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CJIUTEJIbHOE 1e3aMUHUPOoBaHUe ¢ yuacTueM MAQ; 0M0/I0rHYecKaKksa pojib
deaKkIui).

V. MeTa6oAusm AK B TKOHAX: MHAMBMAYCOAbHbIE NYTU oOMeHa AK
(BOCCTAaHOBUTEJIbHOEC AMUHUPOBaHUE, cUHTe3 Tup, oopazosanue Iuc uz Mert;
OMOJIOrHYeCcKasi POJib peaKiuii).
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CNMUCOK COKPALLEHUA

AK - GMUHOKUCAOTHI

XKT — )KeAYAOYHO-KULLEYHbIN TPAKT

A - SH - rAyTaTHUoH

FAMK - raMmma - AMMHOMACASHASA KUCAOTA
COX - cAn3ncTas o60A0HKA XXEAYAKQ

HA -

- cbAaaBonpoTenH nepBbi, AU HAAH-AeruaporeHasa

OpPOAPEHAAUH

-Kl'- anbdpa-keTorayTapart

KPK - kpeaTuHcdpocdokmHasa

Tn — TPONOHUHDI

MTX = MUTOXOHAPUU, MUTOXOHAPUAAbHbIE

sIgA — ceKpeTOpPHHblIe UMMYHOTAOGYAUHbI




|. TEPEBAPUBAHUE BEAKOB U BCACbBIBAHUE AK B XKT

1) beAKM MUK NOSTAMNHO NMAPOAU3YIOTCS A0 CBOOOAHBIX AK noa
AeUCTBUEM (DEPMEHTOB MNMULLLEBAPUTEAbHbIX COKOB, OTHOCSALLLUXCS K
KAQCCY N'MAPOAQ3, N/KA NenTuAQs:

a) XXeAyAok (DKeAyAO4HbIU COK):

HCI, nencuH
6eAkUu NenTOHbI

ODAOCTb TOHKOIO KUWeYyHMKA (NaHKpeaTu4eCckmm Ccok):

mpuricuH, XuMoOmpuriCuH, 3slacmasa
kapb6okcunenmuoda3bl A u B

6) N

B) NPUCTEHOYHO HA SHTEPOLUMUTAX (KULLEYHbIU COK): (VIpurox. Puc.4)

aMuHonenmuoasbi, Ou- u

OAUrONEeNTUAbI ——prmrrermmoaser— AK




|. NTEPEBAPUBAHUE BEAKOB U BCACBIBAHUE AK B XKT

2) NMenTtuAQ3bl O6GAAAQIOT OTHOCUTEABHOU CYOCTPATHOMU
cneunudPU4HOCTbIO, HO C BOABLUEU CKOPOCTHIO FTMAPOAUIYIOT CBS3M
mexay onpeaeAeHHbimu AK (VI.Mpuaox. Puc 1, 2).

3) B 30BUCUMOCTH OT NOAOXEHMSA NENTUAHOU CBA3U, KOTOPYIO
cboepMeHTbl PACLLLENASIOT OHU AEASITCS HA: SHAOMNENTUAA3DI
(nencuH, TPUNCUH, XMMOTPUNCUH, SAACTA3A,) U IK30MNENTUAA3DI
(kapb6bokcunenTuaasbl A u B, amMHOnenTUAQsbI);

[NlencuH M NnaHKpeaTnyeckue cbepmMeHTbl BbipabaTbiBAIOTCA B
HeaKTUBHOMU chopme (3aWmUTa TKaHeU). MeXaHM3M UX aKTUBALLUMM -
YOCTUYHBbIM MPOTEOAU3. OTLLENASIETCSA KOHLLEBOU OAMITONENTHA,
u3MeHeHseTcsa KoHdopmauusa, bopMMpyeTcs AKTUBHbIU LLEHTP.

4) KuwieyHblie cobepMeHTbl CUHTE3UPYIOTCS B SHTEPOUUTAX CpA3y B
AKTUBHOU chopMme.




|. NTEPEBAPUBAHUE BEAKOB U BCACbLIBAHUE AK B XXKT

4) OT nentnaas COX u KMLLEeYHUKA 3aLWULLLAIOT MYLLUHBbI,
obpasyowme ruAPATUPOBAHHBIM CAOU CAU3U, A CHAPYXKHU
KAeTOK CO - reTeponoAnMCaxapmuAbl, K-€ He
PACLLLENASIOTCS NENTUAA3IAMM.

5) AK BCACBLIBAOTCSA B TOHKOM KULLUEYHUKE (KAK U B
KAETKAX AP. TKOHEeN) BTOPUYHO-AKTUBHbIM TPAHCMOPTOM
8 CO U MeMBpaHaxX Ap. KAETOK eCTb 5 cneuncpunyieckmx
OeAKOB-TPAOHCNOPTEPOB).

6) Hactb AK - B AMUMAY, O OCTAABHbIE B KPOBb.

7) U3 kpoBu AK 3aXBATBLIBAIOTCA KAETKAMMU, FTAE
noaAepxusaeTtcs nyA L-AK.




Il. AMUHOKUCAOTHbBIN POHA KAETKWU

UCTOYHUKU NMOCTYNAEHUSA AK:

1) | 6eAku nuwm; | 2) 6eAkn TKaHen 3) CUHTE3 3aMeHuMbIX AK

NYTM UICMMOAb3OBAHUS AK:

1)|cuHTE3 6EAKOB TKAHEU, PEePMEHTOB, FOPMOHOB, AHTUTEA U AP.;

2) cuHTe3 nenTnAoB ( F'A-SH, aHCepuH, KAPHO3UH, U AP.);

3) CUHTE3 HEOEAKOBbIX A30TCOAEPXALLUX B-B (Frem, NypPUHbI, MTUPUMUAUHDI,
nauuH, HAA+, KpeaTuH, XOAMH, MEACHUHDbI U AP.);

4) o6paszoBaHue 6MoreHHbIX aMHUHOB (TAMK, rUCTAMUH U AP.);

5) ropmoHoB - npounsBoAHbIX AK ( T3, T4, KOTEXOAGOMUHOB, MEAATOHUHA);

6) cunTes Apyrux AK;

7) NOAyYeHue 3Heprumn (Yepes aAesammHuposaHue AK —» ATP);

8) CuUHTE3 rAIoKO3bl (TAIOKOHEOreHres), AMMMAOB, KETOHOBbBIX TEA;

?) peakuumu Aetokcukaumm ( ucnoabsyroTca FAy, Acn, I'AH, TAu, MeT).




lll. MeTta6oAusm AK B TKaHAX: obOwue nytn oomeHa AK

1. TPAHCAMUHUPOBAHMUE -
3TO peakuun nepeHoca amumHorpynnbsl ¢ AK HO A-KETOKUCAOTY,
C 0Opa3oBAHMEM HOBOU KETOKUMCAOTbI M HOBOMU AK.
(oTkp. A.E. BpayHwTenHom n M.I. Kpuuman,1937 r.) (VI.Mpuaox. puc.3).

a) HanboAaee akTuBHbIE TPAHCEPA3DI:

4 ACT (LMTO30ABHAA U MUTOXOHAP.COOPMbI) B KAETKAX CEPALLA U NEYEeHU; | UHAUKATOPH.
AAT (LMTO30ABHAS POPMA) B KAETKAX NMEYEHU U CepALLa doepMeHTbI

©) B LLeAsIX SH3IUMOAUATHOCTUKU ONPEAEASIOT:
L oTHowueHue ACT/AAT B KpoBu — Ko3dbd-HT Ae Putuca (N ~ 1.33 + 0.42)

% [Mpurenatute: aktusHocTb AAT > ACT, k-T Ae Putuca | Ao ~ 0.6;

< MNMpu nudpbapkre: aktusHocTb ACT > AAT, k-T Ae Putuca >2; + pon. KPK, Tn
O ACT u AAT B CMELUAHHOU CAIOHE (HapsAY C AP. MHAUK. PepM.)
< [pu AECTPYKTUBHOM NAPOAOHTUTE (CPEAH. U TAX. cTen.) noBbiwl. B10-ku pas.




Puc.1. PEAKULUUN TPAHCAMUHUPOBAHUA




2 M\éXAOHU3M TPAHCAMUHUPOBAHUSA (BpayHwTeiiH A.E. u lWemskuH M.M.)

R-CH-COOH

|l £.m=
amMuHokucnora NIH 2_I

2
st

|
no

H,O

el

nMpuaokcanb-

cdocar

nUpUOoKCaMMH-

cocdhar

R-CH-COOH R-C-COOH R—C—COOH
ek 211N (|
N N (o)
” 1 I H,O KeToKucnora
C*H H-C—H | NH,
|
no no ?Hz
N® Lupugokcamun-
anbaAVUMUH KETUMMUH e
RrG-£OOH  RrCH—COOH Ry CH-COOH
N | N _— NH,
| /‘I L7 2 aMUHOKMUCIOT:
| e
no no I
no
KeTUMHUH anbAUMMWH nMpuaokKcanb-
¢doccar

A Wl \




5/POAb PEAKLLUKM TPAHCAMUHUPOBAHUA

1) OoOpaszoBanue 3aMmeHUMBbIX AK U3 0-KeTOKHCJIOT
(0-KI'- koJIeKTOpP, COOMpPaeT aMUHOTIPYIIIbI;
Iy - yHUBepCaAJIbHBIN JOHOP 0-AMUHOI'PYIIII).

2) SdABasiercst peakuued 1-ro 3rana HeNMPAMOro
OKHUCJIUTEIBHOI0 1e3aMUHUPOBAHUSA




lll. MeTaboAusm AK B TKAHAX: oOwue nytu oomeHa AK

2. AEBAMUHUPOBAHUE —
3TO peakuuu oTuLenAeHuusa a-ammHorpynnbl oT AK B BUAe NH3
C 06pa3oBAHMEM A-KETOKMUCAOTDI.

a) BuAbl A€@3OMUHUPOBAHUA: OKUCAUTEABHOE, BOCCTOHOBUTEABHOE,
TMAPOAUTHUYECKOE, BHYTPUMOAEKYAaPHoe. (VI.Mpuaox. puc.5,6,7,8)

0) MNpamoe AeszamMuHupoBaHue (oTuwrenaeHne NH3 NpoUCXOAUT B OAHY PeaKkLmio),
uAeT ToAbKO C Ay (ToAbko E: TA-All akTuBeH npu comsmnoAor. sHay. pH). (Puc. 3)

EcTb ewe okcuaasbl L- AK (E-PMH, onT.pH=10), HO X AKTUBHOCTb HU3KQS.

Henpsmoe Ae3amuHupoBaHue (B 2 aTana)

UAET AASl BCeX OCTAAbHbIX AK (TpaHcAe3zamuHuposaHue). (Puc. 4,5)

B) FTAyTamaTaernaporeHasa (MTX)- oamromep (6 c/e), peryAaTopHbIn cb-T:

< HAAH, AT®, I T® npuBOASAT K AUCCOLUALLUM U CHUXKEHUIO OKTUBHOCTMU;

¢ AAP aKkTUBMPYET, T.€. HU3KUN YPOBEHDb SHEPIMU CTUMYAUpPYeT pacnaa AK u
UCMNOAb3OBOHME UX B KOYECTBE 3HEPreTM4eckKoro MICTOYHUKA.




MPAMOE OKUCAUTEABHOE AESAMUHUPOBAHUE AK
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Henpsamoe oOKUCAUTEAbHOE Ae3aMUMHUPOBAHME AK

2 3TAna:
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HEMPAMOE OKUCAUTEABHOE AESAMUHUPOBAHWUE
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Buoaornyeckas POAb PEAKLLUN AESAMUHUPOBAHUA AK

1) Peaxkuum pacnmaga AK
2) OoOpa3oBaHMe 0-KEeTOKHUCJIOT, K-€¢ MOI'YyT MOCTYNATh
B IITK (INYK, o-KI'), uaTtu Ha cuHTe3 IN10K03bI (IIBK,
1YK); u3 IIBK oopas. CH3-COSKoA, (0H MokeT UATH B
TK, Ha CMHTEe3 KeTOHOBBIX TeJI).

JHepreruueckasa (HAH oraaer BOCCTAHOBHUTEJIbHbIE
3kBUBAJEHTHI HA DII1 (IIID) » 3 ATD)

?%*l




lll. MeTaboAusm AK B TKAHAX: oOwue nytu oomeHa AK

3. AEKAPBOKCUAUPOBAHUE -
3TO HeobpaTumbie peakumm oTenAeHmnmnsa ot AK a-kap6oKCUAbHOM
roynnbl B BuAe CO2 ¢ o6pa3oBaHMeM OGUOreHHOro aMuHa.
a) AeKapGOKcuAupOBaHue Mmc:

Ni o—Ni —COOH Ni 2—NI 2
I\ | . 4 S
NH»

aeno édaéi -

daéagdai énééaca
anoceaei I O (vit By) acnoai ei

bnoAoru4eckas poAb rMCTAMUHA:

YHACTBYET B BOCNAAUTEAbHbIX U AAAEPIrUYECKUX PEeaKUUAX: CnocobCcTByeT
PACLUMPEHUIO COCYAOB, MOBLILLAET NPOHULLAEMOCTb KAMUAASIPOB, Bbi3bIBAET OTEKM;
cTtumyaupyeT cekpeumto HCI (4epes H2-peuenTopsbl) B XXeAYAKE, CAIOHDI;
BbI3bIBAET COKPALLEHUE TAOAKOU MYCKYAQTYpPbl OpoHXxoB (Yepe3 Hi-peuenTopsl)




lll. MeTaboAausm AK B TKAHSX: oowue nytu oomeHa AK

buoAoruyeckas poAb
AOOAMUHA:
HEUPOMEANATOP
CpeAHEero oTaeAd
MO3raq;
npeALleCTBeHHUK
HA, aApPeHAAUHQ;
UMEeEeT CUAbHbIU
COCYAOCYXMUBAIOLLLUM
3 dekT; npu
HapyLleHUUn obmeHa
AOPAMMUHA-OO0AE3HD
NMapkuHCOHA.

(o6meH Tup B MEAQHOLLUTAX.
VI.Mpuaox. Pnc.10)

\\

0) Aekap6okcuamposaHmne AOPA B HEPBHOU TKAHU U HCIAnO‘-Ie‘-IHMKCIX
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lll. MeTaboAusm AK B TKAHAX: oOwue nytu oomeHa AK

B) AekapbokcuAampoBaHue lAy:

NI ,

COOH COOH

lr / T, .l'

| 4462047 énééaca NI
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NI 5 Al g
a,il,\!l,_:,NHz Ni ,—NH,
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&6 y-ai &iii angyiay é-oa

(AAI E)

buoAornvyeckasa poab rAMK:
OCHOBHOU TOPMO3HbIU MEAUATOP BbICLUMX OTAEAOB MO3rQ;

NPUY HEAOCTATKE - TPEBOXHOCTb, MOBbILLEHHAS BO36YAUMOCTD,
CYAOPOTU B MbILLLLOX.




lll. MeTaboAn3sm AK B TKaHaX: obLme nytu oomeHa AK

PUC.9 r) Aekap6okcuamposaHue 5-(OH)-Tpu
/ (HepBHASA TKAHb U HOAMOYEYHUKMN)
NH NH
CH, CH 0, CH, CH CH, CH
@j COOH @j Coon
I[exap6oxcm1a3a
H,BIl H,BII
Tpuntodan S-Tuppokcurpuntodan CEPOTOHHMH
['uapokcunasa
buosiornueckasi pojib CEpOTOHUHA:
030y:K/1. HelipoMeaAHATOP CPEAHUX OTAEJI0B M0O3ra, BA30KOHCTPUKTOP, PeryjJaupyer
AJl, TeMreparypy TeJa, AbIXaHHue, AHTHAENMPECCAHT, CTUMYJIHPYET COKpPAILlleHHE
JIAJAKOM MYyCKYyJarypbl. U3 ceporoHuHa odOpa3yercsi MeJaTOHUH (Anudus).
(VL. Ilpuiox. Puc. 11)




IV. AHAKTUBALLUA BUOTEHHBIX AMUHOB

I/Peal(u.uu MEeTUAUPOBAHUA (AAS TMCTAMMHA,JAPEHAAUHA)

CH,-CH,-NH, CH,-CH,-NH,
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IV. AHAKTUBALLUA BUOTEHHBIX AMUHOB

2. Peakunm OKUCAUTEAbHOIo A€3OMUHNUPOBAHUA
(ans AodbamuHa, HA, cepoToHuHa, FTAMK)

MonoamMuH00KCHIA32
(MAO)
PUC.11

FAD
R-CH-NH,—7——7~ N R-CH=0 —>— R-COOH
0, H,0 H,0, NH; 0,

buoAormyeckas poAb peakumu:
NOAAEPXAHNE PUUOAOTMHECKOTrO YPOBHSI OMOreHHbIX AMUHOB,
OKQ3bIBAIOLWUX BbIPAXEHHOE BUOAOrH4EeCcCKOe AEUCTBUE HAO OPraHU3M.




V. MeTaboaAausm AK B TKAHSIX: MHAUBUAYOAbHbIE NYTU oOMeHa AK

a) BOCCTAHOBUTEAbBHOE AMUHUPOBAHME (uuTonAazma)

COOH COOH COOH COOH

| I ’OH | I

G=0 & HOH C=NH CH,

CH, + NH,=——————) CH, = CH, 73 (|3H2

| I I HAODH HAOD

CE CH; CH: ?HNH2

| | |

COOH COOH COOH e
2-oKcornyrtapar MMmuHornyrapar MyrTamar

buoAorndyeckas poAb peakumm:

o6pasoBaHue Ny, K-1 ABASETCA MCTOYHUKOM AMUHOTPYNN AAS

cuHTe3a AK, UCTOYHMKOM DHEPIMHU, UCMTOAb3YETCH AA OOPA30OBAHMUS
TAMK , TA-SH, cBA3bIBAHMA AMMUAKA U AP.



V. MeTaboAausm AK B TKAHSIX: MHAUBMAYQADbHbIE NYTU CUHTE3a AK

6) CUHTE3 TUPO3UHA

0, H,0
\o/
CH;—CH —COOH - HO CH;—CH —COOH
NH, @ﬂm NH,

OEHWIAJIAHVH mllp(i%;zm%a THUPO3NH

H,-buonrepun H,-buonrepun

PUC.13

JduruaponTepuamH-
peayKrasa

@

NADP NADPH+H"
BuoAroruyeckas poAb peakumm:

TUP naeT Ha cuHTe3: 6eAKOB; AOOAMMUHA (HEPBHAS TKAHb); KOTEXOAOMUHOB
\ (MO3roBou CAOU HOANOYEYHUKOB); chymapaTa u auetoaueTartda (nevyeHs);

I

MeAaHUHA (MeAaHouuThbl); T3 U T4 (LLUTOBUAHAS XeAesqa).




V. Meta6oAusm AK B TKAQHAX: UHAMBUAYQAbHbIE NYTU oOMmeHa AK

+
AM - S-AJEHO3WJIMETHOHWH (-S-CH3)
SAI' - S-AAEHO3WJITOMOLIMCTEUH

B) CUHTE3 UNCTEUMHA U3 METUOHUHA
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V. MeTaboausm AK B TKAHSIX: MHAUBUAYOABbHbIE NYTU oOMeHa AK

@ TPAHCMETUITIMPOBAHUE CYBCTPATOB (R) HEOBXOAUMO AOJiA: ™

& CUHTE3A aodpeHasniuHa, KpeamuHa, XOJlUHa, MUPUMUOUHOBS,

nypuHoe, MeslamoHUHa, KapHumuHa, ayemuusnxosiuHa (R-CH3);

® [OETOKCUKALIMUN kceHobuomukoe u 3HOO2eHHbIX Memabosiumos

@ CUHTE3 LIMCTEMHA
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b/POAb LUCTEUHA (LLnc)

1) Hucrenn copepxar muorue ¢pepmentsnl (A1, LI{D), ropmons! (KaabuuToHuH, AT,
uHcyJauH), [1-SH; Iuc uaer Ha cunre3 raypuna, HS-KoA (VI. Ilpuao:xk. Puc. 9).

2) Iluc BXoauT B pa3jiuyHbie 0€JIKH, B TOM YHCJIe TKAHEH U )KUJAKOCTe IOJOCTH pra:
a) KoJ1arenbl (C-KOHIEeBbIe MPONENTHAbI coaep:kat —S-S— CHIMBKH npu co3pesanuu KJIT);

0) myuunbl ZKKT, B TOM 4Kc/ie pOTOBOM MOJIOCTH COAEPKAT HMCTEHHOBbIE

NOMEeHbI U JUCYJIb(UTHbIE MOCTUKH;

B) JIM30IIMM, TPOMOOCIIOHIUH (caMbiil KpynHbIi I'Tl kocTH, HaxoaUTCH B OCcTEOM/IE),
(pHOpOoHEeKTUH, OcTeoKAJIbIUH, Gla-0e/10k MaTpuKca cogep:KaT —S--S — CBA3HU;

) CIIOHHBbIC HUCTATUHBI-MHTUOUTOPHI HUCTEMHOBBIX NPOTEHMHA3 B POTOBOM MOJIOCTH,

coaepxkar [IUC B akTUBHOM LIEHTPE;

1) SIgA B ciI0He, o0ecreunBaOIie UMMYHUTET B POTOBOM MOJIOCTH, HACHIIIEHBI

AUCYJAb(MUIHBIMYA CIIMBKAMM.




VI. IPUAOXEHUE: TOMOLMUCTUHYPUS

B ocHogBe 3a00s1eBanus romouuctunypusa (MKbB 10: E72.1) jgexurt
MeTA00IMYeCKU 0JIOK HA MYTH NMPEeBPALlCeHUS TOMOUMCTEHHA B IUCTATUOHUH,

CBSI3AHHBIUA C HACJIEACTBEHHOM HEA0CTATOYHOCTHIO (pepMeHTA
nucTaruoH-pB-cunrassl (CbS), (KO 4.2.1.13).

< Ilpu HapyuieHHMH HCIIO0JIb30BaHHSI TOMOLIMCTENHA, H3 HEro oopa3yercs
HUCTUH. B TKAaHAX ¥ KPOBU HAKAIJIMBAETCH M30BITOK FOMOLIMCTENHA,
STUOHHUHA, TOMOIMCTHHA M YMEHbINAETCH COAepPKaHNe MUCTATHOHUHA,
HUCTHHA U HucTenHa (puc.14, 15).

IIpu HexpocTarke Iluc HApYyIIAKOTCA CUHTE3 M (PYHKIUM 0€JIKOB, B KOTOPbIE OH
BXxoauT (1. VI).

MN30bITOK TOMOLMCTUHA PE3K0 HAPYIIAET CTPYKTYPY KOJLJIAreHa U 3JIaCTHHA,
T.K. TOPMO3HUT 00pa3oBaHie HOPMAJIbHBIX MOMEPEYHbIX CIIMBOK B KOJJIAreHe,
0JIOKMPYHl AKTHMBHBIE IPYIIIbLI JJU3UHA U OKCUJIU3UHA;




VI. IPUAOXEHUE: TOMOLUCTUHYPUA

< IloBbIlIeHHOE CcOAEPKAHUE META00JIMTOB METHOHHHA B KPOBHU M TKAHAX 0KA3bIBAeT TOKCHYECKOE
JNEUCTBHE HA HEPBHYIO CUCTEMY.
% BbIcokHii ypoBeHb roMOIMCT(€)NHA 0KA3LIBAET IIUTOTOKCHUYECKOE AeliCTBHE HA KJIETKH OPTraHOB H
TKaHel, HeraTUBHO BJIMSET HA COCYIUCThbI€ CTEHKHU, CIIOCOOCTBYET aTePOCKJIEPO3y U TPOMOO3aM.
% IlopakaeTrcss MbIIIEYHAN U COEAUHUTEIbHAS TKAHH.
<% PasBuBaeTcsi aToJIOTUsI IJIA3HOTO anmapara.

AK 6 < Hao0aionaeTcs maToJI0rusi KOCTed U CKejleTa, 0CTeoNnopo3, YacThbie
epeIoMbI KOCTeM.
® B noJsocTu pra: usMmeHenue GopMbl M PacIoIOKeHUA 3y00B, pe3oponus
JIeCeH, BbInajieHue 3y00B, MHOKECTBEHHbIN Kapuec. JleueHue —

CUMIITOMATHYECCRKOC.

Onpeoenaiom yposenn: MetT, rOMOIUCTHHA, HUCTHHA B IJIa3Me KPOBH METO0M TAHIEMHOMN Macc-

CYIEKTPOMETPHH; TOMOLMCT(e)UHA / HMCTHHA B MO4Ye UAHUI-HUTPOIPYCCHIHBIM TECTOM;
vinoanawm: opraabsmockonni, IKI, IXI, MArHUTHO-PE30HAHCHYI0 TOMOTPad IO rOJI0BHOIO MO3ra,
EHTTeHOTrpaduI0 KOCTEH CKeJIeTa, TeCT HA YYyBCTBUTEJIbHOCTH K Tepanuu BUTAMUHOM B6;
Ha3Haualom TUETOTEPANUIO BCeM 00JIbHBIM € KJIACCHYECKOM TOMOUMCTUHYPHUEH, CBA3AHHOH €
epexkTom CbS;

| AZHO3 NOOMEEPIHCOalom MOJICKYJISIPHO-TEeHETHYEeCKUM HcciaeaoBanuem reaa CBS.




VI. NIPUAOXEHUE: puc.1.CneumdPU4HOCTb AEUCTBUSA NENCUHA

MNEIICUHOI'EH
Keaynok
pH 1,5-2,0
IHHEIICHH
[y
Hzo Acn
\ Tup
R Cll)eH
|
H,N— ’\IW\/—CH—(!%—#N H“_CH_%— ~ o COOH
O O
beiku

IHenToHBI




VI. MIPUAOXEHUE: PUC. 2. CneumndU4HOCTb ASHCTBUA NAHKPEATUHECKMX (OEPMEHTOB

Kapooxcunentaaasa A. B

Tonkas KHIIKa ' Ama
Tpuncen i  Ban
pH 8.0 P : XHUMOTPHIICHH ' g A
l ' H.O. !
| HO | HO mctaa Y Apow, Ak
f & [ Cep !
€H HpO | |
a3 E Tmp | Ama ;/HQO E s
Puc.2| R A | L fm | . Ax B
| I et | : |
Hg.\-’NV\CH-C-NH-CH-C-:rNH-CH-C-NH-CH-C,LNH-CH-C-.\‘H-CH-Ci-NH-CH-CfNH-CH-COOH
|| I [ ! I I I
0 01 0 o 0 0 ! 0 ‘
IlenToHBI i i :

|
OJII/IFOHEHTI/IIIBI + aMHHOKMUCJIOTHI



VI. IPUAOXEHUE: puc. 3

OkoH4yuna Ogecckum MeaAULIMHCKUA UHCTUTVT.
PaboTtana B Mockse B Buoxnmmnyeckom
nHctntyte Hapkomsgpasa PCPCP, c 1933
roga — BO Bcecolo3HOM UHCTUTYTE
9KCMNEepPUMEHTANIbHON MEOULINHBI.
N B 1937 rogy, byayum acnupaHTKoum
akagemuka A. E. BpayHwTenHa, OTKpbina
peakuuo nepeaMMHNPOBaAHUA B
opraHuame — ob6paTUMbIN NepeHocC

AnekcaHap EBceeBuy bpayHLUTEWH
(1902-1986).

- = OTKpbIN U BCIO XU3Hb
 M3yvarn XuMUIo U OUonoru-

HECKYI0 ponb NEepeaMmuHu- M.I. KpMumaH aMUHOrpynnbl OT aMUHOKUCTIOT K
OBaAHUA AMUHOKMUCIOT. KeTOoKMCrnoTam.
P (1 905-1 971) OTa peakuuns urpaeT BaxKHeNLLY porb B
» Bmecte ¢ M.M. LLlemsaku- obMeHe a30TUCTbIX CoOedUHEHUI B TKaHAX
HbIM paapaﬁo-ran oﬁu‘ym XVUBOTHbIX, paCTEHUIN, B MUKPOOPraHn3max.
Mpodbeccop no cneumanbHOCTU «BNOXUMUSA»
TEOPUIO NUPUAOKCAIEBbIX (1939).
KOd)&KTOpOB uE. B 1945 rony opraHuMsoBana v Bosrnasuna
nabopatoputo bepmeHToB B VIHCTUTYTE
. AK&HGMHKAMH (1 945) "] 6uonorn4yeckon n meguumHckonm xmmmm AMH
AH CCCP (1964). et

C 1951 roga 3aBepytowasn nabopatopuen
Broxnmmm MHCTUTYTa Kapanonormm MMeHu
A. J1. Macumkosa AMH CCCP.

14




VI. TIPUAOXEHUE: puc. 4

CoBEeTCKUM YY4EHbIN, CNeumnanncT B
obnactn pusmonormun, BereTaTUBHbIX
GYHKUMI 1 UX perynaumn.

Axkapgemunk AH CCCP no otaeneHuto
dun3monormnm (1984). Bnepsbie onucan
NPUCTEHOYHOE NULLLEEBapeHMe,
MeXaHU3Mbl CamonepeBapuBaHUA.
Uccnepgosan 3sonOUUIO NULLeBaputen
bHOU QYHKLMNN,

AnekcaHap Muxannosuy Pabota A. M. Yronesa «lpucteHo4Hoe
Yrones (KOHTaKTHOE) membpaHHoe

nuwesapeHue» bblna npusHaHa
KaK Hay4HOe OTKpPbITUE N BHECEHA
B [OCygapCTBEHHbIN peecTp OTKPbITUM
CCCP nog Ne 15 c npuoputeTtom oT
Aekabpa 1958 r.3a ceon paboTbl — B
1990 roay 6bin Harpa)XaEH 30/10TOM
meganoto um. K. U. MeuyHunKosa.




VI. MIPUAOXEHUE: pnuc.5. Buabl peakumm Ae3aMUHUPOBAHMUS

I. BoccraHosuTensHoe nesaMmmHMpoOBaHne

R—CH—COOH 22X — R—CH2—COOH + NH3

l
NH2

I1. TnaponnTUuYeCcHOe Ae3aMmnHupoBaHne
R-cle-COOH 2H20 R—C':H—COOH + NH3
NHao OH

I1l. BHyTpHuMOneKynAapHoe ne3amMmMHnpoBaHmne

R—-CHs—CH-COOH —= R—CH=CH-COOH +NHg3

l
NHo

IV. OkncnurensHoe A€3aMMHMpOBaHne

R—?H-COOH *Y203 R—c‘?-ooou—l + NH3

\ NHa2 O




VI. MIPUAOXXEHUE: puc.é.

H,0
2 CH,

C @

COOH
ITapysar

COOH
o.-KeToOyrnpar

eokKucnuTenbHoe pae3samumHupoBaHue Cep,Tpe (annmMmuHupyoulee)
FHZ— ol Cepnﬂnl;r;nparasa (“3H2 FHg
CH-NH, ———  (NH, e
COOH H,0 COOH COOH
Cepun
T Tpeonunnernaparasa T i
CH;-OH i CH CH,
CH—NH, \ - C-NH, — C=NH
COOH 1.0 COOH COOH
Tpeonun




VI. IPUAOXEHUE: puc.7

HeokucnutenoHoe pe3zamuHupoBaHue LIAC
(UMCTATUOHUH - Y — nNnasa, MNo,) n
HeOKUCcnuTenbHoe (BHYTPUMOSIEKYsIpHOe)
Ae3amunHupoBaHue 'nc (rmctupgasa)

H,O
CH-NH, — ¢
COOH NH,  CooH

L - Ilucrenn Mupysar

-CH,-CH-COOH N——CH=CH-COOH
) N e [
NH \ NH
YpoxkaHuHOBas

I'vcTuaun NH
3 KHCJIOTA




VI.MPUAOXEHUE: puc.8

Henpsamoe AesamuHupoBaHue AK
C yqyacTtuem uMkKAa UMP - AMP (AAS MbILLEYHOU TKAHU U MO3rQ)

1-Trpancamunasbl, 2-ACT, 3-a1eHUJIOCYKIIMHATCUHTETA3a U AleHUJIOCYKINHATINA3A, 4-1e3aMUHAa3a

I/IH03HHM0H0(1)OC(1)aT
AMMHOKHCJIO0TA %NH
. AM(I)
(I)yMapaT
CTOKHMCJIOTA OKCﬁJIOﬂHETaT

N MaJjar




VI. MPUAOXEHMUE: pnc.9. Aekap6okcuamposaHme CepycoAepXawimx AK

o
7
CH,—S \\— OH
CH,—SH l -
?H —N Hz oxucneHu: p. ?_'*___\N H2
=11 o paliaglis
IE_COOj H 1 C'O.OJH
LmcrevH HMmcrTemHoBasa KmcriorTa
a 60 - dexkapb6oxkcu-
c 02 4 ﬂ:g:p et coz 4 Jraza
<|:H2—SH THz—SosH
CH,—NH, CH;—NH,
THMO3TUNaM1H TaypvH
v v
Ko A napHbie XXern4yHblie
\ KMCroTbl




VI. NIPUAOXEHUE: pnc.10. OBMEH TuUp B MEAQHOLUMUTAX

g i s 0
2 .
III 0 > ma ------ > Yéi déai i o
L-» SR A (+adi Ga e éi de=+i aala)
PUC. 10 } ¥ 2 N
—N EI_N 2 “a 1 | - » 041 aeai &i @
B (ae8600 3, édani 1-é1 de+ aala)
s . .. & —(|_3| S

[1—0edi gei aga | Adi ¢ Ragei




VI. MPUAOXKEHME: puc.11. Qj/h;‘:“zzs'fza&?::r::u @k( -

Kuﬂypeun

bUOCHHTE3 MEAQTOHMHA | " an
U HuaumHa (B3) us TpM r;ggg;ggg;a wWaM..Aaaa

Qj/éi | " £ KMHYpPEeHUH

SRR °
p6okcunasa
T l
. I

NH, OHC™ ™=
] HO,C._ = OH
HN CepoToOoHMH 2-amuHo-3-(3-oKkconpo-

S-rmapokcwm- NH, O 1-ennn) cbymapoean
TPUNTaAMUH KMchnora
N-aueTun
pane paas 1 HedepMeHTaTMBHARA
UMKIM3auns
o
g o
I XMHONMarT
N-aue'run- N/ OH
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