHa U (GUOPOHEKTHHA. DTO BEIEeT K OCIAOICHUIO CTPYKTYpHOH
OCHOBBI KOXKH, €€ HCTOHYEHHIO. 3a CUeT TOPMOXKEHHsI CHHTe3a Oel-
KOB TIPOMCXONT TsDKenast arpodust M. [1prem TimoKoKOpTHKOH-
JIOB IIPUBOJIUT K YMEHBIICHUIO MAcChl KOCTEH — OCTEOIOPO3Y;
10) TTIIOKOKOPTHOKOUIBI YHaCTBYIOT B (PU3UOJIOTHIECKOM OTBETE
Ha OCTPBIA cTpecce.
MHuHepaIoKOPTHKOUIHBIE TOPMOHBI BO3/ICHCTBYIOT Ha TIOYKH, CTH-
MyJIUpYsl aKTHBHBIA TpaHCIOpT Na' B IMCTATbHBIX M3BUTHIX KaHAIBIAX
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1 cobupatesbHbIX TpyOoukax. KoHeuHbIH pe3yIbTaT COCTOUT B 33/1€PK-
K€ HaTpHs B OpraHU3Me, BBIIEICHUH IOUYKaMU HOHOB KaJlisl, BOJOPOAA
1 aMMOHWUs. VIMEHHO anbI0CTepoH 00eCIeunBacT MUHEPAIOKOPTHKOUI-
Hble 3G eKTH B opraHu3Me yenoBeka. OJHAKO KOPTH30JI, XOTS U T0-
pa3o MeHee aKTHBHBIM, BBIpaOaThIBACTCA CO 3HAYUTENIBHO OONBIICH
CKOPOCTBIO U MTOTOMY BHOCHUT CYIIIECTBEHHBIN BKJIAJ B 33I€PXKKY HaT-
PHS 1 9KCKpEnHio Kausi. BozaelicTBre alb10cTepOHa HA TPAHCHIOPT Ka-
THOHOB B ITOYKaX HE CBS3aHO C KAKUMH-JTHOO M3MEHEHUSIMU TTOYEYHOTO
KPOBOTOKA MJIM CKOPOCTH KIIyOOUYKOBOH (prutbTparym.

MexaHu3M JelicTBHS INTIOKOKOPTHKOMIHBIX TOPMOHOB

Buonornueckuii addext creponsa onpenensercs Kak crrocoOHo-
CTBIO CBSI3BIBATHCS C PELIENITOPOM, TAaK M KOHIIEHTPALNEH CBOOOIHOTO
TOPMOHA B KPOBH. DTH TOPMOHBI BIUSIOT HA CIielU(pUIecKne BHYyTPH-
KJIETOYHBIE MPOLECCH] MyTEM U3MEHEHUs COJCPKaHUs B KIETKE KpH-
THYECKH BaXHBIX OENMKOB (Kak mpaBmio, ¢epmeHToB). [lociennee
OTIPENENseTCS TEM, YTO INTIOKOKOPTUKOMIBI CIIOCOOHBI PETYIMPOBAThH
B KJICTKaX-MHUILIECHIX TPAHCKPHUIIIUH CHICIN(PUIECKUX TCHOB.

MexaHn3M AEHCTBUS albJOCTEpOHA: KIICTKH-MHIIEHH COJIEpXKaT
crienuduIecKrue PelenTophl, CBA3bIBaOlIME anbaocTepoH. O6paso-
BaBIIMHCSA TOPMOH-PELIEITOPHBIN KOMITIEKC CBSI3BIBAETCS C XPOMATH-
HOM U PETYJIHMPYET CKOPOCTh TPAHCKPHIINH CHEHU(PHIECCKUX T€HOB.
Na't u3 KuIKOCTH, ColepKaIlelCs B KaHAJIbIAX U OMbBIBAIOLIEH ariu-
KaJIbHYIO TIOBEPXHOCTH [TOYEUHBIX KJIETOK, [TACCUBHO BXOJIUT B KJIETKH
o Na*-kananam. Jlasee OpOUCXOIUT IIEPEHOC 3TOTO HOHA B HHTEPCTH-
nuanbHyo xuakocth Nat+/K+-3aBucumoii ATPa3oi, T. e. 3a cuer pac-
XOJOBAHMS DHEPrHH. AJBJOCTEPOH YBEIMYUBAET 4MCIO Na'-kama-
JIOB, YTO BEAET K IOBBINICHUIO YPOBHS BHYTPHKJIETOYHOTO HATPHSL.
Kpome Toro, aapaocTepoH yBEIHINBAET AKTUBHOCTD PsiZIa MUTOXOH/I-
pasbHBIX (PEPMEHTOB, YTO CrIocoOCTBYET BhIpaboTKe ATP.

IMaTodu3nonorusi KOpbl HAAMOYEYHUKOB

[lepBuuHas HEZOCTATOYHOCTh HAANOYEYHUKOB (aAJHCOHOBA 00-
JIe3Hb) MPOSBISIETCS THUIIOTIIMKEMHUEH, KpaifHe BHICOKOW 4yBCTBUTENb-
HOCTBIO K MHCYJIMHY, HEIIEpEHOCUMOCTBIO CTpecca, aHOpEeKCHell, more-
pe#t Beca, TOITHOTOM, PE3KO BBHIPAKEHHOW CIa0OCTHIO, TUIIOTCH3HEH,
YMEHBIIEHHEM CKOPOCTH KIIyOOUKOBOW (DPMIIBTPALINH, TATOH K COJIEHO-
My. YpOBEHb HaTpus B IJIa3M€ CHIDKEH, YPOBEHb KaJlisl IIOBBIIIEH, yBe-
JMYEHO YUCIO JUM(OIHMTOB B KPOBH, YCHJIEHA MUTMEHTAIUs KOXH,
9TO OOYCIIOBIIEHO KOMIIEHCATOPHO MOBEIIeHHON cekpenmeii AKTT .
BropudHas HEOCTaTOYHOCTH HANOYEYHHWKOB BBI3BIBACTCS Aeduim-
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toM AKTI', BO3HUKAIONIMM BCIEICTBHE OITyXOJH, HH(pApPKTa WIN UH-
¢exiun. [Ipu 3TOM runeprnurMeHTanys orcyTcTsyer. COCTOsHUE, CBSI-
3aHHOE C H30BITKOM TJIIOKOKOPTHKOWIOB, Ha3bIBaeTCS CHHIPO-
MoM Unieaxo—Kymmara. Kak mpaBuiio, 0HO BOHHKAET B pe3yibTaTe dap-
MAaKOJIOTHYECKOTO HCIOJIb30BaHUS CTEPOUIOB, HO MOXKET OBITh 00y-
c-nosieno cekperupyromeii AKTIT ameHomoi runmodusa, ameHOMOMN
WM KapIIMHOMOI Ha/INOYEYHHKOB M XapaKTePH3YETCsL:

1) wucuesHoBeHmeM cyrognoro purMa cekpermu AKTI/koptu3zona;

2) TUIEPTINKEMHEH 3a CYET YCKOPEHUs TIIOKOHEOTeHe3a;

3) pe3KkuM yCHJICHHEM KaTaboim3Ma OCJIKOB;

4) yMEHBIIEHUEM MBIIIEYHONH MAaCCHI;

5) pa3BUTHEM OCTEONOPO3a;

6) cBOe0oOpa3HBIM IepepacipeaeieHneM Kupa (0KHPEHUEM Ty-

JIOBUIIA);

7) ocnabieHHEM CONPOTUBISEMOCTH K HHPEKIHSIM.

PaccrpoiicTBa, CBsI3aHHBIE C MUHEPAIOKOPTUKOHIHBIMHA TOPMOHAMMU:

1) rumepteH3us;

2) runepHaTpUEMHS;

3) ankanos.

OTH CUMIITOMBI Pa3BUBAIOTCS TPH MEPBUYHOM aAJIbJIOCTEPOHU3ME
(cungpome Muenko—KymmHra), npuYrMHON KOTOPBIX SBISIOTCS HE-
OoJibIIIME aJICHOMBI KITyOOYKOBOTO cJ10si. M30BITKa TIIFOKOKOPTHKOM/I-
HBIX TOPMOHOB IIPY 3TOM HE HaOJI01aeTcsl, CHIKEH ypOBEHb PEHHHA
u anruorensuHa 1. [Ipu cTeHO3e MOYeuHbIX apTepUuil MOTYT Pa3BUTh-
sl TUNEPIUIa3ns U THHEPYHKIMS IOKCTarJIOMEPYIISIPHBIX KJIETOK, YTO
BEACT K MOBBINICHUIO YPOBHA PCHUHA U aHTUOTCH3WHA II, B KOHCYHOM
UTOTe Pa3BUBACTCSI BTOPHYHBIA aJIbIOCTEPOHU3M.

Bpo:xaenHas runepmiiasusi HaanoYe4yHukoB. Henocratounocts
CTEpPOUIOTEHHBIX ()EPMEHTOB MPUBOJAWUT K HEJOCTATOYHOCTH KOHEU-
HBIX MMTPOAYKTOB 1 HAKOIUICHUIO IPOMEKYTOUYHBIX IPOJAYKTOB CTCPOUI0-
reHe3a, aKTHBAIMK aJIbTePHATUBHBIX ITyTel cuHTe3a creponnoB. O0mas
XapaKTEePUCTUKA: HEIOCTATOYHOCTh NMPOAYKINH KOPTH30JIa Ha (hoHE
runeprnpoaykund AKTI u runepriaszust HaAITIOYEYHUKOB; BTOpast 00-
mas XapakTepUCTUKAa — TUIEPHPOAYKIUs anaporeHos. Ilpu-
3HAKU M30BITKa aHAPOTEHOB (8 JpEeHOTeHUTAILHBIA CHHPOM):

1) ycunenme pocta Tena;

2) BUPHIN3AILMNS,

3) HapymieHue GOPMHUPOBAHUS HAPYKHBIX MMOJIOBBIX OPTaHOB.
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3. FOpMOHbl M03206020 eeuiecmea HAONOUeUHUKO8

Mo3roBoii cioi HaJNMOYEYHNKOB CITY>KHT MPOJODKEHHEM CUMITaTH-
YeCKOW HEPBHOW CHCTEMBI, TOCKOJBKY IIPEraHrJIHOHAPHBIC BOJOKHA
YPEBHOI'O CTBOJIA OKAHYMBAIOTCA Ha XpOMa(b(bI/IHHI)IX KJIETKaxX MO3roBoro
CITOs1 HATIIOYCYHHUKOB, TIPOAYIMPYIONIAX KaTEXOJIAMUHEL: To(haMUH, HOp-
aJpeHaInH, apeHAIH, KOTOpbIe 00eCTIeUnBalOT aJaNTAIII0 K OCTPHIM
Y XPOHMYECKUM CTPEccaM.

BuoMennuHCKOe 3HAYEHHE KATEX0JIAMHHOB:

1) MO3r — ycuiIeHHEe KPOBOTOKA, IIOBBIIIICHHE OOMEHA TITFOKO3bI;

2) cepAeYHO-COCYHCTasi CUCTeMa — YBEIIMUEHHE YacTOTHI M CH-

JIBI CEpACYHBIX COKPAIICHUH, CyKeHHE TIepUPEPUISCKAX COCYAOB;

3) nerouyHas cucTeMa — TOBBIIIEHHE CHA0XKEHUST KUCIOPOJIOM,

pacmmpeHue OpOHXOB, YBEIMUCHUE BEHTUIISIIN;

4) MBIOIIIB — MOBHIIICHNUE TIIMKOTEHOIN3a, TOBBIIIEHIE COKpa-

TUMOCTH;

5) medYeHb — TMOBBIMICHUE MPOIYKIMH TIFOKO3BI, TOBHIIICHUE

TIIIOKOHEOTeHe3a, TIMKOTeHOIN3a, CHIDKEHNE CHHTEe3a TITIHKOTeHa;

6) XHUpoBasi TKAaHb — IOBBILICHNE U032, YBEIUIEHUE YPOB-

HA JKAPHBIX KHCIIOT M TIUIEPOIIa;

7) KoXXa — CHMI)KEHHE KPOBOTOKA,

8) CKeleTHBIC MBIIIIBI — CHIDKEHUE TOTIJIOMICHUS U YTHIIH3a-

LU TITFOKO3HI;

9) XemynOoYHO-KUIICYHBIH TPAaKT M MOYENOJIOBas CUCTEMAa —

CHIDKCHHE CHHTE3a OelKa;

10) mumdouaHast TKaHb — MOBBIIICHUE MPOTEOH3A.

BuocuHTe3 KaTEX0JIaAMHHOB

HermocpencTBeHHBIH MpeAIeCTBEHHUK KaTEX0JIaMIHOB — THPO-
3uH. [IpeBpalieHne TUpPO3UHA B aApEHAIMH IIPOUCXOJUT B YETHIpE
sTama. AJIpeHaNIWH — TJIaBHBIH MPOAYKT XpoMad@UHHBIX KIETOK
MO3TOBOTO CJIOSl HaAIOYEeYHUKOB. BHE MO3TroBOTO BemecTBa ampe-
HaJIMH He 00pa3yercs, HOpaJpeHaInH 00pa3yeTcs IpeuMyIeCTBEH-
HO in situ.

Cexpenus

HepBHast cTUMYJISIIIMST MO3TOBOTO CJIOS HAATIOYEYHHKOB ITPHBO-
OUT K CIUSHUIO XpoMaQPUHHBIX TPaHYJ C IUIa3MaTHIYECKOH MeM-
OpaHoii.

3TOT mpoliecc 3aBUCUT OT KaJIBLUS, CTUMYJIUPYETCS XOIHHIPTH-
YeCKUMU U -3 JpeHEPTUIECKUMH areHTaMH.
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Merabonu3m karexonaMuHOB. KaTexomaMuHBI OBICTPO MeTabo-
JU3UPYIOTCS MO/ BIMAHUEM (epMeHTOB, U UMb MeHee 5 % anpe-
HaJIMHA BBIBOJUTCS C MOYOH.

MexaHu3M JeiicTBHSA KaTeX0JIaMHHOB

KarexomaMuHbl IEHCTBYIOT Yepe3 J1Ba TIaBHBIX KJacca perenTo-
pOB: ¢-anpenepruueckue u f-agpeHeprudeckue. IPPeKTs, omoc-
peayemble Pa3InIHbIMH aJPEHEPTUHIECKUMHI PELEIITOPaMHU:

1) a-1:

a) TOBBIIIEHUE TIMKOTCHONIN3a;
0) coKpalleHHe TJIaJKUX MBI COCYJOB U MOYENOJIOBOM
CHCTEMBI;
2) a-2:
a) pacciabjeHne TJaJKUX MBI, KeJIyA0YHO-KUIICYHOTO
TpPaKTa;
0) coKpalieHne IJIaJAKUX MBI, HEKOTOPBIX COCY/JIOB;
B) MHTHOMpPOBaHHE JUIOIN3a, CEKPEI[MH PEHUHA, arpeTarun
TPOMOOIMTOB, CEKPELIUU UHCYIIMHA;

3) -1 peuenTopsr:
a) CTUMYJISIIMS JIMIIONIN3A;
6) cokparmieHne Muokapaa (yBeIHUCHHE aMIUINTY/IbI, YBEIIH-
YEHHUE CUJIBI COKpAIEHNUs);

4) -2 peuenrtopsr:
a) MOBBIIICHUE TIIOKOHEOT€HE3a B IICUCHH;
0) MOBBIIIEHUE TIIMKOTEHOM3a B IEYEHHU, MBIIIIAX;
B) IOBBILUICHNWE CEKPEIUN WHCYJIHMHA, TNIIOKAroHa, PCHNHA;
r) pacciabieHue TJIaJKKX MBI OPOHXOB, COCYJIOB, MOYe-
MIOJIOBON CHUCTEMBI, JKEITyAOYHO-KUIIEYHOTO TPAKTa.

T'OpMOHBI, CBA3BIBAIOMIKMECS C 3-pElENTOPaMH, aKTUBHPYIOT aJie-
HWJIATIUKIIA3y, C Q-PEIEeNTOpaMi — HHTHOUPYIOT ee.

IMaTodu3uos0oruss Mo3roBoro cJiost HaAMOYEYHNKOB

DeoXpOMOIUTOMBI, SIBIISIOIINECS OITyXOJISIMH, TIPOLYIIUPYIOT U CEK-
PETUPYIOT afpEHAINH U HOPAAPEHAINH, YTO MPOSBIIAECTCA TUIICPTOHNYE-
CKMMH KpH3aMH. [ OpMOHBI HaITOYEYHIKOB HCIIOIB3YIOTCS C JIe4eOHOM
1enbio. [1ooBbie rOpMOHBI CHHTE3UPYIOTCSI B OCHOBHOM B TIOJIOBBIX Ke-
Jie3aX JKCHIIMH (SUYHUKH W JKEJITOE TeJO BHIPA0ATHIBAIOT 3CTPOTECHBI
1 TIPOTECTEPOH) U MY>KYMH (B CEMEHHUKAX ), HEKOTOPOE UX KOJIMYECTBO
BbIpabaThIBaecs B IUIAIICHTE, KOPKOBOM BEILIECTBE Ha/IO49eqHNKOB. Cek-
perwsl 3CTPOTEHOB (3CTPaaMONa) U MPOreCTepPOHa HOCHUT IUKIMYECKHH
XapakTep: B epBoH (hase MOJIOBOTO LUKIIA BEIPA0ATHIBAIOTCSI B OCHOB-
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HOM 3CTPOT€HbI, BO BTOPOM — MPEUMYLIECTBEHHO NporecTepoH. Ilpen-
LIECTBEHHUKOM 3THX TOPMOHOB SIBISIETCA XOJECTEPUH, KOTOPBIA MOJ-
BEpraeTcs IoC/IeI0BaTeIbHBIM PEAKLIIAM THAPOKCIIINPOBAHMS, OKHCIIE-
HUS M OTHICIUICHHs OOKOBOW e C 00pa3oBaHHWEM IPErHEHOJIOHA.
3aBepmiaeTcsi CHHTE3 SCTPOTCHOB apoOMaTH3alMel IEPBOTO KOJBIIA,
BKJIIOYAIOIIEH TpU OKCHIA3HBIE PEaKIUd, 3aBUCAIIME OT IMTOXpOMa
P-450. Bo Bpemst 6epeMEHHOCTH TOPMOHBI 00pa3yrOTCs U B (heTOILIAIICH-
TapHOM KOMIUIEKCE. 3HAYUTENbHAs YaCTh SCTPOreHOB 00pa3yercs IyTeM
niepudeprIecKoi apoMaTH3aIii aHIPOTEHOB. Y KEHIIMH B&KHBIM HCTOY-
HHUKOM 3CTPOI€HOB CJIyXKaT aHAPOTeHbl HaJro4euyHUKoB. OCHOBHBIC (-
(DEKTHI SCTPOrCHOB ¥ MPOTECTHHOB 00YCIIOBJIEHBI MX CIIOCOOHOCTBIO TPH-
COCIIMHATBCS K BHYTPHUKIETOUHBIM pELENTOpaM, 00pa3yrOLIHHcCs
TOPMOH-PELENTOPHBI KOMIUIEKC CBSI3BIBACTCS CO CHELHM(PHYSCKIMHI
yuacTkamu xpomatrHa wi JJHK, yTo npuBoaUT K H3MEHEHUIO CKOPOCTU
TPaHCKPHILIMK CIEeNU(IYECKUX T'eHOB. Peryisimus cuHTe3a 3CTpOreHOB
Y TIPOTECTEPOHA OCYIIECTBISIETCS] TOHAJOTPOITHBIMI TOPMOHAMH THIIO(H-
32 ((hOJITUTPOITMHOM U JIFOTPOITHOM), KOTOPBIE OIIOCPEIOBaHHO (Uepe3 pe-
LIENTOPbI KJIETOK SIMYHMKA U CHCTEMY ajeHwIaTiuknaza-cAMP, cuHte3
CrIeIM(UIECKOro 0ejika) KOHTPOIMPYIOT CHHTE3 TOPMOHOB. (OCHOBHas
OUOJIOrMYecKasi pojib SCTPOTEHOB M MPOTeCTEpOHa — OOECTIeYEeHne pe-
TPOYKTUBHO# (DYHKIIMHN OpraHi3Ma XXeHIIMHbL. DYHKIMH porecTepoHa:

1) moaroToBKa CIM3MCTOI 00O0IOYKN MaTKM K MIMIUIAHTAINH sTi1ie-

KJIETKH B ClIy4yae €€ OIUIOI0TBOPEHMUS;

2) coxpaHeHHe OEpEeMEHHOCTH IPU HACTYIUICHHN O€pEMEHHOCTH;

3) TopMOXEHHUE OBYIIALNU;

4) cTUMyJIMpPOBaHHE Pa3BUTHS MOJOYHOM JKeJIe3Hl.

OcTporeHsl 0Ka3bIBAIOT aHaboM4ecKoe AelcTeue. Pacman sctpo-
TEHOB U MPOrecTepoHa MPOUCXOJUT B IIEUEHHU IIyTEM KOHBIOTAIUH.

IMaTodu3noaorus KeHCKOH penpoayKTHBHOIN CHCTEMBI

[epBUYHBII THIIOTOHAM3M OOYCIIOBJIEH HEIOCTATOYHOCTBIO SWY-
HUKOB (OcnabieHHOH OBYISILMEH, TOHMKEHHBIM 00pa3oBaHUEM TOp-
MOHOB). BTOpuuHBIIl rumoroHagusM — 3TO pe3yNbTaT BBINAJCHUSA
roHa#oTponHOW ¢yHKIMK Tunodusa. Jlucrenesmst roHan (CHUHI-
pom TepHepa) — HaceACTBEHHOE 3a00JIeBaHKE, XapaKTepU3YOLIeecs
kapuortunoM XO, HaTM4MeM KeHCKUX BHYTPEHHUX U HapYKHBIX T10JIO-
BBIX NPU3HAKOB, HEKOTOPHIMH AHOMAIUSAMM PA3BUTHS U 3aJEPHKKOH
0JI0BOTO pa3BuTUs. CHHIPOM MOJIMKHACTO3HBIX SIMYHUKOB (CHHAPOM
reitna—1JleBeHTans1) — TUHOEPHIPOAYKIMS AHAPOTCHOB, MPUBOMS-
mast K THPCYTU3MY, OXKUPEHHIO, HEPErYIIPHOCTH MEHCTpYyaluil U 1o-
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HwkeHuto GeprunpHocTu. OcrarouHas TpodobiacTHas TKaHb MOXKET
00yCITOBITUBATh TOOPOKAYECTBEHHBII My3bIPHBINA 3aHOC WM MPH €T0
37I0KaYECTBEHHOM IEPEPOKICHIH — XOPHOKAPIIHOMY.

My’KCKHE TOJIOBBIC TOPMOHBI (aHAPOCTEPOH, TECTOCTEPOH, JU-
THUAPOAHAHIPOCTEPOH), B OTIMYHUE OT ICTPOTCHOB, UMEIOT [IBE METHIIb-
HbI€ TPYIIBl U B MPOTUBOMOJOKHOCTh apOMAaTHUYECKOMY XapaKTepy
KOJIbIIa A 3CTPOTCHOB TECTOCTEPOH, KPOME TOTO, COACPIKUT KETOHHYIO
rpynmy (Kak U KOPTUKOCTEPOUIbl). BHOCHHTE3 aHapOreHOB OCYIIEeCTB-
JISIETCS TIIAaBHBIM 00pa30M B CEMEHHHKAX, YACTHYHO B SMIHUKAX M HAJl-
MOYEYHUKAX.

OCHOBHBIMY MPENNIECTBEHHUKAMU aHIPOT€HOB SIBJISIOTCS YKCYCHAs
KHCJIOTa M XOJIECTEPHH.

[lyTs OMOCHHTE3a TECTOCTEPOHA CO CTA/INU XOJICCTCPHHA BKIFOYACT
HECKOJIBKO ITOCIIE0BATENbHBIX (DePMEHTATUBHBIX PEaKIHii uepe3 Mmper-
HEHOJIOH U 17--OKCUMPETHEHOIOH.

Perymsimust GMocuHTE3a aHAPOTECHOB B CEMEHHHMKAX OCYIIECTBIIS-
€TCs TOHAJIOTPOIHBIMUA TOPMOHAMY THITO(H3a.

AHIPOTEHBI PETYINPYIOT CEKPEIHI0 TOHAIOTPOIMHOB MO MeXa-
HU3MY OTpHLIATEIEHON 00paTHOI CBSA3HU, OJIOKHPYSI COOTBETCTBYIOIIHE
LEHTPHI B TUIIOTAJIAMYCE.

buonorunyeckas posib aHAPOTEHOB B MY>KCKOM OpPT'aHHU3M€ B OCHOB-
HOM CBsi3aHa ¢ JudepeHIMPOBKOH U (HYHKIIMOHUPOBAHUEM DPEIIPO-
JTyKTUBHOW CHUCTEMBI.

B oTimdme ot 3CTPOreHOB aHIPOT€HHBIC TOPMOHEI YKE B 3MOPHO-
HAJILHOM MEPHO/IC OKa3bIBAIOT CYIIECTBEHHOE BIMsHIE Ha U epeH-
LIMPOBKY MY>KCKHX IOJIOBBIX >keie3. Bo B3pocioM opranuszme aHiapo-
TeHBI:

1) peryiupyroT pa3BUTHE MY>KCKUX BTOPHYHBIX TIOJIOBBIX MTPU3HA-

KOB;

2) perymupyroT cliepMaToreHes;

3) oOnajaroT 3HAYUTEIBHBIM aHAOOJINYECKUM JICHCTBUEM.

Pacmag My>KCKUX MOJIOBBIX TOPMOHOB OCYIIECTBIISETCS B OCHOB-
HOM B IIE€YEHU 110 MyTH 00pa3oBaHus |7-KeTOCTEPOUIOB.

MexaHu3M JeiicTBUSI AaHAPOTeHOB

CBOOOIHEIN TECTOCTEPOH MPOHUKACT B KICTKH Yepe3 IUIa3MaTH-
YeCKyl0 MeMOpaHy MyTeM MMacCUBHOW WK obnerdeHHoi nuddysun.
Knerku-Muiienu ynepx uBarT TECTOCTEPOH.

AHAJIIOTUYHO JPYTUM CTEPOUTHBIM TOPMOHAM KOMILIEKC TECTOCTE-
por/[AI T-penienTop aKTHBHPYET CHCIU(PUUCCKUEC T'eHBI, OCIKOBBIC
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MIPOLYKTBI KOTOPBIX OMOCPENYIOT 3(h(HeKTHI COOTBETCTBYIOIIETO I'Op-
MOHa.

OddekT cTUMYyTHpPOBaHNS CHHTE3a 0eIKa B MY)XCKHX MOJIOBBIX
OpraHax COIpPSDKEH ¢ HaKoImuieHueM oOmie kinetounoii PHK.

IMaTodusuoarus penpoagyKTUBHONH CHCTEMBbI Y MY:KYUH

l'unoronagusM (CHMKEHUE YPOBHS CHHTE3a TECTOCTEPOHA) He-
JIOPa3BUTHE WM OOpaTHOE Pa3BUTHE BTOPUYHBIX IOJOBBIX INPHU-
3HAKOB.

[lepBUYHBIN THUIIOTOHAAN3M SIBISIETCS PE3YIBTATOM IPOIECCOB,
KOTOPBIC HCIOCPEACTBCHHO BJIUAIOT HA CCMCHHHUKHU U BbI3bIBAIOT UX
HEJOCTaTOYHOCTb.

B ocHOBe BTOPHYHOrO THIOrOHaAM3Ma JIEKUT HAPYLIEHHE CEK-
pelyH roOHaJ0TPOIIMHOB.

CreneHp HapyleHHs AUGGEPEHIUPOBKU 3aBHCUT OT TSIKECTH
neUInuTa TECTOCTEPOHA.
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