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AMUWHOKUCIIOTbI U BENTKU

AMUHOKHUCIIOTHI 110 CTPOCHUIO OHM SIBJISIFOTCSI OPraHUYECKUMHU Kap-
OOHOBBIMH KHCJIOTaMH, Yy KOTOPBIX, KAK MUHUMYM, OJMH aTOM BOJOPOJa
3aMeIIeH Ha aMUHOrpymnmy. Takum 0o0pa3oM, B aMHHOKHCIOTax 00s13a-
TEIbHO NpUCYTCTBYET KapOokcuibHas rpynna (COOH), amuHorpymma
(NH2), acummerpuuHblii aTOM yriepoaa W OokoBas memnb (paaukai R). Enunoe crpoenne
CrpoenreM GOKOBOI 1IENHM aMMHOKUCIOTH M OTIMYAIOTCS IPYr OT APyra. AWHHORHEIOL
NmenHo paaukan nmpuaaeT aMHHOKHUCIOTaM O0JIbIIIOe pa3HOO0Opasue CTpo-
€HUS U CBOMCTB.

AMUHOKHUCIIOTHI SBJISIOTCS CTPOUTENBbHBIMH OJI0KaMu OEJIKOBBIX MOJIEKYJI, HO HEOOXOAUMOCTh
UX U3Y4YEHHSI KPOETCsI HE TOJIBKO B TaHHOM (pyHKIMU. HeckoJIbKo aMUHOKHCIIOT SIBJISIIOTCA UCTOYHU-
KOM JJ1s1 oOpa3oBanus Heiipomenunatopos B [{HC (rucramus, cepoTOHNH, raMMa-aMHUHOMACIISIHAS
KHUCII0Ta, A0(aMUH, HOpaJIpeHaluH), Jpyrue caMM SBJIAIOTCS HelpoMeauaTtopaMu (TIUIMH, IIyTa-
MHHOBAs KUCJIOTA).

Te unu nHBIE aMUHOKHUCIIOTHI HEOOXOAUMBI /ISl CHHTE3a IYPUHOBBIX U MMPUMHUANHOBBIX OC-
HOBaHUH 0€3 KOTOPBIX HET HYKJICMHOBBIX KHCIIOT, UCIIOJIB3YIOTCS JUIsl CHHTE3a HU3KOMOJIEKYIISIPHBIX
OMOJIOTMYECKH Ba’KHBIX COETUHEHUH (KpeaTHH, KApHUTUH, KAPHO3WH, AHCEPUH U JIp.).

AMUHOKHUCIIOTa TUPO3UH LIETUKOM BXOJUT B COCTaB TOPMOHOB IIUTOBM/IHOM >keJe3bl (THPOK-
CHH, TPUHOATUPOHUH) U MO3TOBOTO BEIIECTBA HAANOYEYHUKOB (3 IpEeHaINH, HOPAAPEHAIHNH).

C nHapymeHueM oOMeHa aMHUHOKHUCIIOT CBSI3aH Psiji HACJIEACTBEHHBIX 1 NPHOOPETEeHHbIX 3a-
00J1eBaHUM, COMPOBOKAAIOIINXCS CEPbE3HBIMU MPOOJIEMaMH B pa3BUTHH OpraHu3Ma (IIMCTUHO3, T0-
MOLIMCTEMHEMHUS, JIEHLIMHO3, TUPO3UHEMHH U Ap). CaMbIM U3BECTHBIM IIPUMEPOM SIBISETCS (PEHUII-
KETOHYpHUSI.
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KNACCUNOUKALUNA AMUHOKUCTIOT

N3-3a pa3HOOOpPA3HOTO CTPOEHUS U CBOMCTB KiIaccU(UKALMS aMUHOKHUCIOT MOXKET OBbITh pa3-
JUYHOM, B 3aBUCUMOCTHU OT BHIOPAHHOTO KaueCTBAa aMUHOKHCIOT. AMUHOKUCIIOTHI JIENIATCSA:

1. B 3aBUCHUMOCTH OT HOJIOKEHUSI aMHUHOTPYIIIIHI.

2. Ilo aBGcomOTHOM KOH(PUTYPALIMA MOJICKYITHI.

3. Ilo onTH4eCcKOi aKTUBHOCTH.

4. TTo y4acTHiO aMUHOKHCIIOT B CHHTE3€ OEJIKOB.

5. Ilo cTpoennro 6OKOBOTO pajuKaa.

6. [0 KUCIOTHO-OCHOBHBIM CBOWCTBaM.

7. ITo HEOOXOAMMOCTH ISl OpraHUu3Ma.

B 3aBMCUMOCTM OT NONoXeHus aMUHorpynmnbl
Brigensior (0 B, Y 1 ApYIru€ aMUHOKHUCIIOTHI. I[JIH OopraHn3smMa MJICKOIIUTArOIIUX Haunbojee xa-
PAKTCPHBI O.-aMUHOKHCJIOTHI.

+ [
H3N—<I:H—coo- CHy—COO"

-+
CH3 H3N—CHj

CtpoeHue o~ 1 3-130MepoB allaHuHA
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Mo abcontoTHOM KOHMUrypaunm Moneky bl

ITo aGco/roTHOM KOH(pUTrypauuu Mos1eKyabl BhiieasoT D- u L-gopmbl. Paznnunsa mexnay
M30MEPaMHM CBA3aHBI C B3AaUMHBIM PACIIOJIOKEHUEM YETHIPEX 3aMELIAIOIUX I'PYIII, HaXOAIUXCS B
BEpILIMHAX BOOOPaXaeMOro TeTpajpa, LIEHTPOM KOTOPOTo SIBJISETCSA aTOM yriepoja B O-IOJOXKe-
HUU.

1 koHdopMauus

(o3

2 KoHdopMauusa

JlBe KoH(popMaLuu TeTpasapa

H 0 H 0
\C/ \C/
HO-=wCw»H H-aCw»OH

CH50H CH,0H

L-Mmuuepanegerng D-Mmuuepanbgerng

L- 1 D-dopmbl ruuepanbaernaa

O§C/O_ OQC/O_

+ +
H3N <«Ce»H H-aCw»= NH3
A A
CH3 CH3
L-AnaHuH D-AnaHuH

L- u D-popmbl anannHa

B Genke nr000r0 OpraHM3Ma COIEPKHUTCS TOJIBKO OJWH HM30MEp, Ul MIIEKOTTHTAIONINX ITO
L-amMuHOKHMCIOTHL. OTHAKO ONTHYECKHE N30MEPHI TIPETEPIIECBAIOT CaMOTIPOU3BOJIbHYIO He(epMEHTa-
TUBHYIO paneMu3anuio, 1.e. L-gpopma nepexoaut B D-dopmy.

Mo onTnyeckon akTMBHOCTU
HO OINITUYECCKON AKTHUBHOCTHM AaMHUHOKHUCIIOTBI IOC- O§C /o- O%C /o—
JIATCA Ha npaBo- nu neBOBpamanmHe.

+ +
Hanuuue accumeTrpruyHoro aroma yriepoja (Xu- H3N <Cw-H H-aCw=NH3
paJbHOTO IIEHTPa) AENaeT BO3MOXHBIM TOJBKO IBa CH3 CHy
PacHOJIOKEHUS] XUMUYECKHUX I'PYII BOKPYT HEro. JTo | TR— | TR ——
NPUBOJIUT K OCOOOMY OTJIMYMIO BEIIECTB IPYr OT anaHuH (+) anauH (-)

Aapyra, a MMCHHO — U3MCHCHUIO HallpaBJICHUA Bpalic-
HHUA IUIOCKOCTHU IIOJIAPHU30BAHHOI'O CBETa, IPOXOOsA-

[TpaBo- n neBoBpaiaroiiye GopMbl anaHHHa

Iero yepe3 pacTBOp. B cOOTBETCTBUM € yIriioM MOBO-
pOTa BBIIEIAIOT MpaBoBpariaronie (+) u JeBOBpaIariue (—) H30Mephbl.

Jenenue Ha L- u D-opmMbl HE COOTBETCTBYET JEIICHUIO HA TIPABO- U JICBOBPAIAIOIINE.
Jlst oqHuX aMMHOKHUCIIOT L-hopmbl (v D-dopMen) ABISIOTCS TpaBOBpAIIAOITUMHE, IS
Ipyrux — JeBoBpamatonuMu. Hanpumep, L-amanmH — mnpaBoBpamaromui, a
L-dbenunananun — nepoppamaromuid. [Tpu cmemuBanuu L- u D-popm ogHOM aMuHOKHC-
JIOTBI 00pa3yeTcs paleMUuiecKas CMeCh, He 00J1a/Iatoliasi ONTHYECKONH aKTHBHOCTBIO.

Mo y4yacTno aMMHOKMUCIIOT B CUHTE3e 6enkoB
Brigensitor nporeunorennsie (20 AK) u menporennorennsie (okosno 40 AK). Bece mporenHo-
TE€HHbIE AMUHOKHUCIIOTHI SIBJISIOTCS O.-aMUHOKUCIOTAMH.
Ha mpumepe mpoTEeMHOTEHHBIX aMHUHOKHCIOT MOXHO IOKa3aTh JOMOJTHHUTEIbHBIE CHOCOOBI
KITacCU(pUKAIUU:
o MO0 CTPOEHHI0 DOKOBOr0 paguKalia — HemoJsApHbIe (anudaTHUYecKre, apoOMaTHYECKHE) U TI0-
JsipHBIe (HEe3apsKeHHbIE, OTPULIATENBHO U MOJIOKUTEIBHO 3aPSHKEHHBIE),



AMUHOKUCIOMBI U 6ernku

o JJEKTPOXHMHUYECKAA — [0 KHUCJIOTHO-OCHOBHBIM CBOMCTBaM noapa3aAcCiiaroT Hef/'ITpaJILHBIG

(6ompmuHCTBO), KUCHbIe (Act, ['my) u ocHoBHBIE (JIU3, Apr, ['nc) aMHHOKHCIIOTHI,

o ¢u3noJoruYeckas KiaaccuGuKamus — 1Mo He0OXOAUMOCTH IS OPraHU3Ma BBIJICISIIOT He3a-
menumbie (Jle, Une, Ban, ®en, Tpu, Tpe, JIuz, MeT) u 3amenumsble. /[Be aMUHOKUCIOTHI SIB-
JISIIOTCST YCJIOBHO He3aMeHUMbIMU (Apr, ['uc), T.e. UX CUHTE3 MPOUCXOAUT B HEIOCTATOUHOM

KOJIHNYCCTBCE.

*H3N—CH—CO0O~
éHz
CHy
CHy
CHjp
NH—CH3

N-MetunnuanH

+H3N—(|2H— Ccoo~

i
o

I
o= ||>—o-
o-

doccocepuH

+H3N—(|3H—COO— +H2N—CH —CO00~ CH—COO0O~
E:: - +H3N—CH3
CH—OH 4-TnapokeunponuH B-AnaHuH
(I:Hz
:‘JH3+ NHy—CH—COOH

5-M'vapokennmanH

*H3N—CH—CO0O0~

+H3N—(|:H— [ef0]0)
Hz <|3H2
(I:H—COO—
I 1 COO~
OH
y-Kap6okcurnytamuHosas
OninoaTnposunH Kucrnorta

CTpOCHl/IC HECTAaHAAPTHBIX KUCJIOT

Mo NOJIAPHOCTU MOJ1EKYI1bI

K HenmoJsipHBIM OTHOCAT aMUHOKHCIIOTHI, IMEIOIIIE aTu(paTHIECKUE YTIICBOJOPOIHBIE TSTH
(ayranuH, BaJuH, JICHITMH, U30JICUIIMH, METHOHHH, TIPOJIMH) U apOMaTHYECKUE KOJIbIa ((heHUTaIaHNH,

TpuntodaH, TAPO3HH).

K mossipHbIM He3apsKEHHBIM OTHOCSATCS aMUHOKHUCIOTHI, UMEIOUIHE THAPOKCHIIbHBIE TPYIIITbI
(cepuH, TPEOHHH, TUPO3HMH), aMUJHbIE TPYIIbl (acmaparuH, TJIyTaMUH), THOJbHYIO rpynny (Lu-

CTEWH) U TJIUIHH.

ACHapaFI/IHOBaH U TJIIyTaMHMHOBasgd aMHUHOKHUCIIOTBI UMCIOT B paJuKajI€ JOIMOJIHUTEIBHYIO Kap-
6OKCI/IJ'II>HYIO rpymiy, oTpuuaTeIbHO 3apsAKEHbI U, COOTBETCTBEHHO, IIOJIAPHEL. K amunHOKHCIIOTaM C

COOH (CH2)3 COOH

H—(CH2)2—~ CH2)2 —CH
-

NH»y NH»y
(CH2)4

NHZ—AH—COOH

[Jecmo3nH

IIOJIAPHBIMH IOJOXKHUTCIIBHO 3apsHKCHHBIMUA paaAuKalaMH OTHOCATCS JIM3UH, apIruHUH, THCTUIUH.
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HenonapHeie MonapHeie
Anuncgarnyeckme He3apsi>keHHbIe OTpuyaresibHoO
3apsKeHHble
*HzN— CH—CO00~ *HzN—CH—COO0~
é [ +H3N—(r‘H—COO‘
H3 H H ]
: CH =
AnaHuH, Ana, A muuwn, n, G &
‘|3H2
co0~
*H3N—CH—CO00~ *H3N—CH—CO00~
| MmyTamuHoBast KUCnoTa,
?H—CHs ?Hz rmy, E
CH3 OH
s + N — H
BanwH, Ban, V Cepu, Cep, S H3N—CH—000
CHa
*H3N— CH— COO~ *+HaN— CH— COO~ c00T
| AcnaparuHoBas Kucrnora
CHjp CH—OH Acn, D
(l:H—CH3 - H3 :
Monos>xurenbHo
e CH;_’I - Taotinn; Tpa, T 3apsiKeHHbIe
enuuH, Jlen,
*HzN— CH—CO0~ +HsN—(I:H—COO‘
*HaN— CH—COO0~ CHy (M2
CH—CHy SH TH2
CHp Liuctemn, Liuc, C CHy
<|3H3 TH2
+HaN—CH— - +
W3onenuvH, Une, J Hgh (|:H 0o Nis
CHap JInauH, Nns, K
*HgN— GH—COO™ (o *HgN— CH—COO~
GHa =9 oz
CHy NH2 CHy
? rnyTtamuH, MMH, Q (I:Hz
CH3 NH
: +HaN— CH— = :
MeTuoHuH, MeT, M Hight (|:H 59 ?=NH
H2 NH3*
*HaN—CH—CO00~ =° Apruun, Apr, R
NH,
H + R s =
AcnaparuH, AcH, N H3N ?H coo H
MponuH, Mpo, P CHa
HN—
: S :
S
vctnawny, Mac, H
ApomaTuyeckmne R R

+H3N—?H—COO‘ +H3N—(|:H—coo- +H3N—(|':H—COO‘

Hp Hp CHy
Y
dennnanaHuH, e, F H Tpurrocpan, Toun, W
TvposuH, Tup, Y

CTpOCHI/le IMPOTEUHOI€HHBIX AMUHOKHCIIOT
(TaK)Ke YKa3aHbl COKpAIlI€HHbIC Ha3BaHUA U 6yKBeHHBIe O603Ha‘~IeHI/Iﬂ)
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AMUHOKUCINOTbI KAK NEKAPCTBEHHBbIE
NMPEMNAPATDI

MeTnoOHNH, HE3aMEHUMAs! KHCII0Ta, COJIEPKUT MOOMIIbHYIO METHIIbHYIO I'PYIIITY, KOTOpask MO-
KET TepeiaBaThCsl Ha APYrue CoeAMHEH M. biaroaaps 5ToMy OHa ydacTByeT B CHHTE3€ XOJIHMHA, (hoc-
¢doymnuaoB, 0OMeHe BUTAaMHHOB B12 1 ponmeBoii kuciaotel. B peaknusax OuocuHTe3a OeiKa METHO-
HUH SIBJISI€TCS MHULMUPYIOLIEH aMUHOKUCIIOTONH. OH y4acTByeT B Ipolieccax 00e3BpeKUBaHUSI TOK-
CHHOB B TICUCHH.

MetunonuH ("auuMeTHoH") U €ro akTUBHBIE NPOU3BOJIHBIE (KaK BELIECTBO "aJleMETUOHMH" B
cocraBe mperapara "['enTpan') HCONB3yIOT s PO(UIAKTUKA U JICUCHUS PA3IUNIHBIX 3a00JIeBa-
HUHW TIEYCHH KaK JINMTOTPOTHBIN (HaKTOp, MPEISITCTBYIONINIA HAKOIJICHHUIO KUPA, MPU TOKCHYECKUX
MOPAXKEHUSIX MEYEHH, IPU aTEPOCKIIEPO3€ U B KAUECTBE aHTUJIENIPECCAHTA ISl YJIYUILIEHUS! CUHTE3a
HEWPOMEANATOPOB.

I'nyraMmuHoBasi KHcEJI0Ta — SBISIETCS MPEALIECTBEHHUKOM Y-aMMHOMACISIHOM KHCIIOTHI
('AMK), siBnisifo111eiicsi TOPMO3HBIM MEMAaTOPOM HEPBHOI cuctemsl (npenapathl "Amunanon", "[1u-
kammwioH"). TAMK rtaxke urpaet 3HaYUTENBHYIO POJIb B PETYJISIIUNA TOHYCA MO3TOBBIX COCY/IOB KpO-
BooOpaieHnu rojsosHoro mMo3ra. Cam mno ce0e riayramar SBJISIE€TCS HEMpOMEINAaTOPHON aMUHOKHC-
JIOTOM, CTUMYIIUpYIOIIEH niepenady Bo30yxaeHus B curarcax [{HC. Kpome sToro, rimyramar yvact-
BYeT B 00€3BPEIKUBAHUN aMMHaKa, CHHTE3¢ ITYPHHOBBIX M MAPUMHJINHOBBIX OCHOBAHUH, HTPACT Be-
IYIIYIO POJb B OOMEHE APYrux aMUHOKHUCIOT. [loTpeGHOCTh opraHu3ma B TIIyTaMUHOBOM KHUCIIOTE
BBIIII€ BCEX OCTAIbHBIX AaMUHOKHUCIIOT.

I'nmunun seisercs meauatopom LIHC Topmo3Horo nelicTBust. YaydmraeT MeTad0In3M B TKAHAX
Mo3ra. Oka3pIBaeT yclokauBarolee aerctsrue. HopmanusyeT COH, yMEHbIIAET MOBBIIICHHYIO pa3-
JPaXUTEIbHOCTbD, TEMPECCUBHBIE COCTOSHUS.

Hucrenn ydyactByeT B MeTabOJIM3ME XpYyCTallMKa Tja3a. 3a4yacTylo HapyIIEHUs XpycTaluka
CBSI3aHBI C HEJIOCTATKOM IMCTEHHA, MO3TOMY LIMUCTEUH MPUMEHSIOT Ha HadajbHBIX CTaJAMIX KaTa-
PaKTHI.

KomrmuiekcHbIi penapar riiyTaMUHOBOW KHCJIOTHI, IUCTEHHA U TJIMIIMHA "BunenH'" mucnoib-
3YIOT B BUJIE TJIa3HBIX Kalleb.

I'ueTuauH — ycIoBHO He3aMeHUMasi aMUHOKHUCIIOTA. Vcronb3yeTcs Mpu JIeUeHUU renaTUToB,
SI3B JKeJyJIKa U ABEHAAUATUIIEPCTHON KUIIKH.

Lepedpoan3uH — ruapoian3aT BEIIECTBA MO3ra CBUHBH, COJCPKAIIMM HU3KOMOJIEKYIISPHbIE
nentuabl (15%) u amunokuciotsl (85%). Mcnonb3yercs npu Hapymenusx pynkuuit [THC, mosro-
BBIX TpaBMaXx, KPOBOU3IUSHUSAX, BETETATUBHBIX TUCTOHUAX U T.II.

[IpemapaThl A1 mapeHTEpaTbHOTO MUTAHUSA: MOJUAMMH (Habop 13 aMHHOKMCIIOT), BAMHUH
(Habop 18 aMMHOKHCIIOT), BAMHHOJIAKT (HA00Op 18 aMHUHOKHCIIOT, COOTBETCTBYIOIIMX COCTABY IPY/I-
HOTO MOJIOKa), TMAPOJM3HH (TUIPOJIU3AT OEIKOB KPOBU KPYITHOTO POraToro CKoTa), aMMHOTPO(
(ruapoJiM3aT KaenHa), aMHHOCOJ (cMech 15 aMHHOKHCIIOT), GuOpuHOCo (Tuaponu3aT GudpuHa
KpPOBH).
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®U3INKO-XUMUNYECKUE CBOUCTBA
AMUHOKUCIIOT

1. SABnsiroTcst aMOTEPHBIMH 3JIEKTPOIUTAMU.
AMHHOKHCIIOTBI COUETAIOT B ce0e CBOMCTBA
KHCJIOT U 0cHOBaHUi1. COOTBETCTBEHHO, B BOJIHOM Hsﬁ — CH—COO- < > H,N—CH—COOH
pacTBOpe aMHHOKHCIOTHI BEIyT CE0sl Kak KHC-
JIOTHI — JIOHOPBI IPOTOHOB M KaK OCHOBAHUS — aK-
HCITOPRI POTOHOB. AMdoTepHbIe CBOMCTBa AMUHOKHCIIOT
Ecnu 00muii 3apsi; aMUHOKUCIIOTHI paBeH 0,
TO 3TO €€ COCTOSIHHE HAa3bIBAIOT H303JIEKTpHUUe-
ckuM. Benmunna pH, npu koTopoii 3aps1 aMUHOKHUCIIOTHI paBeH 0, Ha3bIBaeTCs H303JIEKTPHYECKOM
toukoii (DT, pl). 3HaueHne N3037EKTPUYECKOI TOYKHU 3aBUCHUT OT CTPOCHHUS paIiKalia aMUHOKHUC-
JIOTBHI:
o Pl GonpIIMHCTBA aMUHOKHUCIIOT pacroyiaraercs B auanasone pH ot 5,5 (benunananun) go 6,3
(nponun),
o Pl kucnprx amuHOKUCIOT — pl riryramara 3,2, pl acnaprara 2,8,
o pl ocHoBHBIX amuHOKHCHOT — Pl rucTuanHa 7,6, pl apruanna 10,8, pl nu3unHa 9,7.

R R

pl rucTHAMHA TIO3BOJISIET €MY UCIOJIH30BaThCS B TEMOTIIO0MHOBOM OydhepHOil cucteme u
B (YHKIIMU OCOOBIX BEIIECTB MHOIMTOB (KapHO3MHA, aH3epHHA) B KOTOPHIX OH COJEp-
KUTCS. DTU COEIMHEHUS JIETKO MPUHUMAIOT U JIETKO OTJAI0T MOHBI BOJAOPOAA MPH Ma-
neimmx casurax pH cpenst (B Hopme 7,35-7,45).
2. 3apsii aMUHOKHCIIOT 3aBUCHT OT BEIMYUHBI pH cpenbl.
OTnpaBHBIM IYHKTOM JJIsl IOHUMaHUS NPUYMH HOSIBICHUA 3apsAla Yy aMUHOKHUCIOT SIBJISIETCS
BEJIMYMHA M303JeKTpuYeckoii Touku (pl). Curyanus pasziudaercst Ui HEUTPATbHBIX, KUCIBIX U
OCHOBHBIX aMUHOKHCIIOT.

H+
H+
"'H3N—C|2H—COOH { +H3N—(|2H— COO0~ j HzN—CltH—COO‘
CH3 CH3 —_— CH3
pH<6 pH=6,11 pH>7
3apsig = +1 3apag =0 3apsag = -1
H* H* H*
"'H3N—(|3H—COOH f +H3N—(i3H—COO‘ J +H3N—(|:H—C00‘ j HzN—(l'JH—COO‘
CH, CH, > CH, —> CH,
COOH COOH COO~ COO~
pH 1-2 pH=pl 2,8 pH 6-8 pH >11
3apsag = +1 3apsag =0 3apsag = -1 3apag = -2
H+
"'H3N—CH—COOH { "'H3N—CH— coo- { +H3N—CH—coo- J HzN—cl:H—coo-
(CH2)4 (CH2)4 (CH2)4 2 (<|3H2)4
"'H3N "'H3N zN HoN
pH <5 pH 6-8 pH=pl 9,7 pH >11
3apsag = +2 3apsg = +1 3apsg =0 3apsg = -1

M3meHeHue 3apsijia aMUHOKKCIIOT TpU U3MeHeHuu pH
Ha MpUMepe ajaHKuHa, acraprara 1 JIM31Ha
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CTPOEHUWE N CBOUCTBA NENTUOHOWN CBA3MU

AMHHOKHCIIOTHI CITIOCOOHBI COEIMHATHCS MEX]Ly COOOH CBSI3IMHU, KOTOPbIE Ha3bIBAIOTCS Mel-
THIHBIMM, TIPH 3TOM 00pazyeTcs MOJIMMEpPHas MOJIEKYIa.
IlenTnaHas cBSA3b — 3TO CBSA3b MEXKIY O-KapOOKCWIJIBHOM IPYNIION OJHOM aMUHOKHUCIOTHI U

OL-aMUHOTPYIIION IPYrol aMUHOKHUCIIOTHI.

[MenTngHas
CBsI3b

) (o]

0 R2
5 i) _ + 1 i I
H-«:—-Iil-—-(I:H—-C- (0] T» H3N—(|ZH— NH—CH—C—-0-

o H ﬁ

R4 lNentuaHas

R “H} Ry
1 N H20 rpynna

AMUHOKMcnoTa 1 AMUHOKMCOTA 2

OOpa3zoBaHKe MENTUIHONU CBSI3U

[Ipu HeoOX0IMMOCTH Ha3BATh MENTH]] KO BCEM Ha3BaHUSIM aMUHOKHUCIIOT 100aBIsAOT cydPukc
"-un", TOJABKO MOCIEIHSST aMUHOKHCIIOTa COXPaHsIET CBOE Ha3BaHNE HEM3MEHHBIM.

Hanpumep, ananuii-cepuia-Tpuntohan Wik y-TiIyTaMUAHWI-IUCTEHHUI-TIUIHH (TI0-IpyromMy
Ha3bIBAEMBIii TJIYTATHOH).

K cBolicTBaM nenTHaHON CBSI3H OTHOCSTCS:
1. TpancnoJioKeHne 3aMeCTUTENEH (PaTUKAIIOB) aMUHOKHCIIOT 110 oTHOIIeHH o K C-N cBs3u.

H

H2 o o}

+ I I
H3N—CH—(|.%—NH—CH—C—NH—CH—C— o

—o—®»

CHy CH»

n

Tpch-nonomeHy]e paauKajaoB aMHUHOKHUCIIOT

2. KonmsianapHoctb

Bce aToMbl, BXOAsIIME B IENTUAHYIO TPYIITY, HAXOAITCS B OJTHOM IIIOCKOCTH, TIPH 3TOM aTOMBI
"H" u "O" pacmnoJioxeHsbI 110 pa3HbIe CTOPOHBI OT MENTHIHON CBS3H.
3. Hayimune keTohopMbl U €HOJIBbHOM (POPMBI.

(o] - (o]
+ ] g I
H3N—CH —C—N—CHy—C—0" —C=N"— _C_T_
CHjy H H H
SH EHonbHasa dopma Ketodopma
KontanapHocTh arOMOB NMENTUIHON TPy TITbI JIBe (opMBI MENTHIHOM CBSI3U

4. CriocoGHOCTH K 00pa30BaHUIO ABYX BOJOPOIHBIX CBsi3eil. ATOMBI KHCIOpPOJa U BOJIOPOJIa, BXO-
JSIIKE B IENTHAHYIO TPy, 007a1al0T CIOCOOHOCTHIO 00pa30BBIBATH BOJIOPOIHBIE CBS3U C aTO-
MaMU KHCTIOPOJia M BOJOPOIa APYTUX MENTHAHBIX TPYIIIL.
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R o R o
| |
—CH—C—lI\l—CH—C—
H
4
H R (')l R o
|1 |
—N—CH—C—II‘I—CH—C—
H
H a
I

R H R

OOpasoBaHie BOIOPOIHBIX CBSI3CH MEKIY JlyivHa MeNnTUAHOM U APYruX cBsizeld B Oenke
JIAJICHHBIMH TIENITHIHBIME TPYTIIIaMU

5. IlentuHas CBSA3b MMEET YACTUYHO XapakTep ABOMHOM cBsa3u. Ee juiMHa MeHbIIe, 4eM Ou-
HapHOM CBsI3M, OHA SIBIISICTCA JKECTKOUW CTPYKTYpPOH, U BpallleHHE BOKPYT HEE 3aTPYIHEHO.

Ho Tak xak, kpome nenTuaHoH, B OelIKe eCTh U JPYTHe CBSA3H, LIETI0UYKa aMUHOKHCIIOT CIIOCOOHa
BpallaTbcs BOKPYr OCHOBHOM OCH, UTO MpuIaeT OenkaMm pa3MyHylo KoHpopMmanuio (mpocTpaH-
CTBEHHO€ PacIIOJIOKEHHE aTOMOB).

®YHKUWUUN BEJNIKOB

1. CtpykrypHasi:
o B COCIMHHUTEIBHONW TKaHU M KOXKE — KOJIJIareH, 3JIaCTHH, KePaTHH,

MEXKJIETOYHOE TIPOCTPAHCTBE (POPMUPYIOT MPOTEOTITHKAHBI, KOJJIATeH, JIACTHH,

MoCcTpoeHne MeMOpaH u (popMUpOBaHKME MUTOCKENETa (MHTErpaIbHbIC, TIOJYHHTETpAIbHBIC U

MMOBEPXHOCTHBIE OETIKH) — CeKTPHH (TOBEPXHOCTHBIHM, OCHOBHOM OCITOK IIUTOCKEIETa SPUTPO-

IIUTOB), IIIMKO(OPUH (MHTETPaTbHBIN, GUKCHPYET CIICKTPHH HAa MOBEPXHOCTH),

o TOCTPOEHHE OpTraHesll — pUOOCOMBI.
2. ®epMeHTATHBHAS .

Bce (epmeHTBI SBISIOTCS 0eIKAMH, XOTS UMEIOTCS SKCIEPUMEHTAIbHbBIE JaHHBIC O CYIIe-
CTBOBaHUU PUOO3UMOB, T.€. pUOOHYKIEHHOBOW KHCIIOTHI, O0JIAAI0ONICH KaTATUTUIECKON aKTHBHO-
CTBIO.

3. F'opMoHnanabHas:

Perynsiius u cornmacoBanue oOMeHa BEIIECTB B Pa3HbIX KJIETKaX OPraHu3Ma — TaKue TOPMOHBI
KaK MHCYJIMH Y TJIIKATOH SBIISIOTCS OCITKaMU, BCe TOPMOHBI THITO(H3a SIBJISIOTCS TENTUAAMHU WIN
HEOOJIBIIMMHU OENTKAMH.

4. PenenTopHasi.

N36upaTenbHOE CBS3bIBAHHE TOPMOHOB, OMOJIOTMUECKH aKTHBHBIX BELIECTB U MEMATOPOB Ha
MOBEPXHOCTU MEMOpPaH WM BHYTPH KJIETOK.

5. TpancnopTHas:

IlepeHoc BeliecTB B KPOBHM — JIMIONPOTEHHBI (IIEPEHOC KUPA), TanTOrNIOOMH (TpaHCHOPT
rema), TpaHcdeppuH (TPaHCTIOPT Kene3a) uin uepes Memépanbl — Na' K'-AT®aza (mpotusorno-
JIOXKHBIN TpaHCMEMOpPaHHbBIN NIepEeHOC MOHOB HATPUs U Kalus), Ca?*-AT®a3a (BbIKaUMBAHIE HOHOB
KaJbIUs U3 KIETKH).

6. PesepBHas:
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[Ipou3BOACTBO U HAKOIIJIEHUE B sIille AMYHOTO ajJbOyMHUHA KaK JEMO JUIsl pa3BUTHS LIbIIJICHKA.
VY XUBOTHBIX M YEJIOBEKA TAKUX CHELUAIN3UPOBAHHBIX JETO HET, HO B HEKOTOPOM CMBICIIE B Kaye-
CTBE JIETIO BBICTYINAOT OCIKH MBI, JJUM(OUTHBIX OPraHoOB, INUTEIHATBHBIX TKAaHEH U MeYeHH.
OtH OeNKu MOOWIIM3YIOTCS MTPH JUTUTEIEHOM TOJIOIaHUH.
7. IluraTenbHasn:

benku rpyHOTO MOJIOKA, UCTIOIb30BAHUE OPraHU3MOM TKAHEBBIX OEJIKOB IPU '0JIOAHUH.
8. 3amuTHan:

3amuTHYIO QYHKIHNIO, IPERYNPeKaas MHPEKIMOHHBIN IPOIIECC U COXPAHSIS YCTOHYUBOCTD Op-
raHu3Ma, BBITIOJIHSIOT HMMYHOTJI00YJIMHBI KPOBH, (PAKTOPBI CUCTEMbI KOMILJIEMEHTA ([IPOTICP/IH),
IIpY TIOBPEX/ICHUU TKaHEH paboTaroT OEJIKU CBepThIBAIOLIe CUCTEMBI KPOBU - Hanpumep, puopu-
HOTE€H, TPOTPOMOWH, aHTUTeMO(DMIBHBINA TI00YIMH. MeXaHUYeCKYIO 3alUTy B BH/IE CIU3UCTBIX U
KO OCYLIECTBIISIIOT KOJIJIareH U NPOTeOorIUKAHBI.

K 3amutHOM QyHKIIMN TakkKe MOXKHO OTHECTH MOJIIEpKaHUE MOCTOSHCTBA KOJIJIOMIHO-0CMO-
THYeCKOI0 JIaBJICHUS! KPOBH, MHTEPCTUIIMS U BHYTPUKIIETOUHBIX MPOCTPAaHCTB. benkoBas OydepHas
CHCTEMa YYacCTBYET B PEryJIALIMHA KUCJIOTHO-IIEJ0YHOI0 COCTOSTHUSL.

YPOBHU OPTAHU3AUWU BENKOBOWU CTPYKTYPHbI

benok — 310 mocneaoBaTeNbHOCT aMUHOKHUCIIOT, CBSI3AHHBIX JIPYT C APYroM NMenTHAHBIMHU
cBsi3siMu. Eciii KOMYECTBO aMUHOKHCIIOT HE mnpeBbimaet 10, TO HOBOE COETMHEHUE HA3bIBACTCS
nenTud; eciy oT 10 70 40 aMUHOKHCIIOT — MOJHIENTH, eciau 6onee 40 aMUHOKHUCIOT — O€JIOK.

Jluneiinas Monekysna Oenka, oOpa3yronascs Ipu COCIMHEHUH aMHHOKHUCIIOT B IIEMb MPHU TI0-
MOIIM TMENTHAHBIX CBsI3€H, SBJISIETCS MePBUYHOM CTPYKTypoii. OOpa3HO ee MOXHO CpPaBHUTH C
0OBIYHOM HUTHIO, HA KOTOPYIO HABEIIEHO /10 HECKOJIBKUX COTeH OYCMHOK JIBAaI[aTH Pa3INYHbIX IIBe-
TOB (TI0 yMCclly aMUHOKHCIIOT). CTpoeHre aMUHOKHCIIOT, UX TOCIEA0BaTEIbHOCTh U COOTHOIIICHHE B
NEepPBUYHON CTPYKType ONIpelenseT NaibHeiliee MOBEJCHUE MOJIEKYJbl: €€ CIOCOOHOCTh M3THU-
0aTbCsi, CBOpPAUMBATHCS, GOPMHUPOBATH TE WUJIM HHBIE CBSI3U BHYTPHU CEOsl.

@opMBI MOJIEKYJIBI, CO3[1aBA€MbI€ MPU CBEPTHIBAHUM, MOCIEAOBATENBHO MOIYT NMPUHHUMATH
BTOPHUYHBINA, TPETUYHBIH 1 YeTBEPTUYHBIN YPOBEHb OPraHU3AIIMH.
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MepBuyHasn BropuyHas TpeTuyHas YeTtBepTuyHas
CTpyKTYypa CTpyKTYypa CTpyKTypa CTpyKTYypa

Cxema noce/1oBaTeibHOCTH YKIaaKHu OenKoB
B HETBEPTUYHYHO CTPYKTYPY

Ha ypoBHe BTOpHMYHON CTPYKTYphl OenkoBbie "Oychl" CIIOCOOHBI YKJIABIBATHCS B BUJE CIIU-
panu (1mo100HO TBEPHON MPYKUHE) U B BUJIE CKJIAIYATOTo CJos, Koraa "Oychl" ynoxKeHbl 3MeHKol 1
yJaJleHHbIe 4acTH "0yc" OKa3bIBAIOTCS PAJIOM.

VYknagka Oenka BO BTOPUUHYIO CTPYKTYpY IUIaBHO NMEPEXOJUT B (POPMHUPOBAHUE TPETHYHOM
CTPYKTYphl. TpeTudHas CTpyKTypa — 3TO OTJENbHbIE INIOOYbl, B KOTOPBIX OEJOK YJIOXKEH KOM-
MIAKTHO, B BUJIE TPEXMEPHOTO KITyOKa.

HexoTtopsie OenkoBble r100Yybl CYIIECTBYIOT U BBITOJIHAIOT CBOIO (DYHKIIHIO HE MTOOIUHOYKE,
a rpyImamu 1o JBe, Tpu 1 6oJiee MTyK. Takue rpynmsl 00pa3yloT YeTBePTHYHYI0 CTPYKTYpY Oelka.
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MEPBUYHASA CTPYKTYPA

OT0 Mmoc/1e10BaTeIbHOCTh AMUHOKUCIIOT B ITOJIMIENITUAHON LENU. YUNThIBasl, 4YTO B CUHTE3E
OenKkoB mprUHUMaET ydactue 20 aMHHOKUCIOT U cpeqHuid 0emok coaepkuT 500 aMHHOKHCIOTHBIX
OCTaTKOB, TO MOKHO TOBOPHUTH O HEBOOOPA3UMOM KOJIMYECTBE MOTEHIUAIBHO BO3MOXKHBIX OEJIKOB.
B opranusme yenoBeka oOHapyxkeHo okoJio 100 ThICSY pa3sTuIHBIX OSIKOB.

[lepBuuHnas cTpyKTypa OEIKOB 3a/1aeTcs ocieqoBaTeIbHOCTHIO HyKIeoTHa0B B JJHK. Brima-
JIEHHE, BCTaBKa, 3aMEHa HYKJICOTH/1a IPUBOJUT K U3BMEHEHHUIO aMUHOKHCIOTHOTO COCTaBa U, CIE0-
BaTEJIbHO, CTPYKTYPbl CUHTE3UPYEMOTO OEIKa.
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PacronokeHne aMMHOKNCIIOT B EPBUYHOI CTPYKType Oenka

Hanpumep, npu ceprnoBUAHOKIETOYHOW aHEMHUH B 6 TOJIOXKEHUH [-11€TH TeMOTJI00MHA MPOUC-
xouT 3aMeHa [y Ha Ban. Oto npuBoaut k cuntesy HbS — Takoro remorno6una, KOTopblil B J1e3-
okcudopMe MoJMMepHu3yeTcsi U 00pasyeT Kpuctauibl. B pesynbrare spuTpoiuTsl AepOpMUpPYOTCS,
npuodpetarot hopmy cepria (0aHaHa), TEPAIOT FITACTHIHOCTD U TP MPOXOXKJICHUH Yepe3 KaUJUISIPBI
pa3pylarTcs. ITO B UTOTE MPUBOAUT K AaHEMUH, CHIDKEHUIO OKCUT€HALIMY TKaHEN U UX HEKPO3Y.

Ecnun n3mMeHeHne nocineaoBaTelbHOCTH aMUHOKUCIOT HOCUT HE JIETAJIbHBIN XapakTep, a Mpu-
CIOCOOUTETBLHBIN WIIH XOTSI Obl HEUTPAIBHBIN, TO TAKON OCIIOK MOXKET IMepeaThCs 10 HACIEICTBY U
OCTaThCA B OMyJALKU. B pe3ynbrare BO3HUKAIOT HOBbIE OEIIKM M HOBBIE KauecTBa opranusma. Takoe
SIBJICHHE HA3bIBAETCs MOJIMMOPGH3M OCIKOB.

K npumepy, Bo3aukHOBeHME rpymi KpoBu ABO cBsizaHo ¢ Tpemsi BapuaHTaMu epMEHTa,
OCYIIECTBIISIONIETO PUCOCAMHEHUE K OJIMTOCaxXapuay MeMOpaH SPUTPOIMTOB OO0 N-
aleTUITaakTo3sl (Tpynma A), mubo ranzakto3sl (rpynmna B), nubo ¢gepmeHnT He mpuco-
EIMHSET IOTIOJIHUTEIbHBIE CaxapuaHbIe rpymisl (rpymma 0).

IlociienoBaTeIbHOCTH U COOTHOLIEHNE AMUHOKHCIIOT B MIEPBUYHON CTPYKType OMpesesnser
(dbopMHUpoBaHHE BTOPUYHOM, TPETUYHON U YETBEPTUYHOU CTPYKTYP.

BTOPUYHASA CTPYKTYPA

BropuuHnas cTpykTypa — 3T0 crioco0 yKIaJK1 HOJUIEITHIHON IIENH B YIOPSAIOUEHHYIO CTPYK-
TYpY, IPH KOTOPOIl aMUHOKUCIIOTHI B3aUMOJACUCTBYIOT Yepe3 MENTH/IHbIE IPYIIIIbI.
dopmupoBaHuEe BTOPUYHON CTPYKTYPBI BBI3BAHO CTPEMIICHHEM MENTHAA NPUHATH KOHPOpMa-
LU0 C HAUOOJBIINM KOJTMYECTBOM BOJAOPOIHBIX CBA3EH MEX Ay MEeNTUIHBIMU TpyIaMu. Bropuunas
CTPYKTYpa ONpeesieTcs:
0 YCTOMYHMBOCTBHIO IENTUIHOMN CBA3H,
o mnoaBmwkHOCTEIO C-C cB3H,
o Ppa3MepoOM aMHMHOKHCJIOTHOIO pajuKaia.
Bce 310 BKyIie ¢ aMMHOKHUCIOTHOM NOCIIEI0BATENBHOCTHIO PUBOUT K CTPOTO ONPEICICHHOM
KOH(Urypauuu oemuka.
MOJKHO BBIJICJIUTH JIBA BO3MOYKHBIX BapUaHTa BTOPUYHON CTPYKTYPBI: OL-CTIUPaIb (O—CTPYK-
Typa) u B-cTpykrypa (B-criaauaTeiii cioii). BropuuHas cTpykTypa o0Opasyercs Ipu Y4aCTHH TOJIBKO
BOJIOPOJHBIX CBSI3€M MEXKAY MENTUIHBIMU TPYIIIaAMH: aTOM KHCJIOPOJa OJHOU I'PYIIbl pearupyer ¢
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aTOMOM BOJOPOJIa CIEAYIOIIEH, OJHOBPEMEHHO KUCIIOPOJ, 3TOU MENTUIHON IPYIIIBI CBA3bIBAETCS C
BOJIOPOJIOM el1le OHOH U T.1. B oiHOM Oelike, Kak IMpaBUIIO, OJHOBPEMEHHO NPUCYTCTBYIOT OL-CITU-
pame u P-cTpykTypa. B riodyaspHbIx Oenkax mpeobiafaeT o-crivpaib, B (PHOPULISIPHBIX —
B-ckaagyaThlii cJ10ii.

a-CrnupPAJb

[IpaBo3akpyueHHas cnupaib, 00pa3yeTcs pH MOMOIIY BOAOPOAHBIX CBsI3ei MexK1y MenTH/a-
HBIMH rpynnamu 1-ro u 4-ro, 4-ro u 7-ro, 7-ro u 10-ro u Tax aajgee aMMHOKUCIOTHBIX OCTaTKOB.

DOpMUPOBAHUIO CIIUPAJIU MPENATCTBYIOT MPOJIMH U THAPOKCUIIPOJIMH, KOTOPbIE 00YCIOBIIN-
BAIOT “‘miepenioM” 1EeMu, ee pe3Kuid u3ruo.

Bricora BuTka cocraBmnsier 0,54 HM U COOTBETCTBYET 3,6 aMUHOKHUCIIOTHBIX OCTaTKOB, 5 IOJI-
HBIX BUTKOB COOTBETCTBYIOT 18 aMHHOKHUCIIOTaM U 3aHUMAIOT 2,7 HM.

B-CKNAOYATBIA CIONA

[Ipu popmupoBanuu P-CTpyKTYpbl aMHUHOKUCIIOTHI OJTHOM OEIKOBOM 1enH B3aMMOJEHCTBYIOT
APYT € APYroM TpH MOMOIIY BOJOPOAHBIX CBfA3eil Me:KIy MenTHIHBIMH rpynnamu. B stom crmo-
co0e ykiaaku OeKoBas MOJIEKyJa JIEKHUT "3MEeNKoI", ylaaeHHbIe OTPE3KU 1IeNH OKa3bIBatOTCs I0-
O5IM30CTH IpYT OT Apyra. B pe3ynbrare nentuHble IpyIibl paHee yAadeHHbIX aMUHOKUCIIOT OeIKo-
BOI1 IIENTM OKA3bIBAIOTCS PSIIOM U CTIOCOOHBI B3aMMOCHCTBOBATH TIPU TIOMOIIH BOJOPOIHBIX CBSI3EH.
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O0pazoBaHKe BOJOPOJHBIX CBSA3EH MEXTY
JIAJICHHBIMH TIENITHAHBIMU TPYIIIAMK VYknazaka Oenka B BUZE OL-CITHPAIH

OpI/IeHTaI_[I/IH pearupyromunx y4aCTKkOB MOKCT OBITE ImapajuicjibHa (KOI‘I[a coceAHUC LICIIN UAYT
B OJHOM HaHpaBHeHI/II/I) WJIK aHTUIIapaJlJIC]IbHA (I_IGHI/I HUAYT B IIPOTHUBOIIOJIOKHOM HaHpaBHeHI/II/I).

[Ton HanparieHueM OENTKOBOM 1eny MoHUMAaroT HanpasieHue oT N-koHma (N-koHIeBOI
aMUHOKHCIIOTH) K C-koHITy (C-KOHIIEBOI aMUHOKHCIIOTE).

Takux BSaHMOHCﬁCTByIOHIHX ApYyT € APYroM y4aCTKOB OAHOI'O OcJIKa MOXKET OBITh OT ABYX 10
IIATH.
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VYknanka Oenka B BUIe B-CKJ'laJJ‘IaTOFO CJ105

TPETUYHAA CTPYKTYPA

Tpetnunas cTpykTypa — 3TO YKJIaJKa MOJUIENTHAHOM 1enu B riaodyuay ("kiayook"). Yerkoii
TPaHUIBI MEXTy BTOPUYHOW M TPETUYHOW CTPYKTYpaMH IMPOBECTH HENb3s, B OCHOBE TPETHYHOU
CTPYKTYPBI JIeXKaT CTEPUUECKHE B3aUMOCBS3H MEXKIY aMUHOKHUCIOTAMH, OTCTOSIIIUMU JaJ1eKO0 ApYT
OT Jipyra B 1ienu. brnarogaps TpeTHYHON CTPYKTYpe MPOUCXOTUT ellie 6ojiee KOMIaKTHOE (GOopMUpPO-
BaHUE IICTTH.

Hapsiny ¢ o-cniupaJibio 1 B-CTPYKTYPOii B TPETUUHOM CTPYKTYpe 0OHAPYKHBAETCS TaK HA3bI-
BaeMas HeynopsiioueHHass KoHGopMaIus, KOTOpas MOKET 3aHUMaTh 3HAUUTEIbHYIO YacTh MoOJie-
Kynbl. B pa3Hbix 6enkax HaOmo1aeTcsl pa3HOe COOTHOLIEHUE TUTIOB CTPYKTYp. Hanpumep, mHCy1uH
coniepkut 52% a-cnupanu u 6% P-cTpykTypsbl, TpuncuH — 14% a-cnvpanu u 45% B-CTpyKTypBHl.

a-Cnupanb B-CrpykTypa HeynopsimoyeHHas
KoHbopmaLmsa
i
—NH—CH—C—
” 0 C|H2
Il
\ —NH—(I:H—C— CHj
OcraTtku NponuHa, ‘|3H2 ‘|:H2 N
obycnaenueatoLme N3UH
n3rnb monekyrnbl CHz—3 ﬁ_NH —CHy
mytamuHoBas O
kucnora lcesagonenTuaHas
CBAsI3b
[OucynbdumaHble MOCTUKN
Cxema CTpOoeHMs TPETHUHOI CTPYKTYpbl Oeska OObpazoBaHue MceBIONENTHIHON CBA3M

AMMHOKHCIIOTHI IPUHUMAIOT y4acTHe B ((OPMUPOBAHUU TPETUYHOM CTPYKTYpHI, 00pa3ys CBA3H
MEX]ly CBOMMHU (PYHKIIMOHATIBHBIMH I'PYyIIIaMH (paJuKalaMu):
o Boaopoanbie — Mexay OH-, COOH-, NH2-rpynnamu pagukanoB aMMHOKHUCIIOT,
o AucyJIb(puaHbIe — MEXIYy OCTaTKAMU LIUCTEHHA,
o ruapo¢odHbIe — MEXIY OCTaTKAMU aJIM(ATHUECKUX U apOMATHUYECKUX aMHUHOKHUCIIOT,
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o moHHbIe — Mexy COOH-rpynnamu rioyramara u acnaprata 1 NHz-rpynnamu nususa u apru-
HUHA,

o MceBIONENTHIHBIe — Mexay AonogHuTenbHbiMU COOH-rpynnamu rioyramaTa u acnaprara u
nononHuTeabHbIMU NH2-rpynnaMu au3nHa U apruHuHa.

YUETBEPTUYHASA CTPYKTYPA

Ecnu Genku cocTosT U3 ABYX U 00J1€ee NMOJTUNEeNTHAHBIX 1eneii, CBsI3aHHBIX MEeXIy co00ii He-
KOBAJICHTHBIMU (HE MENTHIHBIMU U HE AUCYIbGHUIHBIMH) CBSA3SIMU, TO TOBOPSIT, YTO OHU 00JaIAI0T
YEeTBEPTUYHOH CTPYKTYpoil. Takue arperatsl CTaOMIN3UPYIOTCS BOAOPOAHBIMH CBSI3IMHU, HOHHBIMH
U 3JIEKTPOCTATHYECKMMH B3aUMOJICHCTBHSIMHA MEXIYy OCTaTKaMH aMHHOKHUCIIOT, HAXOIAIINUXCA Ha
MTOBEPXHOCTHU TJIOOYJIBI.

[TonoGHble Oenky Ha3bIBAIOTCS OJIMIOMEPAMH, a UX

WHJMBHUIyAJIbHBIC L€ — TMpOoTOMepaMu (MOHOMEpaMu,

cyosenuuuiamMu). Ecin Genku copepxar 2 mpotomepa, To * @@ B
OHM Ha3bIBAIOTCS TUMEpaMH, eciu 4, TO TeTpamepamMu U Fem

T.71. Hanmpumep, reMorjio0uH — 6€710K 3pUTPOIIUTOB, TIEpE-

HOCSIIUN KUCIOPO, COCTOUT U3 4 TeMcoiepKaiiux cyob- B o
eIMHUILL — 2 O-CYOBeTMHUIIBI U 2 -CyOhEMHUIIBI B TEMO-

IJI00MHE B3pOCIBIX, 2 O-CYOBbEAMHULIBI U 2 Y-cyObeau-

HUIIBI B CbeTaJ'IBHOM FeMOFJ'IO6I/IHe. Cxema CTPOCHHA MOJICKYJIbI reMorjaI001uHa

JlakraTaeruaporesasa — GepMeHT, IPUHUMAIOIINNA
AKTUBHOE yJacCTHE B OKHCIICHUH TJIFOKO3BI TIPY MBITIICYHOM COKPAIIECHUH, TAKXKE BKIFOYaeT 4 CyOb-
enunuipl — H (heart) u M (muscle) B pasubix couetanusx: Ha, H3M1, HoM2, HiM3, Ms. Beero 5
n30(hepMEHTOB.

Kpearunknna3a — ¢pepmenT, yaactByromuii B pereHepanuu AT® npu MpIIIeYHOM COKpaiie-
HUH, cocTouT u3 2 cyobeaunni — B (brain) u M (muscle) B pasubix couetanusx: BB, BM, MM.
Bcero 3 n3odepmenta.

B3aumoneiicTBue mpoToMepoB APYr € APYrOM OCYIIECTBIISETCS MO MPHUHIUIYY KOMILJIEMeH-
TAPHOCTH, T.€. UX MOBEPXHOCTh MOJXOAUT JIPYT APYry MO reoMeTpudeckoil popme u 1no GyHKIHO-
HaJIbHBIM TPyIIIaM aMUHOKHUCIIOT (BOBHUKHOBEHNE MOHHBIX M BOJIOPOIHBIX CBA3EH).

Taxk kak cyObeAMHUILIBI B OTUTOMEPAX OUEHb TECHO B3aMMOJICHCTBYIOT MEXKIYy COOOH, TO J11000€
M3MEHEHHE KOH(POpMAIUU KaKOW-TH00 0THOU CyObeIMHUIIBI 0053aTeNIbHO BIICUET 3a OO0 N3MEHe-
HUE IPYTuX cyObeMHUI. ITOT 3P PEeKT Ha3bIBACTCS KOONepaTUBHOe B3auMoeiicteue. Hanpumep,
y TeMOIJIOOMHA TaKoe B3auMOJICHCTBUE CyObeIMHUI B JeTKux yckopsieT B 300 pa3 npucoenuHeHue
KHCIIOpO/ia K reMoryioouny. B TkaHsx oTaaua kucnopoja takke yekopsiercs B 300 pas.

Q0 <22 Olod 22 [odod 22 [odlod =22 [ofod
OO T+, OO T4, OO s, Olod "vo, ~ [odled

DOpMbI C HU3KUM ®DopMbI C BLICOKUM
CpOACTBOM K Kucrnopogy CpOACTBOM K Kucrnopogy

KoonepaTHBHoe B3aMMOJIENCTBHE cy61)em/m1/lu reMorIo0nHa

[TpucoennHeHne B JerKHX MEPBOM MOJICKYIBI KUCIOPOa K OJHOU U3 CYOBEMHUI] TE€MOTIIO-
OuHa U3MeHseT ee KoH(popmaruio. B pe3ynbraTte OHa HaUMHAET BIHSTH HA CIIEAYIIYIO CYObEINHHILY,
o0Jieryas mpucoeTMHEeHUe K Hell kucnopoa. [locne 3Toro oM BIBOEM BIHSIIOT HAa TPETHIO CyObean-
HUILYy U TaK Jajee. B TKaHsX mepBas MOJIEKYJIa KHCIOpOJia OTACNSAETCS OT CBOCH CyOheAMHUIIBI HE
OYEHB JIETKO, BTOpast y)Ke ObICTpee U TaK Jasee.

Jlezokcudopma remoriaodbuHa obo3Havaercs kak T-¢gopma, HanpspkeHHas (anri. tense), ona
00J1a/1aeT CyIeCTBEHHO OoJiee HU3KUM CPOICTBOM K KHcIopoay. OkcureHupoBaHHast opma, mim R-
¢opma (anrn. relaxed), o6:1agaeT BEICOKUM CPOJICTBOM K KHCIOPOLY.
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®U3NKO-XUMUNYECKUE CBOUCTBA BENIKOB

K cBoiicTBam 0eKOB OTHOCAT aM(POTEepHOCTh, pACTBOPHUMOCTb, CIIOCOOHOCTH K JI€HATYpaIuH,
KOJUIOUHBIE CBOKCTBA.

AMOOTEPHOCTb

Tak kak OenKU conepKaT KUCIIbIe ¥ OCHOBHBIE aMUHOKHUCIIOTHI, TO B HX COCTaBe BCETla UMe-
1o1cs cBo6oaHbIe Kucabie (COO™) u ocoBHele (NH3™) rpymmsr.

3apsix Oenka 3aBHCUT OT COOTHOIICHHUSI KOJMYECTBA KUCIBIX U OCHOBHBIX aMHHOKHUCIOT. [lo-
ATOMY, aHAJOTHYHO AMHUHOKHCIIOTaM, OCJIKU 3apsDKAIOTCs TIOJIOKHUTEIBHO NMPH yMeHbIIeHnu pH, u
OTPHIIATENEHO MPH ero yBenudeHnu. Ecnu pH pacTBopa COOTBETCTBYET M303JIEKTPHYECKOH TOUKE
OeJika, To 3apsi O6enka paseH 0.

Ecnu B mentune win 0enke npeodagaroT KMUcJable aMHHOKUCIIOTHI (TTyTaMar U acrapTar), TO
npu HelTpabHBIX pH 3apsy Oeslka 0TpULATEIbHbII 1 H303JIEKTpUYeCcKas TOUYKa HaXOAUTCS B KHC-
J10# cpenie. J{ist GOJIBITMHCTBA IPUPOAHBIX OEITKOB H302JIEKTPHUECKAs TOUKA HAXOIUTCS B IAra3oHe
pH 4,8-5,4, uTo cBUIETENLCTBYET O MPEOOIalaHUN B UX COCTaBE TJIYTAMHUHOBOM U acriaparuHOBOM
AMHHOKHCIIOT.

Ecnu B Oenke mpeo6iiaatoT 0CHOB-

Hble AMUHOKHCIIOTHI (JIU3UH U apTUHUH) — Ban o N3
npu HelTpaneHbIX pH 3apsin oOycnosien /J\[/l\l/J\_/ bH 9
THUMH, NOJIOKUTEIbHO 3apsHKEHHBIMHU, 3apsg <0
AMUHOKHCIIOTaMH. Ana Cep

AMGbOTEpHOCT, HMEET 3HaueHHe

CmewyeHne pH

JUI BBITIOJHEHHUS] OelKaMu HEKOTOPBIX H+ B LUESTOYHYIO CTOPOHY.
dbyHKIMA, Hanmpumep, uX OydepHbIe HegocraTok noHos HY.
CBOIiCcTBA, T.. CIIOCOOHOCTH MOJJIEPIKU-
BaTh HEU3MEHHBIM pH KpOBH, OCHOBaHBI Ban Acm™ Jng*

+
Ha CIIOCOOHOCTH MPUCOCAUHITH HOHBI H /J\F/l\[/L\_/ pH 6-7 8
3apsag =
IIPU 3aKUCIIEHUHN CPEeNbl WK OTAaBaTh UX w

Ana Cep
IIpH 3allleJauiBaHHH.
C nmpakTU4ecKOi CTOPOHBI HAJTUYHUE
aMm(pOTEepHOCTH  TIO3BOJISIET  Pa3JeATh H* Cmewerme pH
Oenku mo 3apsay (dsekrpodopes) uiH uc- B KNCJIyIO CTOPOHY.

+
HOJIb30BaTh W3MEHEHUe BenuunHbl pH FSCIBIT SOHBE s

pacTBOpa A OCAKICHUA KaKoT0-JIH00

+
n3BecTHOro dOenka. Hamnmyue xak mmoJioxu- Ban Acn Jins
TEIbHBIX, TaK U OTPUIIATEIBHBIX 3apPs/IOB A/\/\/ pH 3 ]
3apsag >
B Oeske 00yCIOBIMBAET UX CIIOCOOHOCTH it Cep PAA

K BbicaquBaHuio (cMm "OOpatumoe oca-
*aeHue" 6eIKoB), 4To yaOoOHO AJisl BbIJe-

N M3MeHeHue 3apsiaa HEHTPaIbHOTO MEeNnTHAA
JIeHUsT OCJIKOB B HATUBHOM KOH(OpMaIuu.

pyu cMenieHnr pH B KUCITYI0 WIIM ILETOYHYIO CTOPOHY
Brnvaxue pH Ha 3apsag 6enka
IIpu cmemenuu pH B pactBOpe us-
MeHseTcs KoHueHTpanus noroB H'. Tlpu 3akucienuu cpepl (npu cHmskenun pH) Hike u30m0ek-
TpHUECKO# ToukH MOHBI H' Mpu COEIMHAIOTCS K OTPHUIATENBHO 3apAKEHHBIM TPYIIIIAM ITyTaMHHO-
BOIl M aciaparnHOBOM KUCIOT M HEUTPAIN3yIOT UX. 3aps] Oesika CTAHOBUTCS MOJI0KHTEIbHbBIM.
Ipu yseauuenun pH B pacTBOpe BbIlE H309MEKTPHUECKOH TOUKH KOHIIEHTpanus noHos H'
CHIDKAETCS U TIOJOKUTENBHO 3apshkeHHbIe Tpymmbl 6enka (NH3 -rpynme! musuHa u apruHuHA) Te-
PSIOT MPOTOHBIL, UX 3apsi ucuezaeT. CyMMapHbIi 3aps/ Oeka CTAHOBUTCS! OTPUUATEIbHbBIM.
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IMpu dusnonornyeckux pH OydepHas eMKOCTh OCIKOB ILIa3Mbl KPOBH BEChbMa OIPaHHM-
YeHa, T.K. JIMarna3oH cMemeHust pH KpoBH 1a)ke [P aTOJOTHH HE 3aXBaThIBAET H30JIEK-
TpuYecKue 3HaueHus pH [yt riryramara, acraprara, JU3HHA, apruHuHa. TOJBKO reMo-
rJI00UH, KOTOPBIH coaepxut 10 8% ructuauna (pl 7,6) obnamaet cymiectBeHHoM Oydep-
HOW €MKOCTBIO.

PACTBOPUMOCTb

Tak kak OOJIBIIMHCTBO OEJIKOB HECET MHOTO 3apsi-
YKEHHBIX IPYII, TO B LIEJIOM OHU BOAOpacTBOpUMbI. Pac-
TBOPUMOCTB OOBSICHSICTCS:

o HaJIUM4YMEeM 3apsi/ia U B3aUMOOTTAJIKMBAaHUEM 3apsi-

YKEHHBIX MOJIEKYJI OeJiKa,

o HaJM4YMeM I'MAPaTHON 000104YKH — yeM OoJbllIe Mo-
JSPHBIX W/WIM 3apsHKEHHBIX aMHUHOKHUCIIOT B OelKe,
TeM OoJibllie TusipaTHas obosouka (Hanpumep, 100 r
Oenka anpOymuHa cBs3piBaeT 30-50 r BobI).

Benok +1_+
+
+

[unonb Bogpl

dopmupoBaHKe MHAPATHOI 000I0UKH
BOKPYT MOJIEKYJIbl OeJika

METOAObLI OCAXAOEHNA BENKOB

Tak xak pacTBOPUMOCTb OEITKOB 3aBUCHUT OT 3apsiia U HAJTMYMS THAPATHOMN 000JI0YKH, TO HC-
YE3HOBEHHE OJTHOTO WM 000UX ITHX (DaKTOPOB BENET K OCAKJICHUIO OeKa.

HEHATYPALNS

Jenarypauus — HeoOpaTUMOe OcaxeHHE OeKa M3-3a pa3pbiBa CBS3EH, CTAOMITU3UPYIOIINX
YETBEPTUYHYIO, TPETUUHYIO, BTOPUYHYIO CTPYKTYPHI O€JKa, COMTPOBOKIAEMOE N3MEHEHHEM PaCcTBO-
PUMOCTH, BSI3KOCTH, XUMHUYECKON aKTMBHOCTH, CHIDKCHHEM HWJIHM TIOJHOM MOTEper OMOJIOrnuecKon
byHKINH.

1. dusnyeckas neHaTypanus — MOBBIIICHUE TEMIIEPATYPHhI, YIbTPa(PHUOIETOBOEC U MUKPOBOJHOBOE
M3JIyYCHHE, MEXaHUUECKHUE BO3JICHCTBUS, MOHU3AINS 3aPSHKEHHBIMHA YaCTUIIAMU.
2. XuMHYeCKas.

KHCJIOTHI M IIEJI0YN 00pa3yIoT BOJIOPOIHBIE CBS3H C MENTUIHBIMU T'PYIIIAMHU,

OpraHUYECKHUE PACTBOPHUTENIN 00pa3yIOT BOJIOPOIHBIC CBSA3H M BHI3BIBAIOT JACTUIPATAIIHIO,

aNKaJIouIbl 00pa3yIoT CBS3U C MOJISIPHBIMU TPYIIIAMU U Pa3pbIBAIOT CUCTEMY BOJOPOIHBIX U

HOHHBIX CBS3EH

o TSOKENbIe METaUIbl B3aUMOJACHCTBYIOT C 3apsHKEHHBIMHU PaJUKaIaMH, HEUTPATU3YIOT OTpPHIla-

TEJIbHBIE 3aPs/Ibl U PAa3pPhIBAIOT CUCTEMY BOJOPOJAHBIX M HOHHBIX CBSI3CH.

OBPATUMOE OCAXOEHUE

OO6paTuMoCTh OcaxAeHUs OETKOB 00YCIOBIEHA COXpaHEHUEM MEePBUYHON CTPYKTYpPHI OemKa.
Boccranosnenue Gpu3nko-XuMU4eCKUX U OMOJIOTMUECKUX CBOUCTB OesIKa Ha3bIBaeTCsl peHATHBALMSA
(penarypamms). iHOr 1a /1715t peHATHUBAIIMK JOCTATOYHO MPOCTO YAAIUTD ICHATYPUPYIOIIH 00BEKT.

BbicanvsaHue

BeicanuBanue — 310 00aBneHne pactBopoB HeiTpanbHbix coselt (NapSOas, (NH4)2S04). Anu-
onbl (SO427) u karuons! (Na¥, NHg") B3aMMOIEHCTBYIOT ¢ 3apsnamu Oenka (rpymmst NHs™ 1 COO™
). B pe3ynbTate 3apsix mcue3aeT, 1 COOTBETCTBEHHO, HCYe3aeT B3aUMOOTTaJIKHBaHUEe MoJiekyi. Of-
HOBPEMEHHO PE3KO yMEHBIIAETCSI THAPATHAS 000JI09Ka. JTO BEJIeT K 'CIIMIAaHUI0" MOJIEKYJ H Oca-
KIICHHIO.

Tak xak Oenky 1Ia3Mbl KPOBU OTIMYAIOTCS 110 pa3Mepam, 3apsy, CTPOCHHUIO, TO MOKHO T10J10-
OpaTh Takue KOJMYECTBA COJIH, KOTOPBIC BRI30BYT OCaKACHHE MEHEE YCTONUMBBIX OCIIKOB, IOKA JpY-
rue eiie Oy1yT pacTBOPEHBI.
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Hanpumep, mogo0HsIM 00pa3oM paHbIlle ONPEACSUIA COOTHOLIEHUE aTbOYMHUHBI/TIIO0YITHHBI
B IUIa3Me KPOBU. ATTbOYMHHBI, Kak 0oJiee MOJIIPHbIE MOJIEKYIIbI, OCTAIOTCSl B PACTBOPEHHOM COCTOSI-
HuM 1pu 50% HACBHIIIEHWU PAaCTBOpPAa HEHUTPAIBHBIMU COJISIMH, B TO BpeMs KaK IJIOOYIMHBI B ATHUX
YCIOBHAX yXKE OCaXKAat0TCsi. B HOpMe cooTHOIIEHNE aIbOYMUHBI/TIIO0YIMHBI B TU1a3Me KPOBH PaBHO
1,2-1,8.

OcaxaeHne BOAOOTHUMAILLIMMK CpeacTBaMm

[Tpu noGaBiieHNM BOAOOTHUMAIOIIUX CPEACTB (AI[ETOH, STAHOJI) IIPOUCXOUT OTHATHE Y OesKa
THJIPATHOW 000JI0OYKH, HO HE 3apsaga. PacTBOpUMOCTh HECKOJBKO CHM)KAETCS, HO JICHATypalliH HE
HacTynaeT. Hanpumep, anTucenTuueckoe 1eHCTBUE 3TaHOIA.

N3meHeHune pH
Msrkoe usmenenue pH 10 m303mekTpuueckoi TOUKy Oelika BeleT K MCUE3HOBEHUIO 3apsija,
YMCHBIICHHIO FHHpaTHOfI 000JIOUKH U CHUKEHHIO PACTBOPUMOCTH MOJICKYIJIBI.

CBONCTBA BENKOBbLIX PACTBOPOB

CBoiicTBa OEIKOBBIX PacTBOPOB OIpPENEISIOTCS OOJBIIMMU pa3MepaMHu MOJIEKYI, T.e. OelnKu
SIBJIIFOTCS KOJIJIOUTHBIMU YacTHIIAMU U 00pa3yloT KoJIOMIHbIe pacTBopbl. K cBoiicTBam koJou -
HBIX PACTBOPOB OTHOCSITCSI:

1. PaccenBanue yda cBeTa, IpOXOAIIEro yepe3 OelnKOBBI pacTBOpP, M 00pa30BaHNE CBETALIEr0Cs
KoHyca — 3dpdext Tunnans.

2. Maias ckopocts augdys3umn.

3. HeciocoOHOCTH OETKOBBIX YAaCTHIl IPOHUKATH Yepe3 MOJIyHeNpoOHUuIaeMble MeMOpaHbl (I1esu1o-
¢baH), T.K. MX MOPbI MEHbIIIE JHaMeTpa OSITKOB. DTO UCIOJIL3YETCS B UAJIM3€ — OYMCTKA OENKO-
BBIX IIPENapaToOB OT MOCTOPOHHUX MPUMECEH U JIEKUT B OCHOBE pabOTHI "MCKYCCTBEHHOM MOUKH"
JUISL ICYEHUS OCTPOM MOYEUHOW HEJOCTATOUYHOCTH.

4. Co3manne OHKOTHUYECKOI0 JaBJICHHS, TO €CTh NEPEMEIICHHE BOABI B CTOPOHY 00Jiee BBICOKOM
KOHIIEHTpaluuu OeJika, 4TO MPOSIBIAETCS, HapuMep, Kak (pOPMHUPOBAHUE OTEKOB IPU MOBBIIIE-
HUU IPOHUIIAEMOCTH COCYJUCTON CTEHKU.

5. BbIcOKas BA3KOCTD B PE3Y/IbTATE CUJI CLECIUICHUS MEXIY KPYITHBIMU MOJIEKYJIAMH, YTO MPOSIBIIA-
€TCs1, HarpuMep, pu 0O0pa30BaHMUM Tejiei U CTYIHEH.

KNACCUNOUKALUNA BEJIKOB

Mo ®YHKUUMNU

Cwm Boimre "®yHKIuu 6€1KoB"

MO CTPOEHMUIO

1. lNo cbopme Monekysbl

I'7100yasipHble — COOTHOIIIEHUE TPOJIOJIBHOM U MomnepeuHoi ocei coctabnsgeT <10 u B 601b-
IIMHCTBE ciiydaeB He Oosiee 3-4. OHU XapaKTepPU3YIOTCSI KOMMAKTHOM YKIaJKOM MOJUIMENTHIHBIX
ueneii. Hanpumep, nHcynuH, anbOyMuH, rI00yIHHBI I1a3Mbl KPOBH.

O udpusipabie — cooTHOLEHUE oceil >10. OHM COCTOAT U3 MYyYKOB MOJUNENTUAHBIX LIETIEH,
CIUPAJIbI0 HABUTHIX APYT Ha PYyra U CBsI3aHHBIE MEXKAY CO00M MonepeyHbIMUA KOBaJIEHTHBIMU U BO-
JOPOJIHBIMU CBSI3SIMH. BBIMOTHSIOT 3alIUTHYIO U CTPYKTYpHYIO hyHKIIMKU. Hanmpumep, kepaTuH, MUo-
3UH, KOJIJIareH.
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CxemMaTHuHOE M300pa’keHue TIIOOYIIPHBIX (BBEPXY) U Cxema cTpoeHus (hpepMeHTa

(buOpUIIAPHBIX (BHU3Y) OEITKOB nakraraeruaprorenassl-3 (HoM2)

2. [No konnyecTBy 6EMKOBLIX Lienen B 04HOM MosfieKkyne
0 MOHOMeEpHBbIe — UMEIOT OJHY CyObeIuHUIy (IpOTOMEp), HaNpuMep, anbOyMHUH, MUOTJIOOUH.
o MoJIMMepHble — UMEIOT HECKOJIbKO cyObeauuui. Hampumep, remornoOun (4 cyObeInHUIIB),
JaKTaTIeruaAporeHasa (4 cyobeIMHUIIbI ), KpeaTHHKHHA3a (2 CyObeJMHUIIBI),

3. o xummnyeckomy cocrtaBy

IIpocTthie — cofepxaT B COCTaBE TOJIBKO aMHUHOKHUCIOTHI (aIbOYMUHBI, II100YIHHBI, TUCTOHBI,
npotamuHsl). [logpo6GHO 3T OeNKM XapaKTepu3yITCs HUXKE.

CioxxHble — KpOME aMUHOKHCIIOT MUMEIOTCSI HEeOEIKOBbIE KOMIIOHEHTHI (HYKJIEOIPOTEHHBI,
(dbochonpoTenHbl, METAIIONPOTEUHBI, JUIOMPOTEUHBI, XPOMOIPOTEUHBI, TIUKOoNpoTenHsl). llo-
JIpOOHO 3TH OEJIKU XapaKTePU3YIOTCS HUXKE.

KNACCUOUKALUUNA NPOCThIX BENKOB

CTpyKTypa MpOCThIX OEIKOB MPEICTaBIeHa TOIBKO TOJIHUITCTITHIHON IIeTbI0 (aTbOyMUH, HHCY-
nuH). OTHAaKO HE0OX0AMMO MTOHMMATh, YTO MHOTHE MPOCThIC OCNKKM (HarpuMmep, aaTbOyMUH) HE CY-
IIECTBYIOT B ,,4UCTOM" BHJIE, OHU BCET/Ia CBS3aHBI C KAKUMHU-JIN00 HEOCITKOBBIMU BellecTBaMu. Mx
OTHOCSIT K TIPOCTHIM O€KaM, T.K. CBSI3M C HEOEITKOBOM TPYIIION clladbIe.

AJlbBYMUWHbI

['pymnma rioOyaspHbIX OSITKOB IJ1a3Mbl KPOBH C MOJICKYIISIpHOU Maccoi 69 k/la, UMEIOT KucIble
CBOWCTBA M OTPHUIIATENIBHBIN 3apsia pH pu3nosornueckux pH, T.K. comepkaT MHOTO TITyTaMHHOBOM
KHCIIOTHL. JIerko afcopOupyrOT MOJISIPHBIC U HETIOJIIPHBIE MOJICKYITBI, SIBIISTFOTCSI B KPOBU ITEPEHOCYH-
KOM MHOTHX BEUIECTB, B TICPBYIO OYepe/lb OMIIMPYOHHA ¥ JKUPHBIX KHCJIOT.

B mpuponie anbOyMHUHBI BXOIST B COCTaB HE TOJBKO IUIa3Mbl KPOBHU (CHIBOPOTOYHBIE AlIbOY-
MUHBI), HO K SUYHOro Oenka (0BanbOyMHUH), MOJIOKA (JIAKTaIbOyMHUH), SIBISIOTCS 3allaCHBIMH OeJI-
KaMU CEMSIH BBICIIIMX PACTCHUH.

rnosynuHsbI

['pynmna pa3HooOpa3HbIX OETKOB IUIa3Mbl KPOBU ¢ MOJsIeKynspHOil Maccoit 1o 100 k/la, Hecyr
OTpUIATENbHBIN 3apsii, CIa00KUCIIbIE UM HeHTpanbHble. OHU MaJIO THAPATUPOBAHBIL, IO CPABHEHUIO
C aTbOYMHHAMHU MEHbIIIE YCTOWYHMBBI B PACTBOPE U JIETUE OCAXKIAOTCS, YTO MCIIOJIb3YETCS B KIMHH-
YEeCKOM TMarHOCTHKE B ,,0Ca0YHBIX" Mpo0ax (TUMoJioBasi mpo6a, nmpoda BeabTmana). Yacto co-
JepxKaT YriieBOJHbIE KOMIIOHEHTHI.

[Tpu 06p19HOM Br1eKTpOdOpe3e pa3AenstoTcs, Kak MUHUMYM, Ha 4 ¢ppakuuu — o, o, B u y.
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HanpasneHue asmxeHumsa 6enkos
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CxemarnuHoe n300pakeHue nekTpodoperpamMmbl 1
rpaduueckoro pesynbrara 00padoTku 3nekTpodoperpamm

Tak kak rnoOyauHBI BKIIOYAIOT B ce0sl pa3HOOOpa3Hble O€NKH, TO UX (PYHKIMH MHOTOYMC-
neHHbl. YacTh o-TIo0yIMHOB 00J1aIaeT aHTHITPOTEa3HON aKTUBHOCTHIO, YTO 3aIUIIAET OCITKU KPOBH
OT TPEXJAEBPEMEHHOTO pa3pylIeHHUs, HalpuMep, O1-aHTHTPUINCHH, O1-AaHTHXHMOTPHIICHH,
o2-MaKporJo0yaun. Hexotopeie rioOyarHBI CIOCOOHBI K CBS3BIBAHHUIO OMPECIICHHBIX BEIIECTB:
TpaHcpeppuH (IEPSHOCUUK HOHOB JKele3a), HePyJaomIa3MuH (TIEPeHOCYHK UOHOB ME/IH), TanTo-
rJI00MH (TTEPEHOCUMK reMOTIIO0NHA), TeMONeKCHH (TIEPEHOCUYNK TeMa). V-1 100y IuHBI SBISIIOTCS aH-
TUTeJaMHU U 00eCIeYnBaOT UIMMYHHYIO 3allIUTy OpraHu3Ma.

F'McToOHbI

I'ucTonsl — BHYTpUsiAEpHBIE OeKU Maccoit okosio 24 k/[a. O6manatoT BEIPa)KEHHBIMU OCHOB-
HBIMH CBOMCTBaMHU, TOATOMY NPHU (PU3NOJIOTHYECKUX 3HAUCHUAX PH 3apsiKeHbI OJI0KUTETHHO U CBSI-
3BIBAIOTCSA C Je30KkcupuboHykiennoBoi kucioton (JIHK), oOpasys ne30KkcupuOOHYKICOTPOTCHHBI.
CyIIeCTBYIOT 5 TUITOB THCTOHOB — 04€Hb Oorathiii mu3uHoM (29%) rucron H1, npyrue rucrons H2a,
H2b, H3, H4 Goratsl JIM3WHOM U apruHUHOM (B cymme 10 25%).

Panukanbsl aMMHOKHUCIIOT B COCTaBE€ TMCTOHOB MOTYT ObITh METHUJIMPOBAHbI, AlleTUIMPOBAHBI
i GochopuIMpoBaHbl. DTO U3MEHSIET CyMMAapHBIH 3apsij U ApYyrue cBOMCTBa OEKOB.

Monekyna OHK — o McToH H1

Hykneocoma, cogepxalias
8 MoneKyn rmcToHoB —
no 2 monekynel H2a, H2b, H3,H4.

Cxema CTPOCHHA HYKJIECOCOM M UX CBA3BIBAHUA APYT C APYroM

MOo>KHO BBIIEJINTH JBE (PYHKIHH THCTOHOB:
1. PerynupyroT akTUBHOCTh T€HOMA, & UMEHHO NPENATCTBYIOT TPAHCKPHIILHH.
2. CTpyKTypHas — cTa0MJIM3HPYIOT [IPOCTPAaHCTBEHHYIO CcTpyKkTypy JHK.
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I'ucToHBI 00Pa3yIOT HYKJIE€0COMBI — OKTadIPUIECKHE CTPYKTYPBI, COCTABIICHHBIE U3 THCTOHOB
H2a, H2b, H3, H4. T'ucton H1 cBs3an ¢ monekynoi JIHK, He mo3Bosisist ei "cOCKOJIB3HYTh" ¢ THCTO-
HoBoro okramepa. JIHK oOBuBaet Hykieocomy 2,5 pasa mocie 4ero 0OBHBAET CIEAYIONIYIO HYyKJIIe-
ocomy. brnaromaps takou cTpykType nocruraercs ymenbuienue pazmepon JIHK B 7 pa3. Jlanee HuTh
JIHK ¢ HykiIeocoMaMu CKJIaJbIBAETCS B CyMepCcHupanb u ''cymnepcynepcnupans’. Takum o6pazom,
TUCTOHBI y4acTBYIOT B Iu1oTHOM ynakoske JIHK npu ¢popmupoBanuu xpomocom.

biaromapst rucronam B koHe4HOM urtore pasmepsl [JHK yMeHbuIaroTcss B ThICAUYM pas:
mmHa JITHK nocturaer 6-9 cm (10_1), a pa3Mepbl XPOMOCOM — BCETO HECKOJIBKO MUKPO-
merpos (1079).

lMPOTAMUHBI

Oto Genku Maccoit oT 4 k/la o 12 x/la, uMEroTCA B si7jpax CIepMaTo30MI0B MHOTHX OpraHH3-
MOB, B CIIEpMe PBIO OHH COCTABIISIIOT OCHOBHYIO Maccy Oenka. [IpoTaMuHBI SBISIOTCS 3aMEHUTEISIMA
THECTOHOB M CIY)KAaT JIJIsl OpraHU3aIlii XpOMaTHHa B criepMusix. [1o cpaBHEHHIO ¢ THCTOHAMH MTPOTa-
MUHBI OTJINYAIOTCSI PE3KO YBEIMUEHHBIM cojiepkaHueM apruHusa (10 80%). Taxxke, B oTiMuue oT
THECTOHOB, MPOTAMHUHBI 00JIa/IAI0T TOJIBKO CTPYKTYpHOU (DYyHKIMEH, perynupyromei GyHKIUN Y HUX
HET, XpPOMAaTHH B CIEPMATO30H/1aX HEAKTHBEH.

KonnAreH

OuOpMIISApHBINA OEJOK ¢ YHUKaIbHOUM cTpykTypoi. CocTaBisieT OCHOBY MEXKKJIETOYHOTO Be-
IIECTBA COCTMHUTEIHLHOM TKAHU CYXOXKIJIMIA, KOCTH, XPSII[a, KOXKH, HO UMEETCS, KOHEYHO, U B IPYTHX
TKaHSX.

IToymnenTuaaas 1ens komiareHa BkirodaeT 1000 aMMHOKHCIOT M HOCHUT Ha3BaHHUE O-IICHb.
HacuutsiBaercst okosio 30 BapuaHTOB 0-IIETIH KOJIJIAr€Ha, HO BCe OHU 00JIaAaf0T OJTHUM OOIIHUM MPH-
3HAKOM — B OOJIBIIICH MM MEHBIIEH CTETICHU BKIIIOYAIOT MOBTOpsronuiics Tpuruiet [[m-X-Y ], roe
X u Y — mo0ble, KpoMe TIUIIMHA, AMHUHOKHUCIIOTHI. B mookenun X garie HaXOIUTCs MPOJIHH WJIH,
ropaszio pexe, 3-OKCUIIPOJIMH, B MOJIOKEHUU Y BCTPEUYAETCS MPOJIMH U 4-OKCUTIPOJIMH. Takke B 1Mo-
JokeHun Y 4acTo HaxOJUTCS allaHWH, JIM3MH U S-OoKcuiu3uH. Ha npyrue aMUHOKHCIOTHI MPUXO-
JUTCSI OKOJIO TPETH OT BCETro KOJIMYECTBA aMUHOKHUCIOT. [ MApOKCHIMpOBaHUE MPOJIMHA U JU3UHA
OCYILIECTBJISIOT COOTBETCTBYIOLINE MMAPOKCHIIA3BI, Kee30coAepKalue pepMeHTsl, 1715 UX MOJIHO-
IIEHHOH paboThl He0O0Xx0 UM BUTaMHUH C (aCKOPOMHOBAsI KUCIIOTA).

CrpykTypa IpoJjrHa U OKCUIIPOJIMHA HE T03BOJIsIeT 00pa3oBaTh O-CIIUPAIBLHYIO CTPYKTYPY, U3-
3a 3TOro o0paszyeTcs JeBO3aKpydeHHas Clupalib, Ie Ha OJUH BUTOK MPUXOAUTCA 3 aMHUHOKUCIIOT-
HbIX ocTaTka. KoimareH oObIYHO COJIEP>KUT MOHOCAaxXapuIHble (TajakTo3a) U AucaxapHuaHble (TIro-
KO03a-rajlakT03a) MOJIeKYJIbl, coenHeHHble ¢ OH-rpymmaMu HEKOTOPBIX OCTATKOB OKCHIIN3HHA.

Mosekyia TpoIroKoJuIareHa MmocTpoeHa u3 3 a-1ernei, CIIeTeHHBIX MEXTy COOOH B IJIOTHBIN
KryT — Tpornokoiares (amuHa 300 um, nuametp 1,6 um). [lonunentuaHeie ey TPOYHO CBSI3aHBI
Mexay co0o0il uepe3 e-aMUHOTPYIIIBI OCTATKOB JIM3UHA. TpomnokosuiareH GopMupyeT KpymHbIE KO-
nareHoBble Guobpmel quamerpom 10-300 M. Ilonepeunas ucuepueHHOCTh HUOPUILIBI 0OYCIOB-
JIeHa CMEIIEHUEM MOJIEKYJI TPOTIOKOJUIareHa Ipyr OTHOCUTENBHO Apyra Ha 1/4 ux AIuHbL
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MentTuaHas uenb npokonnareHa

apokcunmnpoBaHue rnposinHa
n JIM3nHa
I TIMKO3UIMPOBaHNE rmapoOKCUIIN3INHAE

H

Ob6veguHeHue Tpex
MOJIEKYJT MPOKOo/I1areHa

SISO R SRS RSB ESERSEREN

[MpokonnareH

OTLenieHne KOHLEBbIX
nenTugos

TponokonnareH

C6opka ¢pubpusiibi l

Bperl IMMOJYXXHU3HH KOJIJIar¢Ha MCUYUCIIACTCA HEACTIAMU U MECALIAMU. KJ'IIO‘ICBYIO POJIb B €TI0

dubpunna konnareHa

Cunre3 HuOpUIIIBI KOITareHa

o0OMeHe UrpaeT KoJlareHasa, pacilerIsionias Tpormokosuiares Ha 1/4 paccrostaust ¢ C-KOHIIa MEXTY

TJIMIIMHOM | JIEHIIMHOM. B pe3ynbpTare pacmana KoJiiareHa mosiBisIeTCs CBOOOTHBIN THAPOKCHUIIPO-

nuH. [Ipy mopakeHn coeMHUTENIBHON TKaH! (00Je3Hb [1elipkeTa, rumneprnapaTupeonIu3M ) SKCKpe-
1S TUIPOKCHUIIPOJIMHA BO3PACTAET U UMEET IUarHOCTUYECKOE 3HAUCHHE.

[To mepe cTapeHus opranu3Ma B TPOIOKOJUIareHe o0pa3yercst Bce O0Jblee YUCIO0 MOMEePEYHbIX
CBsI3€H, uTO JenaeT GUOPUILIBI KoJlareHa B COSTMHUTENILHOM TKaHU 00Jiee KECTKUMU U XPYITKUMU.
DT0 BeET K MOBBIIIEHHOW JOMKOCTH KOCTH M CHM)KEHHIO MPO3PAuyHOCTH POTOBHIIBI IJ1a3a B cTapye-

CKOM BO3pacTe.

S/IACTUH

IIo CTPOCHUIO B O6IJ_[I/IX yepTax 3JIaCTHH CXO0XK € KoJuiare-
HoM. Haxonurtcs B CBA3KaAxX, 3JIaCTUIHOM CJIOC COCYHNOB. CTp}IK—
TypHOﬁ CﬂHHHHCﬁ SABJICTCA TPOIIO3JIACTHH C MOHGKyanpHOﬁ

]
NH—CH—C

Maccoit 72 xJla u mmHOM 800 aMMHOKHCIOTHBIX OCTaTKOB. B

HEeM ropaszio 0oJibllie JIU3MHA, BalMHA, alaHMHA U MEHbIIE TH- e (GH2)3 =0

pokcurpoinHa. OTCyTCTBHE NMPOJMHA 00YCIOBIMBAECT HATMYNE IH—(CHz)z 3 CH2)2—CH

CIUPAJIbHBIX 3JIACTUYHBIX Y4aCTKOB. NH SNF NH
XapakTepHOil 0cOOEHHOCTBIO 3JIaCTHHA sABIseTCs (popMu- (CHas

pOBaHUE U3 YEThIPEX MOJIEKYN JHM3UHA CBOEOOpa3HOW CTPYyK-

TYpbl — A€CMO3MHA, KOTOPbIIl CBOUMU 4-Ms IpynIiiaMu 00beau-
HsieT OeNKOBBIE 1IEMIH B CUCTEMBI, CIOCOOHBIE PACTATUBATHCS BO
BCEX HalpaBJICHUSX.

NH— H—‘i'IZ

CrpoeHnue necmMo3nHa
(B cocTaBe 371aCTHHA)
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O(.-AMI/IHOprHHbI u O(.-Kap60KCI/IHBHBIe rpynmnbl JECMO3HMHA BKIIIOYAIOTCA B ICOTUAHBIC CBA3U
Ol[HOfI WJIA HECKOJIBKUX OEJIKOBBIX ueneﬁ.

Yepes 4ECMO3VH COEANHEHDI:

4 6enkoBble Lenu 3 Benkosble Lenu 2 Benkosble Lienu

Posie necMo3uHa B COeIMHEHNN OEJIKOBBIX IIETeit

CTPOEHMWE U KNACCUDUKALMUSA CNOXHbIX BENKOB

VY cioxHBIX 0€NKOB, KpoMe OEKOBOMW IIeTH, UMEETCs JOTIOJHUTENbHAs HeOeIKoBas Tpymma.
Omna HaspiBaeTcs Jauranj, (nat. ligo — cBsI3pIBal0) TO €CTh MOJIEKYJIa, CBsI3aHHas ¢ OenkoM. B ciayuae
€CJIM JIUTAH]] HECET CTPYKTYPHYIO W/WIH (PYHKIIMOHAIBHYIO HArpy3Ky, OH Ha3bIBACTCSl MPOCTETHYe-
CKOM I'pyNIION.

B poJsim 1uranaa MoryTt BBICTYIIATh JTFOOBIE MOJICKYJIBI:

0 MOJICKYJIBI, BBITIOJHSIONIUE B OCIKE CTPYKTYPHYIO (PYHKIIUIO — JIMITHIBI, YTIICBOJIbI, HYKJICHHO-
BBIE KHCIIOTBI, MUHEPAJBLHBIC 3JIEMEHTHI, KAKUE-JIN0O0 JAPYrue OPraHuIeCKHe COCITUHEHUS. TeM
B remorjiobune, yrieBoasl B raukonporennax, JJHK u PHK B HykneonpoTrennax, Menp B 1ie-
pYJIOIUTa3MHHE,

o TEPEHOCHMbIC OEKaMH MOJIEKYJIBI. JKeJIe30 B TpaHCc(epprHe, TeMOTJIO0MH B ranToriioOnHe,
reM B FéMOTIEKCHHE,

o cyocTtpatsl st GePMEHTOB — JIIOOBIE MOJICKYIIBI U JIAXKE APYTrue OCKH.

Y3HnaBaHue JUranjaa oGecreynBaeTcs:

o KOMIUIEMEHTApHOCTbIO CTPYKTYPhI LIEHTPa CBSI3bIBaHUS O€liKa CTPYKType JIMTaHa, UHa4ye ro-
BOPS, IPOCTPAHCTBEHHBIM M XMMHUYECKUM COOTBETCTBHEM Oenka u juraHaa. OHM MOIXOISAT
JpYT K IpYTy Kak K04 K 3aMKY, HallpuMep, COOTBETCTBHE (pepMeHTa U cyOcTpara,

o HHOTIJa y3HaBaHHE MOXET 3aBUCETh OT PEAKIIMOHHON CIIOCOOHOCTH aToMa, K KOTOPOMY IPHCO-
eauHsercs nuranj. Hampumep, cBsi3piBaHHe KUCIOPOJIa JKEJIE30M IeMOTrIO0NHA, WK KUPHOM
KHUCJIOTBI C alTb,OYMHUHOM.

@OyHKUMYU JUTAHIA B COCTaBe CIIOKHOTO Oelika pa3sHOOOpasHBbI:

o M3MEHSET CBOMCTBA OEJKOB (3apsil, PACTBOPUMOCTh, TEPMOIAOMIILHOCTR), Hanpumep, hocdop-
Has Kucjota B (oconpoTenHax Uil OCTATKU MOHOCaXapHI0B B TIIMKOIPOTEHHAX,

o 3aluIaeT 0eloK OT MPOTEO0M3a BHE U BHYTPH KJIETKH, HAIPUMED, YTIIEBOIHAS YaCTh B TJIMKO-
MPOTEHHAX,

o o0ecrneynBaeT BO3MOKHOCTh TPAHCIIOPTA HEPACTBOPUMBIX B BOJIE COSAMHEHUN, HAIPUMED, TIe-
PEHOC KUPOB JTUIIOTPOTEUHAMH,

o Tmpuaaet OMOJIOTUYECKYIO aKTUBHOCTH U OmpeenseT QyHKIuIo Oenka, HanpuMep, HyKJIEHHOBas
KHCIIOTa B HYKJICONIPOTEHHAX, TeéM B FEMOIJIOOMHE, YIIIEBO/] B PELIETITOPHBIX OeKax,

o BIHAET HAa MPOHUKHOBEHHE Yepe3 MeMOpaHbl, BHYTPUKIETOUYHYIO MUTPAIUIO, COPTUPOBKY U
CeKpelro OEIKOB, 3TO BBIMOJIHSET, KaK MPaBUJIO, YTIIEBOJHBIA OCTATOK.

POCOONMPOTENHBI

dochonpoTenHbl — 3TO OEIKHU, B KOTOPBIX MPUCYTCTBYET (ochaTHast rpyma, OHA CBA3bIBACTCS
C HNEeNTUHOM 1eNbI0 Yepe3 OCTaTKH TUPO3MHA, CepUHA, TPEOHHHA (T.€. TeX aMUHOKHCIIOT, KOTOpbIe
conepxar OH-rpymnmy).
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0CTaToK cepuHa A
docoprnmpoBaHHbIii ®occpar
0CTaToK TUPO3nHa
M3MeHeHne aKTUBHOCTH Oellka 1myTem
Cnoco0s1 nprcoennHenust GochOpHON KHCIOTH K Oenkam ¢dochopunuposanus-ngedochopunpoBaHus

®dochopHast KUCIOTa MOKET BBITIOJIHSATH:

1. CTpyKTYpHYI0 pOJib, IpUIaBas 3apsij, paCTBOPUMOCTb U U3MEHsISI CBOMCTBA Oenka, HapuMep, B
Ka3enHe MOJIOKA, SUYHOM aJIbOyMHUHE.

2. ®yHKUMOHAJIBHYIO POJib. B KileTKe MpUCYTCTBYET MHOTO OEJIKOB, KOTOPBIE CBsI3aHbI € (pochaTom
HE MOCTOSIHHO, a B 3aBUCUMOCTH OT aKTUBHOCTH MeTaloJin3Ma. belnok MoXkeT MHOTOKpaTHO Te-
pexoanuTh B pochopHiIMpoBaHHYIO UM B AepochopunupoBanHyo GOpMy, UTO UTPAET peryiu-
pyIOIIyI0 poJib B ero pabote. Hampumep, 1) depMeHTH IJIMKOreHCuHTa3a u riaukorendocdo-
puiasa (cM "Perymsinus aktuBHOCTH hepMeHTORB"), 2) THCTOHBI B (HOCHOPHIMPOBAHHOM COCTO-
STHUW MeHee TTPoYHo cBsi3biBatoTcs ¢ JJHK m akTMBHOCTH reHOMa BO3pacTaer.

HYKNEOMNPOTEWNHbI

Hyxneonporennsl — 310 O€NKH, CBSI3aHHBIE C HYKJIEHMHOBBIMU KHciaoTaMu. OHHM COCTaBJISIOT
CYIIECTBEHHYIO YacTh pub0OCOM, XpoMaTHHA, BUPYCOB.

B pubocomax pudonykiaennoBas kuciora (PHK) cBs3biBaercs co cnenuduaeckumu pudoco-
MaJbHBIMU OEJIKaMH.

Bupychl sSBASIOTCS NPaKTUYECKU YUCTHIMU pUOO0- U 1€30KCUPUOOHYKIICOTPOTEMHAMH.

B xpomaTtuHe HYKJIEHHOBas KUCIOTA IMPEJCTABICHA Ae30KCUPUOOHYKJIEHMHOBOM KUCIOTOM,
CBSI3aHHOM C pa3HOOOpPa3HBIMU O€lIKaMU, Cpeay KOTOPHIX MOKHO BBIICTUTH ABE OCHOBHBIE TPYIIIIBI
— THCTOHBI U HErMCcTOHOBbIE Oenku. HaganbHbiil aTan ynakosku JIHK ocyiiecTBistoT rUCTOHBI, 00-
Jiee BBICOKHE YPOBHH 00€CTIeUUBAIOTCS APYTUMU OEITKaMU.

B nauane monekyma JIHK oGBHuBaeTcst BOKpyr THCTOHOB, 00pa3ys HykieocoMbl. Chopmupo-
BaHHas TaKUM 00pa3oM HYKJI€0COMHAasi HUTh HAallOMUHAET OyChl, KOTOPbIE CKJIaIbIBAIOTCS B CYyIIEp-
crnimpaib (XxpomarrHoBast GUOPHILIA) U CYIIEPCYIIEPCIIUpPaib (XpOMOHEMMA HHTEP(Da3bI).

Monekyna Yknagka JHK
OHK C MOMOLLbIO HykneocomHas XpomaTtunHosas XpomoHeMma Xpomatuga
MMCTOHOB HUTb ubpunna MHTEpdasbl mMeTadasbl Xpomocoma

DTanbl OpraHusaunuv XpoMaTuHa
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HyKJIeI/IHOBbIC KHCJIOTBI SABJIAIOTCA HNOJIUMCPHBIMU MOJICKYJIAaMHU U COCTOAT M3 MOHOMCPOB,
Ha3bIBaeMbIX HYKJeoTuaaMu. Hykmeotun comepxur (ochopHyro KUCIOTY (OAMH, ABA WIH TPH
ocrarka), caxap (pubo3y WM Ae30KCHPU003y), a30THCTOE OCHOBAaHUE (aJIeHWH, TYaHUH, [IUTO3MUH,

ypami 100 TUMUH).
AszoTucroe AszoTuctoe
OCHOBaHue OCHOBaHune
—* —
Socad—(Pocpan)

Pn6oHykneosuna PuBoHykneosuna- Pu6oHykneosunarpudoctar
MOHodocaT

AsoTucroe
OCHOBaHue

AsoTncroe
OCHOBaHwue
R —

CxemaTuuHoe CTPOCHHUE HYKJICO3MJ0B U HYKJICOTUI0B

CaMBbIM pacrpoCTPAaHCHHBIM B MPHUPOJIC SIBISICTCS HYKICOTHT aJleHO3MHTPUdochaT, UCIIOITb-
3yeMBIi KaK BBICOKOIHEPTeTHYECKOE COSAMHECHUE U peakuid TpaHCMEMOPaHHOTO IMepeHoca Be-
IIECTB U PEaKIMil CHHTE3a.

Cas3piBasick yepe3 GocdaTrHble 0CTaTKU, HYKJIEOTHIbI NH,
00pa3yroT JUTMHHBIE T[ETIOYKH — HYKJICHHOBBIE KHUCIIOTHI. NN

Brigenstor 1Ba B2 HYKJICHHOBBIX KHCIIOT B 3aBHCH- ) ) ) k\nl N\>
MOCTH OT TIEHTO3bI, BXOJSIIEH B HX COCTaB — PHOOHYKJICH- ? ? ?
HoBas kuciota (PHK) u nezokcuprbonykiienHOBast KUCIOTa f I
(JIHK). Caxapodocdarusiit ocroB B JJHK u PHK 3apsoken 0 - o
oTpuuaTebHo Onaromaps 3apsany ¢ocdaTHeix rpynm. B To HOH
K€ BpeMsl MypUHOBBIE U MUPUMHUIMHOBBIE OCHOBAHUS T'U- | A |
PO OOHLI. LAT® |

e IHK u PHK o6manator HampaBiIeHHOCTHIO, T.€.
nmeroT 3-koHenr u S'-xonen. B JIHK menmum anTumapan-
JIENbHBI, T.€. HApaBJIeHbI B pa3Hble CTOPOHBI. MIMeeTcst koM-
IUIEMEHTAPHOCTh a30THCTHIX OCHOBAaHHUM, COOTBETCTBUE aJICHUH KOMIUIeMeHTapeH Tumuny (A=T),
r'yaHHH KoMIuieMeHTapeH nuto3uny (I'=L]).

CTpOﬁHHe AZICHUJIOBBIX HYKJICOTH0B
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CTpOCHHC HYKJIEMHOBBIX KHCJIOT

JInnonPOTEUHBI

K munomnporenHam, CTpOro roBopsi, MPHHAIIEKAT TOJIBLKO OCIKH, COAEPIKAIINe KOBAaJCHTHO
cBsi3aHHBIC JTUMUABI. OHAKO TPAJAUIIMOHHO K JIMIIONIPOTEUHAM OTHOCST M HaJMOJICKYJIsIpHBIE 00pa-
30BaHUSI, BHITIOJTHSIOIINAE TPAHCTIOPTHYIO (PYHKITUIO U COCTOSIIIUE U3 OSITKOB X MOJICKYJI BCEX KIIACCOB
JUIHJIOB — TPAHCHOPTHBIE JIUITOTIPOTECHHBI.

CTpyKTYpy TPaHCHOPTHBIX JIHIIONPO-
TEUHOB MOXXHO CPAaBHHTB C OPEXOM, Y KOTO-
pBIX uUMeeTcs cKopiayna u sapo. 'Ckop-

ayna" JMIOMPOTEHHA ABISETCS THAPO(GUITE- ‘ —@
HOH, sa/1po — ruapodobHoe. Sapo popmu- Anobenok  doconunug
PYIOT HETOJISIPHBIE 3(PUPBI X0JIeCTepoJIa 1

TPHANMJITJIMIEPOJIbI. B MOBEpPXHOCTHOM

ci oe ("ckopinyme") Haxomatcs (ocdosin- — | . vcé)a/\u

nHabI, CBOOOHBIN X0JIECTEPOJI, OeJIKH.
benku B tunonpoTenHax Ha3bIBaKOTCA
anoOenKamMu, UX BBIJICNAIOT HECKOJIbKO BH-
noB: A, B, C u D. B kaxxaom Turie numnomnpo- Cxema CTpOoeHHs JIUTONPOTenHA
TEUHOB MpPeo0saaloT COOTBETCTBYIOIINE
eMy anoOemKu.
Breiaenaror yeTbipe OCHOBHBIX KJ1acca JIMIONPOTENHOB:
o XWJIOMHUKpOHBI (XM),
o JnunomnpoTeuHsl Beicoko# mnotHocTH (JITIBII, a-munonporeuns, a-JIIT),
o JaunomnpoTenHsl HU3KOM moTHocTH (JITTHII, B-munonporeunst, B-JIIT),

Tpuauunrnuuepon  Xonectepon
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o JHIONPOTEUHBI 0OYeHb HU3KOH muotHocTH (JITTIOHIL, mpe-B-mnonporenns, mpe-B-JIIT).
JIMnonpoTenHsl pa3aIndaroTcs 10 COCTaBY, T.€. 10 COOTHOIIEHUIO TPUALMIITIUIIEPOIIOB, X0JIe-
cTeposia u ero 3¢pupos, Gpochonunuaos, OEIKOB:

ITo HalnpaBJICHUIO CBEPXY BHU3

Tunbl JIMIIONIPOTEUHOB
NMPOUCXOAUT UBMECHCHHUE COCTaBa.

XunoMukponsl (10 90% nunuaos) YBenudyenue KomaecTa Oenka
JITIOHIT YBenuueHue koamdecTBa GochoaummIon
JITTHIT YMeHbILICHUE KOTNYECTBA TPHALMIITJIULIE-
JIIIBIT (1o 80% 6enkoB) poJIOB

XPOMOIMPOTEHNHbI

XpOMONIPOTENHBI COIEPKAT OKpallleHHbIE MpocTeTHUecKkue rpynmbl. Croa OTHOCAT FeMOIpo-
TEUHBI (COoAepKaT reM), peTHHAIBIIPOTENHBI (COIepKaT BUTAaMUH A), (hIaBONPOTEUHBI (COAepKaT
BUTaMUH B?), K0OaMuApoTenHb! (CoepKaT BUTAaMUuH B1o).

FemonpomeuHsl

[Tonpazaensrorcs Ha HedepMeHTATUBHBIE (TeMOTJIOOHH,
MHUOTJIOONH) U (QepMEeHThI (LIUTOXPOMBI, Karanas3a, MepOKCH-
na3a). HeOenxoBOW 4acThiO MX SIBJISIETCS TEM — CTPYKTYpa,
BKJTFOYArOIas B ceOst mophupHUHOBOE KOJBIIO (cocTosiee u3 4
MUPPOJIbHBIX KOJIEI) U HOHA Fe*. JKeneso cBsI3BIBACTCS C nop-
(UPHHOBBIM KOJIBIIOM JABYMS KOOPJIUHAIIMOHHBIMUA U JIBYMS
KOBaJICHTHBIMH CBSI3SMHU.

Lumoxpombi
LII/ITOXpOMI)I OTJINYAKTCA aMHUHOKHUCIIOTHBIM COCTaBOM
MEeNTUIHBIX LENel U YUCIOM ENeNd U pa3lIesaiOTCs Ha TUIIbI

a, b, ¢, d. Bce onn HECTOCOOHBI CBA3BIBATH KUCIOPOI, KPOME COOH
[UTOXPOMA a3, KOTOPBI COAEPKHUT HOHBI MeIu. [{HTOXpOMBI
HAXOJATCS B COCTaBE JbIXaTEJIbHON HEMH MUTOXOHAPHHA U Ctpoenne rema

LHEIMrM MUKPOCOMAJIBHOT'O OKHCIJICHHA.

®driasonpomeuHsl
daBoNpPOTEHHBI SBIAIOTCS (PepMeH-
TaMH  OKHCJIMTEIbHO-BOCCTAHOBHUTEIBHEIX
peaKkiuii, HalpuMep, CYKIUMHATIer uapore-
Ha3a, riaunepoa-3-gocharaernaporenasa.

OHU B KauecTBe HEOEIKOBOH YacTH CoIcp- @ @

’KaT MPOU3BOJIHbIE BUTaMuHa By — dnaBun-
moHoHykineotun (PMH) u dnaBuHaneHuH- @ doccat
munykineotun (DAJ]). DdnaBuHageHUHIU-
HYKJICOTH/I IPEJCTABIISIET KOMILIEKC U3 IBYX
HYKJIICOTHAOB — aJeHO3MHMOHOJochara u Cxemarnunoe nso0paxenne ®MH u ®AJ]
(h1aBUHMOHOHYKJICOTH/IA.

®naBMHMOHOHYKIEOTUA dnaBnMHaOEeHUHAVHYKNEOTUS,

METANOMNPOTEUHbI

MertannonpoTenHsl, kpoMe Oenka, coaepkaT MOHBI OJHOTO MM HECKOJbKUX METauloB. Me-
TAJJIOTIPOTENHBI YacTo SIBISAIOTCS GpepMeHTaMu. VOHbI METaJlJIOB COeAMHEHbl KOOPIMHALIMOHHBIMU
CBSI3AMU C (DYHKIIMOHAJIBHBIMU TPYNIaMu O€JKa ¥ BBIOJIHSIOT CIIEeAYyIOMNe (PyHKIMM:

o0 YYacTBYIOT B OPHEHTAIMM CyOCTpaTa B akTUBHOM LIEHTpe epMeHTa,
o BXOJAT B COCTAaB aKTUBHOTO LIEHTpa (pepMEeHTa M YYacTBYIOT B KaTallu3e, HalpHUMeEp, CIyXar
aKIEeNTOPaMU JIEKTPOHOB Ha ONPE/IEIEHHON cTauK (PepMEHTATUBHOM peaKinH.
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K Meramnonporennam, HanpuMep, OTHOCATCS OENKU, COAEpIKaIIHe:

o Meab — HUTOXPOMOKCHAA3a, B KOMITJIEKCE C IPYTUMHU (PepMEHTaMHU JbIXaTeIbHOM e MUTO-
XOHJpUN yyacTByeT B cuHTeze AT,

o Kelye30 — (pepPUTHH, ICTIOHUPYIOIIHN KENE30 B KIETKE, TPAHC(EePPHH, IIEPEHOCIINMI KEIE30
B KPOBH, CYKIIMHATAErHAPOreHasa (epMeHT LUKIIa TPHKAPOOHOBBIX KUCIIOT),

o LMHK — aJIKOT0JIbJAerniporeHasa, o0ecneunBpaooas MeTaboaM3M 3TaHoJIa U JJPYTUX CIUPTOB,
JIAKTATAerWApPoreHasa, yJacTBYyIOIIas B METa0OJIM3ME MOJIOYHOM KHCIOTHI, KapOOaHTHi-
pa3a, oOpasyromas yroibHyto kucioty u3 CO2 u H20, menounas gocdarasa, ruaposmsyro-
mas pocdopubie F3PUPHI PA3TUIHBIX COSTUHECHUH.

O CEJIEH — THPeONepPOKCH/a3a, yJaCTBYIOIIAs B CHHTE3€ TOPMOHOB ITUTOBUTHON KeJle3bl, aHTH-
OKCUJAHTHBIN (EpMEHT IIyTAaTHOHIIEPOKCH/IA3a,

o KaJbLIUH — O-aMMJ1a3a CIIIOHBI U TAHKPEATUYECKOTO COKA, THIPOIU3YIOLas Kpaxmall.

F'nnKonPOTEUHbI (FNMMUKOKOHBIOIMATbI)

FJ'II/IKOHpOTCI/IHI)I - 6GHKI/I, COACPpIKAIINEC erICBO}IHBIfI KOMITOHCHT, KOBAJICHTHO IMMPHUCOCIANHCH-
HBIN K oyunenTuaHon ocHoBe. CoepaHue yriieBoJ0B BapeupyeT oT 1 10 85% mo macce.

Boigenstor aBa nojakinacca 6€IKOB, COAEPKAIIUX YTIEBOAbI: MPOTEOrJIMKAHbI U [JIMKOIPO-
TCEUHBI. MG)KZ[y OTUMHU MOJAKIIACCaMH UMCIOTCA CYIICCTBECHHBIC OTIINYUA:

[MukonpoTeunHbl [MpoTeornukaHs.l
o mouis yriaeBooB 15-20%, o nous yriaeroaoB 80-85%,
o HE coJepkKaT YPOHOBBIX KHUCJIOT, o HUMEIOTCS] YPOHOBBIC KHCIIOTHI,
o yrJeBOJIHbIE LIENH cosiepkar He 6omee 15 o YIJIEBOJHBIE LIENIN KPAaHE BEJIMKH,
3BEHBEB, o YIJEBOJ UMEET PETyasipHOE CTPOCHUE.
o YIJICBOJ MMEET HEPETYIIPHOE CTPOEHHE.
mukonpomeuHsl

Jl511 cOOCTBEHHO TJIMKOIIPOTEMHOB XapaKTePHO HU3KOE COJepKaHUE YTIEBOAOB. YTIEBOAHbIN
OCTaTOK SBJIAETCS OJIMTOCAXapUAM, UMEET HEPETYSIPHOE CTPOEHUE U COACPKUT MAHHO3Y, rajak-
TO3Y, IJII0KO3Y, U UX aMUHOTIPOU3BOIHbIE, Takke N-alleTUITHEHPaMUHOBYIO KUCIIOTY.
Onurocaxapuj NMPUCOEIUHEH K
aMUHOKHCIIOTaM OeNKOBOI Lienu

0 CepuH O AcnaparvH
1160 N-TIIMKO3UAHON CBS3BIO — d NH ¢ H
K aMHMJIHOMY a30Ty acliaparuHa, . \1::
1160 O-TIIMKO3UTHOW CBSI3bIO — HO-CH, . ggggmauof{ag
K TUAPOKCUTPYIIIIE OCTAaTKOB Ce- HO
pUHA, TPEOHWHA, THUIPOKCHIIH- N-2riuKo3udHas
3UHA. " CeA3b
DyHKIUel TIUKONpoTen-  N-Auetun- "

=0 N-Auetun-

ranakTo3amMmmH ril
MKOKO3aMnH T=o
C

HOB SIBJISIFOTCSI:

1. CrpykrypHass — KJIeTOYHas
CTEHKa OaKTepuid, KOCTHBIN
MaTpUKC, HalpUMep, KoJjula-
I'€H, 3JIaCTUH.

2. 3amuMTHAas — HATNpUMeEp, aHTUTeNa, HHTepdepoH, GakTopbl CBepThIBaHHs KpoBH (MPOTPOMOMH,
(bubpHHOTEH).

3. TpaHncnopTHas — MEpeHOC BEUIECTB B KPOBU M yepe3 MeMOpaHbl, Hampumep, TpaHcheppuH,
TpaHckopTHH, ansoymun, Na*, K -ATdaza.

4. 'opMoHaJbLHASA — TOHAJOTPOIHBIH, aJJPEHOKOPTUKOTPOITHBIN U TUPEOTPOIHBII FTOPMOHBI.

5. @epMeHTATHBHAS — XOJIMHACTEPa3a, HyKIeasa.

6. PenenropHasi — npucoeanHenne dpQpekTopa NpUBOIUT K U3MEHEHHIO KOHpOpMaluu Oenka-pe-
LENTOPA, YTO BHI3bIBAET BHYTPHKIETOUHBINA OTBET.

O—0O—2

H3

Cnoco0 npucoenHeHNs yreBOAHOrO OcTaTka K 0enky
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llpomeoanukaHbi

Jpyras rpymnmna riiMKOIIpOTENHOB — NPOTEOIJIMKAHBI — XapaKTEPU3YETCs HAIMYUEM I0JIMCA-
XapuaoB, COCTOAIIUX M3 MOBTOPAOIIUXCA JUCAXAPUAHBIX OCTATKOB.

Jlucaxapuipl BKIIOYAIOT B ce€0s yPOHOBYIO KHCIOTY U aMUHOcaxap. MHOTOKpaTHO TyOnupy-
SCh, IMCAXapHUIbl 00pa3yOT OJINTO- U NOJMCcaxapyIHble LIENU — IMIMKaHbl. B nutepaType BcTpeua-
I0TCS IPYTe Ha3BaHHs — KUCJIbIE TeTeponoancaxapuabl (T.K. IMEIOT MHOTO KHUCIIOTHBIX TPYIIII),
IJIMKO3aMHMHOIIMKAHBI (COJEpKAT aMUHOTPYIIIbBI). DTH MOJIEKYIIBI BXOJSAT B COCTaB IMPOTEOIIINKA-
HOB — CJIOXXHBIX 6€JIKOB, q)yHKHPIGfI KOTOPBIX SABJIACTCA 3aIIOJIHCHUC MCKKIICTOYHOTI'O IMPOCTPAHCTBA
" YACPKAHUC 31€Ch BOJbI, TAK)XKC OHU BBICTYIIAIOT KaK CMa304YHbIA U CprKTypHBIﬁ KOMIIOHCHT CYy-
CTaBOB M APYIUX TKAHEBBIX CTPYKTYP.

yFJIeBOZIHaFI 49aCTb, aHAJIOTUYHO C I''TMKOIIPOTCUHAMM, CBA3BIBACTCA C 6CJIKOM Ucpe3 OCTaTKu
CCpHUHA U acCliaparvHa.

OCHOBHBIMHU IIPEJICTABUTENSIMU CTPYKTYPHBIX [NIMKO3AMHMHOIJIMKAHOB SBJISIETCS THAITYPOHO-
Basl KMCJIOTA, XOHAPOUTHHCYIb(]AThI, KepaTaHCyIb(haThl U JepMaTaHCyIb(paThl. ['enapun ucnomab3y-
€TCA B aHTHKanyJIHHTHOfI CUCTEMEC KPOBH.

coo- CH20H coo- CH20H
O -S030
o Ko o K ] o Kon Do K 1
HO,
OH NH OH NH
(I;=0 (|:=O
| (I:H3 J n L (l:H3 2 n
manypoHoBas kucnota XoHApouTuH-4-cynbdat

CTpOEHI’Ie OCHOBHBIX INTMKO3aMHUHOTTIMKaAHOB

[To ¢yHKHMH [OPOTEOTIIMKAHBI OCO-
OCHHO 3HAYUMBI JUISI MEXKJIETOYHOIO Ipo-

CTPaHCTBA, 0CO0OEHHO COEIMHUTENBLHOMN
CessytoLme 6enku

TKaHH, B KOTOPOE MOTPY:KEHbI KOJLIAreHOBEIS XOHPOUTUH-
BOJIOKHA. [Ipn moMouy 3J1eKTpOHHON MHUKPO- cynbcparl
CKOTIMH BBISICHEHO, YTO OHU UMEIOT JJPEBOBU/I- lwarypoHosast

Kucnota
HYIO CTPYKTYPY — B LIEHTPE HAXOJIUTCS THaITY-

POHOBas KUCJIOTA, KOTOPAst Yepe3 CBS3YIOLIUE
OenKy MPHUCOETUHSIET MHOTOYHCIICHHBIE "Be-

TOYKH" M3 XOHAPOUTUHCYIH(HATOB, KEpaTaH-

cynbdaToB, AepMaTaHCynb(aToB. MoJeKybl

[NIMKaHOB BeChbMa THAPO(HUIIbHBI, CO3AI0T

CeTUaThIi JKEeNenoJOOHBIN MaTpUKC U 3amoJi- Cxema cTpoeHus MpoTeorKaHa
HSIOT MPOCTPAHCTBO MEXY KIETKaMU, SIBIISI-

SICb MPETPaAA0ON AJIsl KPYIMHBIX MOJIEKYS U MUK-

POOPraHu3MOB.



BATAMWHDI

[TonsiTHEM BUTAMMHBI B HACTOSIIEE BpeMsi OOBbEIUHSAETCS IPyIa HU3KOMOJIEKYIISPHBIX Be-
IIECTB Pa3HOOOPA3HOM MPHUPOJIBI, KOTOPBIE HEOOXOUMBI JIJIsi OMOXUMUYECKUX peakiui, ooecredn-
BAIOILIMX POCT, BBKMBAHUE U Pa3MHOKEHHE OpraHu3Ma. ButamuHbl 0ObIYHO BBICTYIAIOT B POJIM KO-
(epMEeHTOB — TaKUX MOJIEKYJI, KOTOpPBIE HEMOCPEICTBEHHO YJacTBYIOT B padore (epmenToB. Bura-
MUHBI HHOT/Ia Ha3bIBAIOT "TUTAMEHb JKU3HU ', TAK KaK KU3Hb 0€3 BUTAMHUHOB HEBO3MOJKHA.

PaznuuaroT cnegyroiue rpymnibl BATAMUHOB:

1. "KupopactBopumsie A, D, E, K, F.
2. BonpopactBopumsbie Bi, By, B3, Bs, Bg, Bo= Bc, Bi12, H, C.
3. Taroke BBIICTSIOT BATAMHHOIOI00HBIE BEIIECTBA:
o kupopacTBopumMble — Q (YOUXHHOH),
o BoaopacTBopumblie — By (xomun), P (6uodnasonousast), Bg (uHo3ut), B1o (mapaamuno-6en-
3oitHas kucnora), Bi11 (Bt, xapuutun), U (S-mertmnmernonnH), N (JumoeBas KHCIOTa),
B13 (oporoBas kucnora), B14 (MeTokcaHTHH, MUPPOI-XUHOJIUH-XUHOH), B15 (manramoBas kuc-
JI0TA).

OBLASI XAPAKTEPUCTUKA

He3aBucrMO OT CBOMX CBOWMCTB BUTaMUHBI XapaKTEPU3YIOTCS CIICTYIOIUMH OOIIeONOI0THYe-
CKHMU CBONCTBaAMM:

1. B opranu3me BUTaMUHBI HE 00pa3ylOTCs, UX OMOCHHTE3 OCYIIECTBIISETCS BHE OpraHu3Ma
YeN0BeKa, T.€. BATAMHUHBI JOJDKHBI TIOCTYIATh ¢ mumiei. Tex BUTaMUHOB, KOTOPbIE CUHTE3UPYIOTCS
KHUIIIEYHON MUKPO(DIOpOi 0OBIYHO HEIOCTATOYHO ISl TOKPBITHS MOTPEOHOCTEH Opranu3Ma (CTporo
rOBOPSI, 9TO TOKE BHEMIHsIS cpea). VIcKimoueHreM SBIIIeTCs BUTaMHH PP, KOTOpBI MOKET CHHTE-
3UpoBaThCs U3 TpunTodana U BuTaMuH D (Xxomnekanbiindeposr), CHHTE3UpYEeMbIi U3 X0JIeCTepoJIa.

2. ButaMuHBI He SIBJASIKOTCS TJIACTHYCCKUM MaTepuaiom. Mckmouenue — Butamus F.

3. BuramMuHbI He cJ1y:KaT UCTOYHUKOM IHepruM. Mckiouenue — Buramus F.

4. BuramMuHBI HEOOXOIUMBI JUI BCEX dKU3HEHHBIX MPOIIECCOB U OMOIOTMYECKU aKTUBHBI YKE B
MAaJIbIX KOJIMYECTBAaX.

5. Ilpu mocTymjieHuu B OPraHW3M OHU OKa3bIBAIOT BIMSHHE Ha OMOXMMUYECKUE IMPOLIECCHI,
MIPOTEKAOIIKE B JIOOBIX TKAHAX U OpraHax, T.e. OHU Heclelr(pPHUUHBbI 110 OpraHam.

6. B MoBBIIEHHBIX 032X MOTYT HCIOJIb30BaTHCS B JIEYEOHBIX LIEAX B KauecTBE Hecnenudu-
YECKUX CPEJICTB: MpHU caxapHoM auadere — B, B2, Bg, mpu mpocTynHbIX 1 HH(PEKITMOHHBIX 320071€-
BaHUAX — BuTamuH C, mpu OponxuanbHoi actMe —ButaMuH PP, npu s3Bax XKKT — ButamuHonono6-
Hoe BertecTtBo U.

XKupopacTBopuMble BUTAMHUHBI MIPU YBEJIUYEHUH JT03bl HAKATUTMBAIOTCS U MOT'YT BBI3BIBATh I'M-
NePBUTAMMHO3BI C PSIIOM 00X CUMIITOMOB (TOoTeps anneruta, pacctpoiictBo XKKT, cunbHble ro-
JOBHBIE OO0JIM, MOBBINIEHHAS BO30YIMMOCTh HEPBHOW CHCTEMBI, BBIMAJIEHUE BOJIOC, LICTYIICHUE
KOXH) U CO cerupruieckuMu mpu3HakaMu. Spkast KapTuHa TUIIEPBUTAMHUHO30B OTMEYAETCS TOJIBKO
i ButamMuHoB A u D.

HexBaTka BUTAaMHHOB BEJIET K Pa3BUTHIO MATOJIOTMUYECKUX MPOIIECCOB B BUJE CTIEU(DUUECKUX
TUNOBUTAMMHO30B WM aBUTaAaMHHO30B. [1Inpoko pacmnpocTpaHeHHbIE CKPBIThIE (POPMBI BUTAMUH-
HOM HEJOCTATOYHOCTH HE UMEIOT KaKUX-TMOO BHEITHUX MPOSBICHUN U CUMIITOMOB, HO OKa3bIBaIOT
OTpHUIaTeNIbHOE BIUSHUE HAa pabOTOCIOCOOHOCTH, OO TOHYC OpraHU3Ma M €ro YCTOWYUBOCTh K
pa3HbIM HEOIAroMPHUATHBIM (DaKTOpaMm.
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IIpu4nHBI HEXBAaTKU BUTAMHHOB MOTYT OBITh:

a. JK30reHHbIE:

HEpalMOHAIBHOE MUTaHKE, T.€. HEJOCTATOUHOE OTPEOICHHE ¢ THUILEH,
TeJIbMUHTO3BL, JISIMOJINO3BI, TU3EHTEPUS,

nrcOaKTepro3 KUIICYHUKA.

0. DH/IOTeHHbIE!

HapylIeHUE BCAChIBAaHUS (SHTEPOKOJIUTBHI, TaCTPOIHTEPUTHI PAZIUYHOTO MPOUCXOKICHUS).
Hanpumep, nepuunnosnas anemust Agiaucos-buphepa,

3a00JIeBaHMS TICYEHH U )KEITIHOTO ITy3bIps (7151 )KUPOPACTBOPUMBIX BUTAMHHOB),
MOBBIIIEHHAs TIOTPEOHOCTH (OEPEMEHHOCTh, JTaKTalus, (PU3HIECKIE HATPY3KH),
reHeTH4ecKue 1eeKTsl KopepMeHT-00pa3yonmx GepMeHTOB.

BUTAMEPBI

WNHorga BUTaMUH MpeCTaBIeH PA3IMYHBIMU XUMHUECKUMHU (OopMaMu — BUTaMepaMHM (BUTa-

MUH + rped. Meros —4acTb), T.€. COeIUHEHUSIMH C BUTAMUHHOM ()yHKIIMEH, CXOIHBIMH IO CTPYKTYpE.
Hanpumep, Butamun E npencrasien rpynmnoi BUTaMepoB — a, - u y-Tokodeponamu, Butamu K —
MEHaXWHOHAMU U (pUIUIOXMHOHAMU, BUTAaMHUH D MOeT ObITh B BUE 3proKaibludepoia U XoneKallb-
uugeposna, BUTaMuH F BKITIOUaeT cX0Kne NOJMHEHACHIIIEHHbIE JKUPHBIE KUCIIOTHI.

[1POBUTAMUHBI

HekoTtopele BUTaMUHBI OCTYNAIOT B OPTAaHU3M B BHJIE€ IPOBUTAMUHOB. B opranusme nposu-

TaMHUHBI TPEBPAIIAIOTCS B AKTUBHBIE ()OPMBI, HAITPUMED:

o

o

KAPOTHHOM/IbI, B YACTHOCTHU [-KapOTHH, IPEBPAILIAIOTCS B BUTAMHUH A,

MUIIEBON IProcTepoJI WK 7-AeruapoxoecTepos1 1o 1 IeHCTBUEM YIbTPa(HOIETOBBIX JIyde
MPEBPAIAIOTCS COOTBETCTBEHHO B Aprokaibitudepost (Butamud D2) u xonekanbiudepost (Bu-
tamuH D3).

AHTUBUTAMMNHBI

BemectBa, KOTOpBIE KaKUM-THMO0 00pa3oM MPEMATCTBYIOT IEHCTBUIO BUTaMUHA, MOIYYUIIU

Ha3BaHHUC aHTUBUTAMMHBI. BBI,Z[GJ'I?IIOT ABC I'pylIibl aHTUBUTAMHUHOB!

o

o

BEIECTBA, KOTOPbIE MOT'YT HHAKTUBUPOBATh BUTAMUH IIYTEM €r0 pacCIIEIUICHUs, pa3pylIeHHUs,
CBSI3BIBAHHUS €r0 MOJIEKYJI B HEAKTUBHBIE (DOPMBI MU MPENSATCTBYIOT CUHTE3y COOTBETCTBYIO-
iero KogepMeHTa.

BEIECTBA, MOX0XKHUE O CTPYKTYype Ha TOT WJIM WHOM BUTAMHMH. DTH BELIECTBA KOHKYPEHTHO
BBITECHSIOT BUTAMUHBI U3 ()EPMEHTOB, MPENATCTBYIOT 00pa30BaHUIO UX KO(DEPMEHTHBIX (opm
WM YYacCTHIO B PEaKIIHIX.

HpI/IMepOM AHTUBUTAMUHOB SIBJIAIOTCA .

aukymapoJ (antuButamu K) — npenstcTByeT 00pa3oBaHUI0 aKTUBHOM (opMmbl BUTamuHa K,
4TO OJIOKUPYET CUHTE3 (PAKTOPOB CBEPTHIBAHMSI KPOBH,

u3onuasuj (antuButamut PP) — o6pa3syer "HenpaBuibHbie" KohepMeHThl, aHanoruunbie HAJ|
u HAJI®, uro 610KupyeT MpoTeKaHue OKUCIUTEIbHO-BOCCTAHOBUTEIBHBIX PEaKIni,
aHTHOaKTepUAIIbHBIE MTPENapaThl TPYIIIHI CyAb(aHuIaMUA0B (aHTU(OIATHI) — BRITECHSAIOT BU-
TaMuH Bg u3 peakuuii cunTe3a GpoareBoi KUCIOThI. DTUM OHU CHIKAIOT 00pa3zoBaHue doime-
BOI KUCJIOTHI B OaKTEpHUsIX U MPEMATCTBYIOT CUHTE3y MYPUHOBBIX U MUPUMUIMHOBBIX OCHOBA-
HUH U, KaK CJIeZICTBUE, HYKJICMHOBBIX KUCIIOT,

aBMIUH (aHTHBUTaMHH H) — CBS3bIBaeTCS ¢ BATAMUHOM B KMILIEYHUKE U HE JOIMYCKAET €ro Bca-
CBIBaHHUSI B KPOBb.

(dbepMeHT THAMHHA3a — pa3pyliaeT BUTaMuH Bl (Tnamun).
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XNPOPACTBOPUMbBIE BUTAMWUHDbI

BUTAMUH A (PETUHON, AHTUKCEPO®TANBbMUYECKUN)

NcTOoYHMKN
C nuieBbIMU IPOJYKTaMU B OPraHU3M IMOCTYNAEeT Kak BUTAMUH A, TaK U KapOTUHBI — BEIlle-
CTBA, CXOKUE C HUM I10 CTPOCHHUIO.
o BHUTaMHH A cojepkat pelOuil )KUp, IIEUeHb MOPCKUX PbIO, I€YEHb KPYITHOTO pOraToro cKoTa u
CBUHBH, )KUPHOMOJIOYHBIE MPOAYKTHI (CIMBOYHOE MACIO, CIIMBKH, CMETaHAa), KEITOK SIULL,
o KapOTHUHOM]Ibl UMEIOTCS B MOPKOBH, KPAaCHOM IIEplie, TOMaTax (KpacHbI€ OBOILN), B TAIbMOBOM
Maciie, 00JIeIUX0BOM Maciie.

CyTo4Hasa noTpebHOCTb
1,0-2.5 mr wmm 5000 EJI.

MeTabonuam

BcackiBaetcs Tonbko 1/6 yacth noTpeOieHHbIX KapoTUHOUIO0B. [locie BcackiBaHMsI HEKOTOpBIE
KapOTHHOU/IbI B IEUEHU U KUILIEYHUKE MPEBPAIIAlOTCS B PETHHOJ, IIPU 3TOM M3 [3-KapoTHHa 00pa3y-
eTCsl 2 MOJIEKYJIbl BUTaMHHa A.

CtpoeHune

Petunounnp! npencTaBisitoT co00il f-HOHOHOBOE KOJIBIIO C METHIILHBIMH 3aMECTUTENSIMU U U30-
MIPEHOBOM 1eTnbio. B oprann3me cnupToBast rpyra peTUHOIA OKUCISIETCS] B CBOM aKTUBHBIE (POPMBI:
aNbJIETUIHYIO (PeTHHAJIB) WIH KapOOKCHIIbHYIO (PeTHHOEeBAasi KUCJIOTA) TPYIIIHI.

H3C CH3
CH=CH—(|:=CH—CH=CH—?=CH—CH20H
CH3 CHj
CH3
PeTtuHon
_0
R—CZ
SH
PeTtuHanb
H3C CHg3 H3C CHj3
(CH=CH-C=CH)-CH=CH—(CH=C—-CH=CH)
rR—c?° ' ¢
NOH CH3 H3
CH3 H3C
PeTtuHoeBas kucnota
CTpoeHne peTUHOUIOB CrpoeHnue [}-kapoTHHa

Buoxnmmnyeckme pyHKLNK
1. Peryasinusi 3KCNpeccuu reHoB.

PernHoeBas kuciora CJIIY’>KUT JIMTAaHAOM JJIsL cynepceMeP“ICTBa AACPHBIX PCUCITOPOB, K YUCITY
KOTOPBIX OTHOCSITCSI PELIETITOPHI K CTEPOUIHBIM TOPMOHAM (KOPTH30J1, TECTOCTEPOH ), K BUTAaMHUHY D,
TPUHOATUPOHUHY, MMPOCTATrJIaHNHAM, K TPAHCKPUIIIIMOHHBIM (akTopaM. Takum oOpa3oM, 3Ta Kuc-
JIOTa H606XOI[I/IMa AJI1 SKCIIPECCUU I'€HOB, YUACTBYIOIHUX B PCAKIIUU KJIICTKH HAa TOPMOH U POCTOBBIC
CTUMYIJIBL. B pe3ybTaTC pCTUHOCBAA KUCIIOTA:

o0 peryiaupyer HOpMaJbHBIH pocT U AU epeHInpoBKY KIETOK 3MOpPHOHA W MOJIOJOr0 Opra-

HU3MAa,

o CTUMYIUpYET jAeieHue u auddepeHunpoBKy ObICTPO ENAMIMXCS TKaHEH — Xpsia, KOCTHOM

TKaHH!, CIICPMATOTCHHOT'O SIMUTCIINA, IIJIALCHTHI, STIMTCIINA KOXKHU, CIIU3UCTBIX 060J'IO‘1€K, KIJIETOK

I/IMMyHHOfI CHUCTEMBI.
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CmepoudHble 20pPMOHbI
TputloOmupoHUHbI
Qakmopbl mpaHcKpunyuu

<+—_ PemuHoesasn
Kucnoma

0@00

Marpuutas PHK ——» Benku-peuenTopsl ——s CBA3bIBaHME C (hakTopamm

\ pocTa

CTpyKTYpHbIE 1 ®
yHKLMOHanNbHbIE Benku

(‘D\A HeneHue, pocm u

oughghpepeHuyuposka
KI1emok

MexaHuzm ydacTtus peTVlHOCBOﬁ KHCJIOTBI B PETYJIALHNN pOCTa,
JCJICHUA 1 Ill/lq)(t)epeHL[l/lp()BKH KJIETOK

2. Yuyactue B (pOTOXHMHYECKOM AKTe 3PEHHS.

Perunans B KoMIiekce ¢ O€IKOM ONCUHOM (OPMUPYET 3pUTENbHBINA MUTMEHT POJIOIICHH, KO-
TOPBIA HAXOJUTCA B KIETKaX CETYATKU IJ1a3a, OTBEUYAIOIIMX 3a YEepPHO-0esioe CyMepeyHOe 3peHHe
("manouku"). MakcumMyM cIieKTpa MOIJIOIIEHUs POJOTICUHA HaxoauTces B oonactu 500 HM.

[Ipu nomajaHuyM KBaHTa CBETa HA MOJIEKYITY POJIOTICMHA MOCIEAHUN paciaiaeTcsl Ha ONICUH U
aiso-TpaHc-peTuHalb. [Ipu ’ToM B MeMOpaHe reHepupyeTcst AIEKTPUUECKUI CUTHAT, UAYIIUH B 3pU-
TEJBHBIN LEHTP FOJOBHOTO Mo3ra. B nanpHeiiem noa BiausHueM (pepMEHTOB alllo-TpaHC-PETUHAIb
npeBpaiaercs B 1 1-1uc-peTuHanb U CBA3BIBAETCS C OIICHHOM, CHOBA 00pa3ys pOJOIICHH.

BO3HUKHOBEHUE HEPBHOIO
umrysibca

X N
PoponcuH [MonHocTb

(oncuH + OncuH mpaHc-peTuHanb
11-yuc-petnHanb

Pedyxkma3sa
HU3omepa3sa

11-yuc-
peTuHanb

DOTOXMMUYECKHIT aKT 3pE€HuA

3. AHTHOKCHIAHTHASl (PYHKIIUSI.

brnaronaps Hanmu4uio ABOMHBIX CBsI3€d B U30MPEHOBOM 1[EMU BUTAMUH OCYILECTBISICT HEHTpa-
JU3aLUI0 CBOOOHBIX KUCIOPOJHBIX PAIMKAIOB, 0COOCHHO 3Ta (DYHKIUS MIPOSBISETCS Y KAPOTHHO-
H/I0B.

'MnoBMTaMMHO3

Hpntmna. ITomumo HHHICBOﬁ HEO0CTAaTOYHOCTH, HpH‘lHHOﬁ THUITIOBUTAMHWHO3a A MOXKET 6I>ITB
1) nexBaTtka BuTaMuHOB E 1 C, 3a1IHMIIAIONIUX PETHHOI OT OKUCICHHUS, 2) CHIDKeHHE (PYHKITUU IIH-
TOBH,Z[HOfI KECJIC3bI (FI/IHOTI/IpeO3), T.K. B KHIIICYHUKE U NICUYCHU MIPEBPAICHUEC KAPOTUHON OB B BUTA-
MHUH A KaTaTu3UpYIOT XKeJe30-coaepxaniie GepMeHTsl (Hanpumep, B-KapoTHH-ANOKCUTEHA3a), aK-
TUBUPYEMbBIC TUPCOUJIHBIMU T'OPMOHaAMU.
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Kiaunnveckasi kapTuHa.

1. CTepuibHOCTD — JKENITOE TEJIO OEPEMEHHOCTH HAKAIIIIMBACT KAPOTHHOUIBI B-KapOTHH U JIIOTCHH.
BeposiTHO, OHM HECYT aHTHOKCHAAHTHYIO Harpy3ky, oOecrednBasi )KM3HECOCOOHOCTh U HOP-
MasibHOE (PYHKIIMOHHPOBAHUE JKEITOTO TEJa.

2. [Ipu CMIIBHOM TMITIOBUTAMHUHO3€ U aBUTAMHUHO3€ IPOMCXOIUT HAPYIICHHE TEMHOBOM aJanTaiu —
KYPHHAasl CJIeNoTa;

3. 3ajep:kka pocra, MoxXyIaHue, UCTOIICHUE;

4. Cnenuduyeckne nopaxkeHus ria3, CIM3UCTHIX 000J0YEK, KOXKH:

o KOXa — runepkeparo3 (mposmdepanus 1 IaToJIOTHIECKOe OPOTOBEHHE KOXKH, CYXOCTh U IIIe-
JyleHue — T.H. "7Ka0bs KoKa') MPUBOAUT K BTOPUYHBIM THOMHBIM IIpOLIECcaM,

o TIJla3a — OPOTOBEHHUE SIUTENINS CJIE3HOro KaHala (KcepodTajbMusi) NPUBOJUT K €0 3aKy-
MOpPKE. DTO MOPOXKJIAET, BO-TIEPBBIX, CYXOCTh POTOBOM 000JI0UKH IJ1a3a, T.K. HET CJIE3bl, BO-BTO-
pBIX, BJIEUET 3a cCOOOM BOCIajIeHHuEe POTOBOM 000JI0UYKH M3-3a OTCYTCTBUS JIM30IIMMa (aHTHOAK-
TepuaibHOTO (hepmenTa ciie3bl). O6a pakTopa MPUBOIAT K KEPATOMAJISIIIUM — OTEK, U3bSI3BIIC-
HUE, pa3MsryeHue poroBoi 000JI0UKH,

o CJM3MCTbIe 000/10YKH — 13-3a CHW)KEHUSI CUHTE3a TJIMKONIPOTEUHOB U HApYIIeHHs OapbepHO
(GYHKIMM CIM3UCTBIX 000J0YEK MPOUCXOIUT MOPAXKEHUE SMUTETHS JKETYJOUYHO-KUIIEYHOTO
TpaKTa, IbIXaTeJIbHbIX yTeH U MOUYEIOJIOBOM CUCTEMBI (TaK)Ke HapyIIEHUE CIIEPMATOIeHE3a).

[TopakeHue 3nuTeNNs IbIXaTENbHBIX MyTeH MPUBOJUT K CHH)KEHHUIO MECTHOTO UIMMYHH-
T€Ta, BIUIOTH JI0 JAPUHTOTPaXxeoOPOHXUTA U THEBMOHUH.

[Toka3aHo, 4TO KOPPEKIMS COAEPKAHUS BUTAMUHA A B TMETE I€TeH TPOIIMYECKUX CTPaH
CHMXaJIa CMEPTHOCTh OT nHpeknuit Ha 30% (!1).

'MnepBMTaMMHO3

IIpuunna. M36pITOUHBIN pHeM BUTaMUHA A ¢ BUTAaMUHHBIMH IIperiapaTaMu U, pexe, C Mu-
ien.

Kinununuyeckasi KapTHHA.

OcTpoe oTpaBiieHHE COMPOBOXKIAETCS TOJOBHOW 0O0JIbIO, TOITHOTOH, CIa00CThIO, CTYIIOPOM,
OTEKOM COCKa 3pUTEIHLHOTO HepBa (BCICICTBHE TMKBOPHON TUIIEPTEH3MH), MOXKET IMOBBIIIATHCS TEM-
neparypa.

[Ipu XxpoHUYECKOM OTpaBJICHUH HapyLIAeTCsl MUIIEBApEHNE, NCUE3aeT alleTUT, HaCcTYyNaeT Io-
Tepsl Beca Tela, CHIKAETCSl aKTUBHOCTD CAJIbHBIX JKelle3 KOXKHU U Pa3BUBACTCS CyXOH JIepMaTUT, JIOM-
KOCTh KOCTEH.

VY BuTamMHHa A B BBICOKHX JI03aX HUMEETCS HEPPOTOKCHUUYHOCTbh, KAHLIEPOT€HHOCTh U AMOpHO-
TOKCUYHOCTb.

JlekapcTBeHHbIE (hOpMbI
Perunonanerar, peruHosmansMutar (GpyHknuoHambHas OH-rpynma 3amuineHa >XKHPHBIMHA
KHCJIOTaMH).

BUTAMUH D (KANbUUDEPON, AHTUPAXUTUYECKUN)

NcToYHMKN
o IICYCHb, APOKIKH, )KUPHOMOJIOYHBIC HpO,HYKTLI (CJ'II/IBO‘IHOG MacJjio, CJIMBKH, CMeTaHa), KCITOK
S,

PBIOHIA KHp, IEYEHb TPECKH,
oOpasyercs B Koxke NpH ynbTpaduoneroBoM obaydenuu (umHa BoaHbl 290-315 Hm) u3 7-1e-
THJIPOXO0JIECTEPOIIA.

CyTo4Hasa noTpebHOCTb
duznonoruyeckas nmoTpedHocts Mg aereit — 10-20 mkr, ans B3pocnbix — 10 MKr, It Ul
crapue 60 et — 15 mxr.
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CtpoeHune

Buramun npencrasnen nsyms Gpopmamu — sproxaibiuudepolt u xonekanbinudepon. Xumude-
CKH 3ProKaNbIH(EpoI OTINYACTCS OT XOJIeKalblu(peposa HAIMIUEM B MOJICKYJIC IBOWHOW CBSI3U
Mexay Co2 u C23 1 MeTuiibHOM rpymmnoi npu Co4.

22

A
23 25 oH
| CHy | CHy | CHy
HO HO HO H
Oprokanbuudepon Xonekanbuudepon
(BuTamuH D2) (BuTamuH D3) Kanbuutpuon

Crpoenne aByX (popm BuTaMuHa D 1 ero akTuBHOI (OpMbI

[Tociie BcachiBaHUS B KUIIICYHUKE WJIU TIOCJIE CHHTE3a B KOXKE BUTAMHH ITOTIA/IaCT B TCYCHb.
3nmeck oH ruapokrcuHpyercs Mo Cos U KaabI(EepOI-TPAHCIIOPTHEIM OSJIKOM MEPSHOCUTCS K TI0Y-
KaM, TJIe elle pa3 ruapokcumpyetcs, yxe o Ci. B pesynbpTare oopaszyercs 1,25-muruapokcuxolie-
KaJTbII(PEPOIT — KAJTbUUTPHOI.

Peakiusi TUAPOKCHIIMPOBAHUS B TOYKAX CTUMYIHUPYETCS MAPATTOPMOHOM, MPOJAKTHHOM,
COMATOTPONMHBIM FOPMOHOM U TIOIABIISICTCS BRICOKUMH KOHIICHTpAHIMH (pochaTOB M KAITBITHS.

Buoxmmunydeckne dyHKUNN
1. YBeiuyeHne KOHIEHTPANMH KaIbIus U (ochaToB B I1a3Me KPOBH.
J{1s1 3TOTO KanbIUTPUOI:
0 YBEJIMYMBAET CHUHTE3 KaJbLUH-TPAHCHOPTHOrO Oelika B KUIIEUYHUKE U, COOTBETCTBEHHO, BCa-
chiBaHHe HOHOB Ca’’ (rmaBHast pyHKITHN),
o CTUMYIuUpyeT (COBMECTHO C MapaTrOPMOHOM) peadcopOIui0 HOHOB Ca’* u ¢docdar-noHOB B
MIPOKCUMAJIBHBIX TOYEYHBIX KaHATbIAX.

B TonkoM kumedHuke U movykax 3pPpexThl onmocpenyroTcs HHIYKIIUEH CHHTE3a KaTbIIHii-
+
CBSI3BIBAIOIIEr0 OEJIKa M KOMIIOHEHTOB CaZt-ATdasmL.

2. IlogaBisieT CeKpenrio NapaTHPEouTHOT0 TOPMOHA Yepe3 TIOBBINICHIE KOHIICHTPAIIUH KaIbIIHs B
KpOBH, HO ycHJuBaeT ero 3pdexT Ha peadbcopOLn0 KaabIlUs B MOYKaX.

3. B xocTHO# TKaHM poJIb BUTaMuHa D nBOsiKa:

o CTUMYIUPYET MOOMJIH3ANMIO NOHOB Ca’" U3 KOCTHOM TKaHM, TAK KaK criocoOctByet audde-
PEHIIMPOBKE MOHOILIUTOB M MaKpo(aros B OCTEOKIACTHI M CHIKCHHIO CHHTE3a KoyiareHa | tumna
ocTeobIacTaMu,

o TIOBBIIIAET MHHEPAIU3AIMIO KOCTHOIO MaTPUKCa, TaK KaK yBEIMYUBAET MPOU3BOCTBO JIMMOH-
HOW KHCJIOTBI, 00pa3yrolieii 3/1eCh HEPACTBOPUMBIC COJIH C KAIBIIUEM.

4. Kpome yka3zaHHOTO, BuTaMuH D yuactByeT B nposudepanuu v 1ud¢epeHnupoBKe KICTOK BCeX
OpPraHOB M TKaHEH, B TOM YHCJIE KJICTOK KPOBU M MMMYHOKOMIIETEHTHBIX KJIETOK. Butamun D
peryaupyer HMMYHOT€He3 U PeaKIlid MMMYHHTETA, CTUMYJIHUPYET BHIPAOOTKY SHJOTCHHBIX aH-
TUMUKPOOHBIX MENTH/IOB B SMTUTEINH U ParonuTax, JUMUTHPYET BOCIIATUTEIbHBIC TIPOIIECCHI ITy-
TEM PEryasuu BEIPaOOTKH HUTOKHUHOB.
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Kanbuutpuon

[eHOMHblEe N HEreHOMHbIe
MeXaHU3Mbl AeNCTBUA

Kanbuymnemmyeckoe v Poct n angpepeHumnposxka
aevcrsue KJ1IETOK
UmmyHOMOZy nnpyrouee
Aaevicreme l
BcacbiBaHue Ca2* B kuweuHuke v OcTteobnactbl
Pea6cop6uus Ca2* B noukax KneTkn UMMy HHOW CUCTEMBI MpomuenouunTsbl
CHuxeHue cekpeuun MNTIM MuobnacTbl

Cxema 3(peKToB KalbLUTPUOIIA

'MnoBMTaMMHO3
IIpuoGpeTeHHbIii THNOBUTAMMHO3

IIpuunna. Yacto BcTpedaeTcs NpU MUILEBONM HETOCTATOYHOCTH y JAETEH, IPHU HETOCTATOYHOM
MHCOJIALMHU Y JIIOJeH, He BBIXOJAIIMX Ha YIMIYy WM IPU HAMOHAIBHBIX OCOOCHHOCTSIX OJEKIbI.
Takoke MPUUUHON TUIIOBUTAMHHO3a MOYKET ObITh CHIDKCHUE THAPOKCUIINPOBAHHUS KabIidepoa (3a-
0oJieBaHUS MEUEHU U M0YEK) U HapyIlIeHHEe NIepeBapuBaHus JIUMUIOB (1IeTUaKUs, X0JIeCTa3).

Kinunnueckast kapTtuHa. Y nereit 2-24 MecsilieB IposIBISETCS B BUJE PaXMTa, IPU KOTOPOM,
HECMOTpS Ha NMOCTYIJIEHUE C MUIIEH, KaJbI[Ui HE YCBAaUBAETCS B KUIIEYHUKE, a B [TOYKAX TEPAETCS.
OTO BeleT K CHIKEHHUIO KOHIIEHTPAIMM KaJblUs B IJIa3Me€ KPOBU, HAPYLUICHHUIO MUHEpaTu3aluu
KOCTHOM TKaHU U, KaK CJIEJICTBHE, K OCTeOMAJISIIMM (pa3MsardeHue Koct). OcteoMansanus npossis-
eTcst gedopmMarnmeit KocTeil yepena (OyrpucToCTh TOJOBBI), TPYIHOHN KIETKU (KypHHAs TPyab), UC-
KPHUBJIEHUE TOJIEHH, PAXUTUYECKHE YETKH Ha peOpax, yBeINYEeHUE )KUBOTA U3-3a THIIOTOHUU MBIIIII,
3aMeIseTcs Mpope3bIBaHKe 3y00B U 3apacTaHue POJIHUYKOB.

VY B3pOCIIBIX TOKE HAOIIOJAETCS 0CTEOMANSALUS, T.€. OCTEOU]] TPOJIOJIKAET CHHTE3UPOBATHCS,
HO He MUHepanusyercs. Pa3Bu THe 0€Te0nmopo3a 4aCTUYHO TAKKE CBA3BIBAIOT ¢ BUTAMUH D-Heno-
CTaTOYHOCTBIO.

B nacrosiiee BpeMsi ¢ HeIOCTATOYHOCTHIO BUTaMUHA D CBSI3bIBAIOT MOBBIIICHHBIN PUCK
Pa3BUTHUS OCTEONOPO3a, BUPYCHBIX MHGEKIUH (TPUIIIT), apTepHabHOM TMIEPTOHUH, aTe-
pockiiepo3a, ayTOMMMYHHBIX 3a00JIeBaHUM, caxapHOro auadera, paccessHoro CKIeposa,
mu30(ppeHnn, omyxoJieil MOJIOYHOM U TIPEICTaTeILHOM JKelle3, paka 12-mepcTHOM U TOJ-
CTOM KUUIKH.

HacJieacTBeHHbI THIIOBUTAMHHO3

Butamun D-3aBucHMBIii Hac/IeICTBEHHBIH paxuT | THNA, IPU KOTOPOM UMEETCS PEIIECCHB-
HBIM JIeeKT MOYCYHOH 01-THAPOKCHIA3bl. [IposBiseTcs 3a1epKKOM pa3sBUTHS, PAXUTHUYCCKHMHM
OCOOCHHOCTSIMH CKeJeTa  T.J. JIeueHue — mpemnaparbl KajabIlMTPHOJIA HIIA OOJIBIINE JI03bl BATAMHUHA
D.

Buramun D-3aBucumblii HacjeacTBeHHbI paxut || Tuna, npu kotopom HabIIOIAETCS JIE-
(eKT TKaHEeBBIX PelenTOPoOB KaIbIUTpHoiIa. KinuHuuecku 3a00s1eBaHue cxoxe ¢ | THom, HO J10moI-
HUTEIBHO OTMEUAIOTCs ajutorners, Milia, smuaepManbHbie KUCTBI, MBIIIIEYHAst c1abocTh. JleueHnue
BaphUPYET B 3aBUCUMOCTH OT TSKECTH 3a00JI€BaHNsI, TOMOTAIOT OOJIBIIHE I03bl KalblH(epoa.

MMnepBMTaMMHO3

IIpnuuna. 136s1T09HOE NoTpedienue ¢ npenaparamu (1,5 maa ME B cytkn).

Kiaunnyeckasi kapTuHa. PaHHMMM pU3HaKaMu Iepe103upOBKY BUTaMuHa D sBisitoTCs TOLI-
HOTA, FOJIOBHAs 00JIb, MOTEPS AIMETHTA U Beca Tela, MOJINYPHs, )KaXKIa U MoJuauncus. MoryT ObITh
3ar0psbl, TUIIEPTEH3Hs], MBILICYHAs] PUTHIAHOCTD.
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XpoHn4ecKkuid M30BITOK BUTaMUHA D PUBOAUT K TUIIEPBUTAMHUHO3Y, IIPU KOTOPOM OTMEYa-
ercs:
o JEeMHHEpaJIH3alMs KOCTEH, IPUBOIAIIAS K UX XPYIKOCTH U TIEPEIOMaM.
o yBEIMYEHHE KOHLEHTPAIIMH MOHOB KaJblMi U ocdara B KPOBH, MPUBO/ISIIEE K KaTbIH(PHUKa-
IIUU COCY/IOB, TKAHU JIETKUX U TTOYEK.

JlekapcTBEHHbIE (hOPMBI
Butamun D — pei0uii sxup, sprokaibiudepost, Xonekanbuudepod.
1,25-Inokcuxaasuudepoa (aktuBHas popMa) — OCTEOTPHUOI, POKATBTPOJI, POPKa ILTIOC.

BNtTAMUH K (HA®TOXUHOHbBI, AHTUTEMOPPATUYECKUN)

NcTOoYHMKN

XopomMu ucTouHrKaMu ButamuHa K siBisitoTest kamycra, KpanuBa, psiOrHa, MINMWHAT, THIKBA,
apaxucoBO€ Macio, nedeHb (pumioxuHoH). Takxke BUTAMUH 00pa3yeTcss MUKPOQIIOpOH B TOHKOM
KHUILIEYHUKE (MEHAXUHOH).

3anacel BUTAMUHA B MIE€YEHU COCTABJISIIOT 0K0JIO 30 CYyTOYHBIX J03.

CyTo4Hasa noTpebHOCTb
Oxkoro 2 mr.

CtpoeHue

Boigensitor Tpu dopmel BuTamuHa: ButamuH K1 (¢minoxuHon), BuramMmus K (MeHaxuHOH), BU-
tamuH K3 (Menanuon). Ilocne BcacbiBaHuSI MEHAIMOH MIPEBpaIllaeTCsa B aKTUBHYIO (OPMY — MEHAXU-
HOH.

Burtamunsl cogepxatr QyHKIHOHAIbHOE HAPTOXMHOHOBOE KOJIBIIO U anu(paTHUIECKYIO U30Ipe-
HOUJIHYIO OOKOBYIO II€TIb.

(o} (0]
QA <o g
Hz-—CH=Ci-CH2-(CH2-CH2—CIH-CH2)3—H (CH2—CH2—? H-CH3)g-H
o] CH3 CH3 (o) CHj
PuUnnoxmHoH (ButamuH K1) MeHaxuHoH (BuTamuH K2)

Crpoenne nByx (hopm BuTamuHa K

Buoxummnyeckme pyHKLNK
K nacrosimemy BpemeHu y uenoBeka oOHapykeHo 14 Butamun K-3aBUCHMBIX O€JIKOB, UTparo-

IIUX KJTIOYEBBIE POJIM B PETYIUPOBAHUHU (PU3MOJIOTHUECKHX MpolieccoB. Butamun siBnsiercs kodep-

MEHTOM MHKPOCOMAIIbHBIX (DEPMEHTOB, OCYIIECTBIIAIONIMX Y-KapOOKcHIupoBaHue (rped. y —

"ramma') TIIyTaMUHOBOM KUCIIOTHI B COCTaBE OEIKOBOM 1IETIH.

brnaronaps cBoell pyHKIIMM BUTaMHUH OO€CIEYMBAECT MOCTTPAHCISIUOHHYIO MOAUDUKAINIO

("co3peBanue") psaa OEIKOB:

1. ®akTOpOB CBEpTHIBaHNS KPOBH. B reyeHn npoucxoauT y-KapOOKCUIHMPOBAHUE TIPEIIECTBEH-
HUKOB O€TKOBBIX (haKTOPOB CBEpThIBaHMS: MpoTpomOuHa (. 1), mpokonsepruna (¢d.VII), Kpuct-
maca (¢.1X), Crroapta (¢.X).

2. BeqkoB KOCTHO# TKaHM, HAIPUMED, OCTEOKAJIbIIMHA.

3. Iporeuna C u npoTenHa S, yyaCTBYIOIIUX B aHTHCBEPTHIBAIOIICH CUCTEME KPOBH.


http://ru.wikipedia.org/w/index.php?title=%D0%9D%D0%B0%D1%84%D1%82%D0%BE%D1%85%D0%B8%D0%BD%D0%BE%D0%BD&action=edit&redlink=1
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NH NH
y-Fnymamun kap6okcuna3a | (elepy
HC—CHy—CH,—COO- » HC—CHy;—CH
coo-
c=0 c=0
07 CO2
Mpenpotpombuy ~ AKMUBHEIL eumamun K MpoTpoMGUH

(eoccmaHoeneHHbIl)

HeakmueHbili eumamuH K
(oKucneHHbIl)

Bapdpapux e:l Pedyxma3sa
Aukymapon

Vyacrue ButamuHa K B peakuusx y-kapOOKCHIMPOBAaHUS
IIPU CUHTE3€ MPOTPOMOMHA

'MnoBMUTaMMHO3

IIpuunna. Bo3Hukaer npu nojaBiaeHUN MUKPO(IOPH! JieKapcTBaMH, 0COOEHHO aHTHUOMOTH-
KaMHM, IIpH 3a00JIEBAHUAX MEUEHHU M KEIYHOTO IMy3bIps. Y B3pOCIBIX 310POBasi KUILIEYHAS] MUKPO-
(h0pa MOTHOCTHIO YJOBJIETBOPSIET MOTPEOHOCTH OpraHu3Ma B BUTAMUHE.

KJII/IHI/I‘ICCKaSI KaanHa. Ha6J'IIO)IaeTC$[ KpOBOTO‘II/IBOCTB, CHMXCHUC CBepTBIBaeMOCTI/I KpOBI/I,
JIETKO€ BOZHUKHOBCEHHUE IIOJKOKHBIX I'€éMaTOM, y JKCHIIIMH OTMCYAKOTCS O6HJIBHBI€ mensis.

[Ipodunaktuyeckoe Ha3HauUeHUE mpenapaToB BuTaMuHa K cpasy nocie poxaeHus npu-

BEJIO B Pa3BUTHIX CTPaHaX K MCUYE3HOBEHUIO reMOpparndeckoil 00JIe3HH HOBOPOXKIEH-
HBIX.

JlekapcTBeHHbIE GOPMBbI
Bukacou, MeHaguoH, HaCTOU KparuBhl.

AHTBUTaMUHBI L, o o g
BemectBa Bapdapun u TMKyMapost CBS- @\)I \@ @\)ID zm
0" o (o} oZ Yo

3bIBAIOTCA C (DEPMEHTOM peayKTa30i U OJIOKU-
PYIOT BOCCTaHOBJICHHME HEAKTHBHON (HOPMBI Bapdapu Avkymapon
ButamuHa K B aktuBHY!0 (CM cxemy B "'buoxu-

CTPOCHI/IE aHTUBUTAMUHOB K
"
Muueckre GyHkiuu'" ButamMmuna K).

BUTAMUH E (TOKO®EPON, AHTUCTEPUNBbHbIW)

NcToYHMKN
PacturenbHble Maciaa (KpoMe OJIMBKOBOTO), TPOPOIIEHHOE 3€pHO MILICHUIIBI, 0000BBIEC, SHIIA.

CyTou4Hasa noTpebHOCTb

20-50 wmr.
CH3
CtpoeHune HO
Mounekyna Tokodeposa COCTOUT U3 KOJbIa MPOU3- chy
o . H3C 0" SCHy—(CHz-CHp-CH-CHy)3-H
BOJTHOTO OE€H30XMHOHA W M30MPEHOUIHON OOKOBOH IEMu. CHs <|3H3

Jpyrue ¢popmsl BUTaMuHa E BKIIIOYarOT MHBIE TPOU3BOI-
Hble TOKOJIa, XapaKTepU3yIoIuecs: OWOJIOTHYEeCKOl ak- Crpoetue o-Tokodepona
THUBHOCTBIO.
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Buoxmmunydeckune gyHKUNN
Burtamus, BcTpanBasch B GochOIUIHIHBINA OUCIONH MeMOpaH, BHIIIOTHSAET AHTHOKCHAAHTHYIO

(pyHKIMIO, T.€. IPENATCTBYET PA3BUTHIO CBOOOJHOPAAUKAIIBHBIX peakiuil. (cM aeknus 'CBoOoaHO-

panukanbHoe okucienue”). [pu sTom:

1. JlumuTHpyeT CBOOOTHOpAIMKAIbHbIE PEAKIIMH B ObICTPOAEIALIMXCS KIETKaX — CIM3UCTHIE 000-
JIOYKH, STUTEINH, KIETKH YMOPHOHA. DTOT 3PPEKT JISKHUT B OCHOBE TIOJIOKUTEIBHOTO IEHCTBUS
BUTAaMHHA B PETIPOAYKTHBHON (DYHKIIMH Y CAMIIOB (3aIlMTa CIIEPMAaTOTCHHOTO IUTEIHUS) U y ca-
MOK (3amqura wioja) (rped. tokos — moromctBo, phero — Hecy).

2. 3amuiaeT BATAMHH A OT OKHCIICHHSI, 9TO CIIOCOOCTBYET MPOSBICHUIO POCTCTUMYJIUPYIOIIEH aK-
TUBHOCTH BUTaMuHa A.

3. 3amuInaeT KUPHOKUCIOTHBIC OCTATKU MEeMOpaHHBIX (hOCHOJIUNHNI0B, U, CICIOBATCIIBHO, JIIOOBIC
KJIETOUHbIE MEMOpPAHbI OT IEPEKUCHOTO0 OKUCIEHUS JIUIIHJIOB.

'MnoBMTaMMHO3

Ipuunna. KpoMe nuieBoil HEAOCTATOYHOCTHA Y HAPYIICHHS BCACBIBAHUS KUPOB, IPUUMHOU
rUNoBUTaMKHO3a E MOKeT ObITh HEAOCTATOK aCKOPOMHOBOM KHCIOTHI, UMEIOIIEN TaKKe aHTUOKCH-
JTAHTHYIO QYHKIIHIO.

Kannuueckasi kapruna. [loHmwKeHHas YCTONYMBOCTD M FEMOJIU3 SPUTPOIIUTOB IN VIVO, aHe-
MHUs, YBEITMYEHNE MTPOHULIAEMOCTH MeMOpaH, MbllleuHast JucTpodusi, caadbocts. Taxke oTMeEUeHBI
apedrnekcusi, CHI)KEHUE MPONPHUOLENITUBHON U BUOpPAIIMOHHOM UYyBCTBUTEIBHOCTH, Tape3 B3opa
BCJIE/ICTBHE MOPAKEHUS 33JHUX KAHATUKOB CIIMHHOTO MO3Ta U MHUEJIMHOBON 000JI0UKH HEPBOB.

B skcnieprMeHnTe y d)KUBOTHBIX IIPU aBUTAMUHO3€ Pa3BUBAETCs aTpo(usi CEMEHHUKOB, paccachl-
BaHHUE IUJI0JIa, pa3MArdeHrue MO3Ta, HEKpPO3 MEeYeHH, KUPOBask HHUILTPALUS [IEUEHU.

JlekapcTBeHHbIE (hOpMbI
o-Toxodepona amerar.

BUTAMWUH F (OMETA-6 XXWUPHbBIE KUCIOThI)

NcTouHmKN
PacturenpHple Macia (KpoMe malib-
MOBOTO U OJIABKOBOTO).

= A/WW 18
00C — —
CyTquaﬂ I'IOTp66HOCTb JlnHoneBas kucnora, C18:2
5-10r.
CtpoeHue

Butamun F npencraBiser coGoit
v-JlnHoneHoBas kucrorta, C18:3

IPYIITY HE3aMEHUMBIX ITOJIMHCHACHIIICH-
HBIX )KHPHBIX KHUCJIOT: 20
o JmHoneBas Cig2, A 9,12, 00C A NINENNE NI AN
o JmHosieHosasa Cig:3, A 6,9,12,

ApaxuaoHoBas kucnota, C20:4
o apaxugoHoBas Cxo4, A 5,8,11,14.

CTpoeHue )KUPHBIX KUCJIOT IPyInbl BUTamMuHa F
Buoxummnyeckme pyHKLNK P P Py

[TonmmHeHachIEHHBIE JKUPHbIE KHC-

J0ThI 00J1aJaI0T BECbMA IUPOKUMU (PYHKLUAMU:

1. CocraBHas yactb (pocdonunuaoB MeMOpaH.

2. IlpeaiecTBEHHUK PEryIsTOPHBIX COETUHEHNH, HOCSIINX Ha3BaHUE IMK0O3aHOUABI — IPOCTAarJlaH-
JMHOB (B TOM YHCJI€ MPOCTALMKINHOB), TPOMOOKCAHOB, TEUKOTPUEHOB. DHKO3aHOUIbI ABIISIOTCS
"MECTHBIMHM FTOPMOHAMHU"', T.€. MOCJIE CHHTE3a JICHCTBYIOT TOJBKO HA COCETHUE KIIETKH.

DOyHKIMA:
o MPOCTArJIaHAMHOB — PEryIALU TOHyca INaAKuX Mblin cocynos, KKT, 6ponxonerounoi cu-
CTE€MBbI, MOUYETIOJIOBOH CUCTEMBI.
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o MPOCTANUKJIUHOB (TIOATUI IPOCTATJIAHANHOB) — YMEHBIICHUE arperaii TPOMOOIIUTOB U pac-
LIUPEHNE MEJIKMX COCY/O0B.
TPOMOOKCAHOB — YCUJICHHE arperaiy TPOMOOIIUTOB M CY)KEHHUE MEITKUX COCYIOB.
JICHKOTPHEHOB — aKTHBALMs JIEUKOLIUTOB, YBEIMUYEHNUE UX IOJBUKHOCTHU, TAKXKE PETYIISAIUsS
TOHYCa I'JIaIKUX MBIIII COCY/1I0B U OPOHXOB.

'MnoBMTamMmMHO3

IIpuunna. IInmesas HEJOCTATOYHOCTH, HAPYIIEHHE JKEITYEOTAEIICHUS, IIEPEBAPUBAaHUs U BCa-
CbIBAHUS )KI/IpOB.

KJII/IHI/I‘leCRaﬂ KaanHa. EI[I/IHCTBGHHI)IM YCTKO JOKAa3aHHBIM HpOSIB.HeHI/IeM HCXBAaTKU BUTA-
MHUHaA F SABJIACTCA (bOJIJII/IKYJIﬂpHHﬁ FI/IHGpKepaTO3.

QOJTUKYISIPHBIA THUIEPKEPATO3 — MPOLIECC, JIOKATM3YIOMMUKCST B 00JaCTH BOJIOCSHBIX

(bosuKya0B. 31€Ch BO3HUKAIOT U30JUPOBAaHHBIE, MEJIKHE, IOKPHITHIE POTOBBIMU YEIIYi-

KaMunu y36J'IKI/I, B ueHTpe KOTOpBIX qacTO HAXOoATCA Cpr‘IGHHI)IG BOJIOCKH. HpI/I TIIoTJIaXKH-

BaHHUHU CO34AaCTCA BIICYATIICHUC TepKI/I.

Ta1<>1<e C HCOIOCTATKOM ITOJIMHCHACBIIIICHHBIX )I(I/IpHBIX KHCJIOT B HACTOSIICEC Bperl CBA3BIBACTCA
BOCITIAJIMTCIIBHBIC nopanceHI/m KOXHA (BO3HI/IKHOB€HI/IC HCKpOTH‘I@CKI/IX o4daroB, 5K3€Ma, BBIITAJCHHUEC
BOJIOC), HOPaKEHHE MOYEK, OTEPS CIIOCOOHOCTHU K PA3MHOKEHUIO, KUPOBas HHPHIbTpAIUsI IEYEHH,
aTepocmepoz, I/IMMYHO}Ie(l)I/IHI/ITBI, 3aTATMBAHUC U XpOHI/I‘IeCKOG TCUCHHNC BOCITIAJINTCIIBHBIX 3360.]'[6-
BaHHU.

JlekapcTBeHHbIE (hOpMbI
FeHaTOHpOTeKTOpI)I N aHTUATCPOr€HHBIC ITPETIapaThl: 9CCCHIUAIIC, TUHETOJI, JIMHOJI.

BOOOPACTBOPUMbBIE BUTAMWUHDI

BUTAMUH B; (TUAMUH, AHTUHEBPUTHbIN)

NcTouHmKN
Uepnsblii x171€0, 371aK1, TOPOX, (HaCOIIh, MSCO, TPOIKKH.

CyToy4Hasa noTpebHOCTb
2,0-3,0 mr.

CtpoeHune
B cocraBe THammHa ONpeACIACTCA MUPUMHUINHOBOC KOJBIO, COCAMHECHHOE C THA30JIOBBIM

koJeiioM. KodepmeHnTHo#t hopmoii BuTaMuHa sSBIsieTCs THAMUHAUPochaT.

O6ecrnieynBaer
yyacTtme B Katasmse

NH2 NHa
A2y Ao 0 ¢
ch)l\N/ HaC CHz—CH20H H3C)I\N/ HaC CHa—CHp— O—P—0—P—0~
L
CTpOCHHC THAMHUHAa CTpOCHIer TI/IaMI/IHZ[Hq)OC(])aTa
MeTtabonuam

BcacbiBaeTcst B TOHKOM KHUIIIEUHUKE B BHJIE CBOOOJAHOTO THamuHA. Butamun dochopunmpy-
€TCsl HEMOCPEACTBEHHO B KieTke-muiieHu. [Ipumepno 50% Bcero B1 HaxoauTcs B MBIIIIAX, OKOJIO
40% — B 11€4YEHU.

Buoxummnyeckme pyHKLNK
1. Bxoaut B coctaB Tuamunaudocdara (TAD), koTopslit siBIsETCS KOPEPMEHTOM:
o (QepMeHTa TPAHCKETOJa3bl BTOPOTO dTama rneHTo3o¢ochaTHoro myTH,
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o (hepMEHTOB MUPYBATAErHWJAPOreHasbl U O-KeTOIVIyTapaTAeruJporeHasbl, KOTOpble y4acT-
BYIOT B DHEPI€TUUECKOM OOMEHE.

CHy—OH
H, .0 [
CHy—OH o >\?¢ HO—CH
= P CH—OH Tpanckemona3sa H 5 (I;H_ OH
e . \ |
HO—CH + CH—OH TuamuHOugpocpam Cf + CH—OH
H—OH H—OH (|:H—0H H—OH
Hp—0—-C@) ¢Hy—0—-F) e G) tH—0-@®
Mmuuepanbaerva- CeporenTynoso-
Kevnynoso-5-cocdar Pn6o30-5-chocpar docdar 7-thoccpar

[Tpumep peakunu ¢ yqactuem TiamuHangocdara

2. Bxogut B coctaB THaMHUHTPHUGocdaTa, KOTOPHIN U3yUeH elle HelocTaToyHo. MiMerores pazpos-
HeHHbIe cBesieHus 00 yyactun TT® B nmepenaye HEPBHOIO UMITYJIbCA, B T€HEPALIMH KIETOYHOTO
CHUrHajia, B p€aKHAX KIJICTOYHOI'O 6I/IOBJ'I€KTp0F€H€33, B pECrysiiud aKTUBHOCTH MOHHBIX KaHa-
JI0B.

'MnoBnTammHo3

Mpuuyuna. Hegocrarok B muie, a Takke W30BITOK aIKOTOIBCOICPKAIINX HAITUTKOB HIJIH YT-
JICBOJIHBIX MTPOIYKTOB MATAHUS, KOTOPBIC MOBBIMIAIOT TOTPEOHOCTh B BUTAMHHE.

Kannunyeckas kapTuna. bonesns "0Oepu-6epu™ wim "HOXKHBIE KaHJANbI — HApyLIEHUE METa-
00JIM3Ma MUIIEBAPUTETHLHOM, CEPIEUHO-COCYIUCTON U HEPBHOM CHCTEM M3-3a HEJIOCTATOYHOTO SHEP-
TeTUYECKOTO ¥ IIIACTHIECKOTO OOMEHa.

Co cTOpOHBI HePBHOM TKAHU HA0JIIOIAIOTCS:

o TMOJMHEBPHUTHI: CHIDKEHUE Mepu(eprudeckoil 4yBCTBUTEILHOCTH, YTpaTa HEKOTOPhIX pediek-
COB, 00JIM TIO0 XO/Ty HEPBOB,

o J3HuedasonaTus. cuHIpoM BepHUKe — CIyTaHHOCTH CO3HAHUS, HApYyILIEHHWE KOOPIMHALIUY,
raJUTIOLUHAIIIY, HapyllleHre 3puTenbHoil Gynkiuu, cuaapoM KopcakoBa — petporpaanas am-
HEe3Ms1, HECTIOCOOHOCTh YCBauBaTh HOBYIO HH(MOPMAIIHIO, OOJITIMBOCTD.

Co cTOpOHBI cepIeYHO-COCYAUCTOH CHCTEeMbI OTMEYAETCs HAPYLUIEHUE CEPJIEYHOT0 PUTMA,
0011 B cep/lie U YBEJIMYEHUE €r0 Pa3MEPOB.

B ske1y/104HO-KHMILIEYHOM TPAKTe HAPYLIACTCS CEKpETOpHas U MOTOpHasi (YHKIIMS, BO3HU-
KaeT aTOHMS KHUIIEYHUKA W 3allOpbl, HCUE3aeT alleTUT, YMEHbIIACTCSI KUCIOTHOCTD KEITYyJA0YHOIO
COKa.

AHTUBUTaMUHBI B1
B kumeunnke nmeetcs OakTepuaabHas THAMHHA3A, pa3pymiatonias TuaMuH. Taxoke 3ToT dep-
MEHT aKTUBEH B CBIPOM pbIOE, yCTpHUIlax.

JlekapcTBEeHHbIE (hOPMbI
Cpo6oansiii TnamuH 1 T P (kokapOokcuiasa).

BUWTAMUH B2 (PUBO®NABUH, BUTAMUH POCTA)

NcToYHMKN
Z[OCTaTOLIHOC KOJIMYECTBO coz[epncaT MSCHBIC HpO,ZLYKTLI, INCYCHb, IIOYKH, MOJOYHBIC HpO—
,Z[YKTBI, ,[[pO)K)I(I/I. TanKe BUTAMHUH 06pa3yeTc;{ KHIIICYHBIMH 6aKTepI/I${MI/I.

CyTo4Hasa noTpebHOCTb
2,0-2,5 mr.
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CtpoeHune
B cocraB puboduiaBuna BXouT (IaBHH — H30aJUIOKCAa3HHOBOE tec "
KOJIBLIO C 3aMECTHUTENISIMU (a30TUCTOE OCHOBAHKE) M CIUPT PUOUTOI. * j@["\fLNH
KodepmenTasie GopmMbl BUTaMUHA JOTIOJIHUTEIEHO COAEPIKAT H3C NN
100 TONBKO (HOChOpPHYIO KUCIOTY — (PpIaBHHMOHOHYKJIEOTH] CI:HZ
(®MH), 6o dochopHyt0 KUCIOTY, JOMOJIHUTENBHO CBS3aHHYIO C (H(I:—OH)3
AM®O — p1aBuHAIEHUHIHUHYKJIEOTH/ (CM TaK)Ke yIPOIIEeHHBIE (hop- C,Lon

MYJIbl KOEPMEHTOB).

MeTtabonuam Crpoenne pudodnaBiHa

B kumeunuke pubogiaBuH 0CBOOOKIAETCS U3 COCTaBa MUIIIE-
BoiXx ®MH u @A/, nu muddynaupyer B KpoBb. B cIM3HCTON KUIIEYHUKA U APYTHX TKAHSX BHOBB
obpazyercs ®MH u OA/.

(o} H :
HaC i HaC
DUee I <es (SRR
5C T \&0 H3C T \N&C
CH CH
| 2 | 2 N)TN
(HCOH)3(|'|) (HTOH)sﬁ ﬁ k‘N N’u

CH2-0-P-0O— CH2-0-P-Q-P-0-CH2
i o
OMH
----------------------------------------------- OHOH AM®
®driaBMHMOHOHYKNEOTUL, dnaBuHagEeHUHAVHYKIEOTUL,
okucneHHbln (PMH) okucneHHbin (PAL)

Crpoenne kopepmentoB ®PMH u OAJ]

ot Soopar

dnaBWHMOHOHYKNEOTUA dnaBMHaLEHUHONHYKNEOTN

VmporienHoe nzodpakenue ctpoeHuss PMH u OA ]

Buoxnmnyeckme pyHKLNK
Kodepment okcuaopenykras — obecriedrBacT mepeHoc 2 aToMOB BOAOPO/Ia B OKUCITUTEIHHO-
BOCCTAHOBUTCIIbHBIX PCAKIIUAX.

fL B Okcudopedykma3sbl s flx

Cy6ctpar Cy6bctpar
BOCCTAHOBMNEHHbIN  OKUCNEHHbIN
OKuUCNEeHHbIN BoccTaHoBnNeHHbI
OAL v dPMH H H ®AL vnn ®MH

MexaHu3M ydacTus (I)J'[aBPIHOBOI"O KO(l)epMeHTa B OMOXHMHYECKOH pe€aKkunu
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Burtamun coaepxar:
1. leruaporeHasbl JHePreTH4ecKOro 00MeHa — MUPyBaTACTUIPOTEHA3a, O.-KETOTIyTapaTAeruipo-
reHasa, CyKIMHATACTHApOreHasa, aii-SKoA-1eruiporenasa, MUTOXOHpUANIbHAS TIULEPOIT-3-

docdarneruaporenasa.
= Cnuyepon-3-¢pocgpam CHy—0—
deaudpo2eHala 12 ®
GH—OH > ==
CHpy—O—! CHz—OH
2—0—®) oAf ®ALH
muuepon-3-pocdar glg%gj:?uemw

[Tpumep peaxuuu ¢ yuactuem MAJI-3aBUCUMON 1erHpOreHaspl

2. Oxcuaasbl, OKUCISIOMNE CYOCTpaThl ¢ y4acTHEM MOJIEKYIISIpPHOTO KHcioponaa. Hampumep, peak-
1uu 00e3BpeKUBaHUS OMOTEHHBIX aMUHOB (TCTaMUHA, CEPOTOHUHA, 10(PaMHUHA).

MoHoamuHoOKCcuda3a
R—CHy—NH, > R—cf:
BuoreHHbIn \
amuH H0  @AQ  oagH, NH3 Anbaerva

H702 02

HpuMep pe€aKkluu € y4aCTHEM OKCH1a3bl

'MnoBuTamMmMHoO3

IIpuunna. [TumeBast HeTOCTaTOYHOCTD, XPaHEHUE MUILIEBBIX MPOIYKTOB HA CBETY, GOTOTEPA-
nus, ankorosv3M u HapymeHus KKT.

Kiaunnunyeckasi kapTuHa. B nepByro ouepenp CTpasarOT BEICOKOAIPOOHBIE TKAHU — SITUTEIIAN
KOXHU U cIM3UCThIX. [IposiBisieTcs Kak €yXocTh POTOBOMW IMOJIOCTH, T'y0 W POTOBHIIBI; XeilJ103, T.c.
TPENTUHBI B YTOJIKaX pTa v Ha ry0ax ("3aenpr"), raoccuT ((PyKCHUHOBBIN S3BIK), HIEJTyIIEHHE KOKH B
palioHe HOCOTYOHOTO TPEYrOJIbHUKA, MOIIOHKH, YIIIEH U I1eH, KOHBIOHKTUBHT U 0Jiedapur.

Cyx0CTh KOHBIOHKTHUBBI U €€ BOCIAJIEHUE BEIyT K KOMIIEHCATOPHOMY YBEIMUEHHUIO KPOBOTOKA
B OTOH 30HE U YAYYIICHUIO CHAOKEHUS ee KHCIOPOA0M, UTO MPOSBISAETCS KaK BaCKyJspU3alus po-
TOBHIIBI.

AHTUBUTaMUHBI B2

1. AkpuxuH (areOpuH) — MHTHOUpyeT GyHKIMIO pudodaBuHa y mpocteimmux. Mcmonb3yercs
MIPH JICYCHUN MAIIIPHHU, KOXKHOTO JICHIIIMaHU03a, TPUXOMOHHA3a, TeIbMHHTO30B (JIIMOIINO3, TCHU-
UJ03).

2. Meraden — Topmo3ut oopasoBanue ®AJl B HEpBHOM TKaHH, UCIIOJIL3YETCS KaK CEIaTHBHOE
CpE/CTBO.

3. TokcodiaBUH — KOHKYPEHTHBI MHTHOUTOP (pJIABUHOBBIX JICTHIPOTCHA3.

JlekapcTBEeHHbIE (hOPMbI
CBo6oansIit pudodnasun, ®PMH u ®AJL (kodpepmeHTHBIE HOPMBI).
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BUTAMUH B3 (PP, HUAUWH, AHTUNENNATPUYECKUN)

Ha3Banue 1aHO OT MTANBSIHCKOTO BhIpaKeHHs preventive pellagra — npenorspaiiaromuii me-
jarpy.

NcToYHUKN

XOpOoIIHMM UCTOYHUKOM SIBJITFOTCS TIEYCHb, MSICO, pbi0a, 6000BEIE, TPpeUKa, YSPHBIH XJIeO, B MO-
JIOKE U SfIIax BUTaMUHA Maio. Takke CHHTE3UpYeTCs B oprann3Me u3 Tpunrodana — 60 mr tpunto-
(aHa paBHOIICHHBI MPUMEPHO | MI' HUKOTHHAMHM/IA.

CyTo4Hasa noTpebHOCTb
15-25 mr.

CtpoeHune

ButamuH cymiecTByeT B BUJI€ HUKOTMHOBOM KUCIIOTBHI WM HUKOTHHamuaa. Ero kodepment-
HBIMH (pOpMaMU SBISIOTCS HUKOTHHaMunaieHnHnHyK1eotin (HAJ) u pochopunuposannas mo 2'-
aToMy pu0o3sl hopMa — HUKOTHHaMuAaleHuHAnHYKi1eotuapochar (HALD).

o] o]
Z 7
Yy ox DR
S ~,
N N
HMKOTMHOBaH KUCnorta H|/1KOTV|HaM|/|,EII

Crpoenne 1ByX (hopm BuTamMuHa PP

0 o}
Z Z
- -
s /)
0—CHy N7 —CHp N7
e} o
—O-P= -0-P=0
OHOH OHOH
9 NHa ) NH3
NATN N)TN
-0-P=0 k\N NJJ -0-P=0 \N N
O—CH» O—CH,
(o] o
AM®  OHOH OH?
o=i-o-
HukoTUHamMnaaaeHMHOVHYKNeoTUa, HvikoTWHamMnAaAeHHANHYKneoTuadocdar
okucneHHbin (HAQY) okucneHHbin (HAOD)

PMG@ @Soaa @@

HuKoTMHaMUaaaeHMHAVHYKNEOTU HukoTuHamuaapgeHnHanHykneotuadocdar

VYrpoueHHoe uzodpaxenue crpoenuss HAJl u HAJI®
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Buoxmmunydeckune gyHKUNN
Ilepenoc ruapua-uonoB H™ (aToM BoJI0Opoja U 3JIEKTPOH) B OKUCIUTEIIHLHO-BOCCTAHOBUTEIIb-
HBIX peaKume:

H o HH o
F Z
S C\NHZ [ “SNHz
| Okcudopedykma3sbl
N7 < > T + H*
l f) 4'\ |
. Cy6ctpar Cy6ctpar .
OkncneHHbIN BOCCTAHOBMEHHBIN  OKUCNEHHbIV BoccTaHoBneHHbIn
HAL (HAO®) H/\H HAL (HAO®)

Mexanusm yuactusa HAJl 1 HAJI® B OMOXMMHUYECKUX peaKLUsiX

bnaronaps nepeHocy ruipu-uoHa BUTAMUH 00€CTIE€UMBAET CIAEAYIOIINE 3a1a4H:
1. CunHre3 u okucjeHne KapOOHOBBIX KUCIOT, AMUHOKHUCIIOT (IJIyTaMar), >KHpoB (X0JIECTEPOI, JKHUpP-
HbIE KUCJIOTHI) U yriaeBooB, Tak kak HAJ u HAJI® cimyxkat kodepmeHTaMu OOJBITUHCTBA JIe-

TUAPOreHas.
(|:00- JlakmamdeaudpozeHasa cl:oo-
CI:=0 < o <|:H—0H
CHj3 CHj3
HAQH+HY HAL*
MuposuHorpagHas A A Mono4yHas
Kucnora kucnora

[Tpumep peaxkuun ¢ yyactuem HAJJ

2. HAJIH BBITIOJIHSIET Peryaupyouy0 (pyHKIMIO, TOCKOJBKY SBISICTCS HHTHOMTOPOM HEKOTOPBIX
peaxiuii OKUCIIEHUs, HAlpUMep, B UKJIE TPUKAPOOHOBBIX KUCIIOT.

3. 3amuTa HacjeacTBeHHoil nupopmauuu — HAJI sBisercs cyocrpatom nonu-AJld-pubosunu-
pOBaHUs B IPOLIECCE CITMBKU XPOMOCOMHBIX pa3pbiBoB U penaparuu JHK.

4. 3ammTa oT cBOOOAHBIX paaukanoB — HAJ[®H sBisieTcss He0OX0IMMBIM KOMIIOHEHTOM aHTHOK-
CUIAHTHOM CHCTEMBI KJIETKH (cM pazaen "OKucauTenbpHbIi cTpecc").

5. HAJI®H yuyacTByeT B peakuusiX CHHTe3a TeTparuapodoneBoi KUCIOTHI (CM HIDKe) u3 (osue-
BOH, Hampumep, MOCIe CUHTE3a TUMUAMIMOHOGOC]aTa, BOCCTAHOBICHUH TUOPEIOKCHHA MPHU
CHUHTE3€ J1I€30KCUPUOOHYKICOTHIOB.

'MnoBuTamMmMHoO3

IMpuyuna. [Tumesast HEAOCTATOYHOCTH HUALIMHA U TPUNTO(hAHA.

Kannuuyeckasi kapTuna. [IposBisercs 3a0oneBanuem nemiarpa (utai.: pelle agra — mepina-
Bas koka). [IposBisiercst kak cuHapoM Tpex [1: meMeHIusi (HEpBHbBIE M ICUXUYECKUE PACCTPONCTBA,
cinaboymue), nepmMaTuTthl (hoTogepmMaTUThI), Auapesi (c1aboCTh, PACCTPONCTBO MUILIEBAPEHUS, TO-
Teps anneruta). [Ipu oTcyrcTBHM JIeueHHs 3a00J€BaHHE KOHUACTCS JIETAIBHO.

VY nereit mpu rUNOBUTaMUHO3€ HAOIIOaeTCA 3aMeIJICHHE POCTa, TOXYIaHUEe, aHEMUSL.

AHTUBUTaAMUHBI

cDTI/IBEBI/II[, Ty6a31/m, HHUA3U I — JICKApCTBA, UCIIOJIb3YEMbIC IJIA JICHCHUA TyGepKyne3a. Ilo on-
HOU U3 THIIOTE3, MCXaHU3M HeﬁCTBHH HHasnuga — 3aMCHa HUKOTWHOBOU KUCJIOTHI B pCaKknuAX CHHTE3a
HUKOTHHaAMUJAICHUH-TUHYKIICOTU A (I/I30-HAI[ BMCCTO HAI[) 1 HCBO3MOKHOCTD ITPOTCKAHU OKHC-
JIMTCIIBHO-BOCCTAHOBUTCJIIBbHBIX peaKHHfI.

JlekapcTBEHHbIE (hOPMbI
HI/IKOTI/IHaMI/II[ 1 HUKOTHHOBAas KHUCJIOTA.
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BUWTAMUH Bs (TAHTOTEHOBASA KUCJIOTA)

NcTOoUHMKN
JIroOble MUIIEBBIE TPOAYKTHI, 0COOCHHO 0000BBIE, POKIKH, KHUBOTHBIE TIPOTYKTHI.

CyTo4yHas noTpeGHOCTb
10-15 mr.

CtpoeHune

BuTtamuH cymecTByeT TOJIbKO B BHJIE ITAHTOTEHOBOM KHUCJIOTHI, B €€ COCTaBe HaXOIUTCs [3-asa-
HUH ¥ IAHTOEBast KUCI0Ta (2,4-Turuapoxcu-3,3-TMMeTHIMAacIIsTHAas).

Ero xodepmentHeiMu opmamu siBisitorcs kopepmenT A (kosu3uM A, HS-KoA) u 4-doc-
(domaHTeTeHH.

O OH CH3
'OOC-CHZ-CHZ-NH—C-(lH— ~CHg-OH

CH
B-AnaHuH 8
[MaHTOEBas kucnota

CTpOEHHe MAHTOTEHOBOW KUCJIOTHI

MecTo npucoeguHeHuUs

aunsbHOM rpynmbl
NH2

N~ j\_l N
O OH CHj o ﬁ S

HS—CH2-CHg-NH-C~CH2~CHa-NH-C—~CH-C-CHp— O—P—O—Fl’—O—CHz

0]
CH3 - O
B-MepkanTo-
aTUNaMuH OH
[MaHTOTEHOBASA KUCNOTa
O=P—0—
B
CH3—E~S-K0A s
®doccoaneHo3uH-
Auetnn-SKoA ancbocdar

Crpoenue kodepmenta A

Buoxummnyeckme pyHKLnK
KosH3uM A He CBs3aH MPOYHO C KAKUM-TTHO00 GepMEHTOM, er0 (PYHKIIHMSI — MepPeHoc KMPHBIX
KHCJIOT (AlMIBHBIX, B TOM YHCIIE alleTHIBHBIX, TPYIIII):
o0 B pEaKIMsIX IHEPreTHYeCKOro OKMCJIEHUs TIIIOKO3bI, KUPHBIX KUCIOT U PaJUKaJIOB aMHUHO-
KHUCTIOT, HalIpUMep, B paboTe (epMEHTOB MUPYBATACTUAPOTE€HA3bI, O-KETOTIIyTapaTIeruipore-
Ha3bl, anuia-SKoA-neruaporenassl, eHOMI-SKoA-aeruaporeHassl.

(|:H2—OH CHZ—O&—R1

CH—OH Ayun-mpaHcgepasa CH-0-t—R,

CHz—0—(P) CHy—0—(P)

Mmuuepon-3 2 R%C—S-Ko A docatngHasn

-cpoccpar Kucnota
2HS-KoA

l'[pnmep pe€akuuu nNepeHoca XUPHbIX KUCJIOT € Y4aCTUEM KOSH3HUMa A

o B PCAKIUAX CUHTC3a KUPHLIX KHUCJIOT, TPHALTWJITJIULCPOJIOB U (I)OC(I)OJ'II/IHI/IIIOB,
0 B pC€aKNUAX CHUHTE3a al€THJIXOJUHA 1 TIIMKO3AMHUHOIJTUKAHOB, 06p830BaHI/I$I l"PIl'[l'[ypOBOI‘/‘I
KHCJIOTHI U KEJIIHBbIX KHCJIOT.



BumamuHsbi 48

'MnoBMTaMMHO3

IIpuunna. [Tunesas HEIOCTATOYHOCTD.

Kinnunveckas kaptuna. [Ipossisiercsd B Buie neAnoaaJIruu (3puTpoMearii) — Nopaxe-
HUE€ MAJIbIX apTEPUN IUCTAJIBHBIX OTIEIOB HUKHUX KOHEYHOCTEH, CUMIITOMOM SIBJISIETCS JKKEHUE B
cronax. B skcnepumenTe nposiBisieTcs noceeHue Bosoc, nopaxenne koxu u KKT, quchynkunn
HEPBHOU CHCTEMBI, AUCTPOGHs HAIINOYSCUHHUKOB, CTEATO3 MEUYCHH, alaTusi, ICIPECCHsl, MbIIICYHAs
c11aboCTh, CyJOPOTH.

Ho Tak kak BUTaMMH €CTh BO BCEX ITPOAYKTAX, THIIOBUTAMUHO3 BCTPEYAETCS OUYEHBb PEMKO.

JlekapcTBEHHbIE (hOPMBI
IlanTOTEHAT KaJIbIUs, KOPH3UM A.

BUTAMUH Bs (MMPUOOKCUH, AHTULOEPMATUTHBIN)

NcToYHMKN
Butamunowm Goratsl 3maku, 6000BbIE, TPOXKKH, ME€UEHb, TTOUYKH, MSCO, TAK)KE CHUHTE3UPYETCS
KHIIICYHBIMHA 6aKT€pI/I$[MI/I.

CyTo4Hasa noTpebHOCTb
1,5-2,0 mr

CtpoeHue
BurtamuH cymiectByeT B Buje nupugokcuHa. Ero koepMeHTHBIMU (popMaMu SBIISIOTCS TUPH-
nokcanbhocdar u nupugokcamuHdocdar.

NH2

H o

/ I
CH20H 4 CHp

HO. CHoOH HO, CH2-0-P-0— HO, CH-0-P-0—
0y L L ]I\)ﬁ/ Tl
- p/ = y/ (o)

HzCc” "N HzC” N Hzc” N

MupuaokenH Mupupokcanbdocdar MupuaokcamuHdgocdar

CTpoeHune MUPUIOKCHHA U €r0 KOpepMEHTHBIX (hopm

Buoxnmmnyeckme pyHKLNK
1. SBnsercsa kodepmentoM ¢ocdopuiiassl rukoreHa (50% Bcero BUTaMHHA HAXOJWUTCS B MBIIII-
11aX), Y9aCTBYeT B CHHTE3€ remMa, GocoIuumI0B U CHUHTOJIUITHIOB.
2. HaunbGonee u3BectHas GyHKINS MUPUIOKCHHOBBIX KO(DEPMEHTOB — EPEHOC AMUHOTPYIIT U Kap-
OOKCHJIbHBIX I'PYI B peaklMsIX MeTa00IM3Ma aMUHOKUCIIOT:
o Ko(epMeHT aMHHOTpaHcdepas, MEPEHOCAIINX aMHUHOTPYIIIBI MEX 1y aMUHOKHUCIIOTaMH,

CH3—CH—CO00~ CH3—ﬁ—COO‘
NH3* AnaHuHaMuHo-
AnaHuH mpancepasa MuposuHorpagHas
Mupudokcansgocgam KucnoTa
-ooc—cnz—cnz—ﬁ—coo- ~00C—CHy—CHy —CH—CO0O0~
) NH3*
o-KeTornyTaposas kucnora myTamuHoBas kucnora

[Tpumep peakuuu ¢ yyactuem nupuaokcanbgocdara

o Ko(epMeHT AeKapOoKcHIa3, YIaCTBYIOIIUX B CHHTE3€ OMOT€HHBIX aMUHOB M3 aMHUHOKHUCIIOT,
Hanpumep, [T AMK (y-aMuHOMacisiHasi KUCI0Ta, TPed.: Y — raMMa) U3 TIIyTaMHHOBOM KHCJIOTHI.
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'MnoBMTaMMHO3

IIpuynna. [IumeBas HEJOCTaTOUHOCTb, XPAHEHUE MPOJIYKTOB HA CBETY U KOHCEPBUPOBAHMUE,
WCTIOJb30BAHUE psAa JEeKapcTB (aHTHTYyOepKyne3Hbie cpenctBa, L-JIODA, scTporeHsl B cocTaBe
IIPOTUBO3aYaTOYHBIX CPEACTB), OEPEMEHHOCTD, AJIKOTOJIM3M.

Kannuveckasn kaptuHa. [loBenmennas Bo30yaumocts [[THC, smunentudopmMHubie CyI0porH
(u3-3a Hemoctarka cuHreza ["AMK), nonuneBpuThl, nemu1arponof00HbIE 1EPMATUTBI, SPUTEMBI U
MIUTMEHTALUS KOXKH, OTEKH, aHEMUH.

JlekapcTBEHHbIE (hOPMBI
[Mupunokcun u mupugokcanbdocdar.

BUTAMUH C (ACKOPEUHOBASA KUCNOTA,
AHTUUWNHIOTHbIW)

NcTouHmKK
Caexue oBomu U GPYKTHI (1O YOBIBAHUIO KOJMYECTBA): IIUTIOBHUK,
CMOPOJIMHA, TEpell CIAIKHiA, YKpOIl, KalycTa, 3eMIISHHKA, KIyOHHKa, J—I
aneJIbCUHBI, JUMOHBI, MaJHHa. s
O—C
CyTo4Hasa noTpebHOCTb l
H
100 wmr.
HO-CH
CTpoeHue i

Burtamun aBisgercsa MMPON3BOAHBIM TI'JIFOKO3EI.
Crtpoenne ButamuHa C
Buoxmmunydeckne dyHKUNN

VYyacTie B OKHCJIUTEILHO-BOCCTAHOBUTEIBHBIX Pe€aknusAX B Ka-
9YeCTBE JIOHOPA AIEKTPOHOB!

O=(|I —I _I
HO—C Okcudopedykmasbi
Ho—cJ /" /’ \ \ O-CJ

02 Cy6ctpar Cv6 H0
cTpar 2
“O'CH BOCCTAHOBMEHHbIi oxm)::nerfubm HO—CH
HO-CH, = . HO-CH;
AckopbuHoBas [HerngpoackopbuHosas
KMUcnorta Kncnorta

MexaHuzm ydacTHs BUTaAMUHA C B OMOXMMHUYECKNX pe€akuusax

1. Peaknuu ruJpOKCHINPOBAHMS:

MPOJIMHA | JIM3UHA B UX THAPOKCH(POPMBI ITPH ''co3peBaHUU’ KOJLJIareHa,

P CUHTE3€ TMaTypPOHOBOM KUCIOTHI U XOHIPOUTHHCY/Ib(ATa, )KEeTUHBIX KHCIIOT,
NP CUHTE3€ KOPTUKOCTEPOUIOB, KATEXOJIAMUHOB U THPEOUIHBIX TOPMOHOB,

IIPHU CUHTE3€¢ OMOTCHHOTO aMHHA HEHpOMeIraTopa CepoOTOHHUHA,

o O O O

HoN— CH2 H2N—CH2

HQogamun-p-moHOOKCU2EHaA3A HO—CH

A@/‘/’\\ e

02  Ackop6uHoeas feaudpo-
Kucnoma ackopbuHoseasi
Lodsamin Kucnoma HopagpeHanuH

[Tpumep peakuuu ¢ yqyacTHeM acCKOpOMHOBOW KUCIOTBI
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o TIpU CHHTE3¢ KApHUTHHA (BUTAMHHOIOI00HOE BEIIeCTBO BT), HEOOXOMMOTO ISl OKHUCIICHHSI
KUPHBIX KHCIIOT.
2. BoccranoBaenne nona Fe>' B won Fe?* B xumeunnke (ynydieHne BcachlBaHUsI) U B KPOBH (BbI-
CBOOOKICHUE U3 CBSA3H C TPAHCPEPPUHOM).
3. YyacTie B HMMMYHHBIX peaKIUsX:
o TOBBIIIAET MPOIYKINIO 3aIUTHBIX OEIKOB HEHTPO(DUIIOB,
o BBICOKHUE JI03bl BUTAMUHA CTUMYJIUPYIOT OAKTEPULIUIHYIO aKTUBHOCTh U MUTPALII0 HEUTPO(DU-
JIOB.
4. AHTMOKCH/IAHTHAS POJIb.
BOCCTAHOBJIMBAET OKHUCJICHHBIN BUTaMHH E,
JUMHUTHPYET CBOOOTHOpAIMKAIBHBIE PEaKUU OJiaroapsi BOCCTAHOBIICHUIO aKTUBHBIX KUCIIO-
POJIHBIX PAaIUKaJIOB,
OTpaHUYMBAET BOCMAJICHUE,
CHIDKAET OKHCIIEHHUE JINTTOTIPOTEUHOB B TIa3M€ KPOBH U, TAKUM 00pa30M, OKa3bIBACT AHTHATE-
POreHHbI YPPEKT.

'MnoBuTamMmMHO3

Ipuunna. [TumnieBas HeOCTATOYHOCTD, U3JIMIIHSIS TETUIOBAst 00pabOTKa MHUIITH.

Kinunnueckasi kapruna. [{unra — HapyleHre CMHTE3a KOJUIareHa, ruallypoOHOBOM KUCTIOTHI U
XOHJIPOUTHHCYIb(}ATa, YTO MPUBOIUT K MOPAKCHUIO COEAMHUTENIbHOM TKAHU, JOMKOCTH U TIPOHU-
11aMOCTH KANMJUJISIPOB Y K YXYAIICHUIO 3aKUBJIeHUS paH. COmpoBOXKIaeTCs AereHepaleil 010H-
TO0JIACTOB 1 0CTE00JIACTOB, YXY/IIIAETCS COCTOSTHUE 3yOO0B.

OTMeuaeTcsi HapyIIeHHe UMMYHHMTETA, 0COOCHHO JIETOYHOTO, pa3BUBAeTCs 00mas ciaboCTh,
ObICTpasi yTOMJIAEMOCTb, TIOXY/IaHHE, OJIBIIIKA, OOJI B CEPIIE, 0TeK HIKHUX KOHEUHOCTEH. Y MyX-
YUH MPOUCXONUT CIUTIAHUE CIIEPMATO30HI0B U BOZHUKAET OecIioaue.

CHuxkaeTcsi BCachblBaeMOCTb JKejie3a B KUIIECYHUKE, YTO BBI3BIBAET HAPYIICHUE CHHTE3a reMOo-
rII00MHA U KeJ1e30e(PMIHUTHYI0 AaHeMHI0. YMEHbIIACTCS] aKTUBHOCTh (DOJTMEBON KHCIOTHI — 3TO
MPUBOJUT K Merajo0/JJacTHYECKO aHEMHUM.

VY nerei neunUT acCKOPOMHOBOW KUCIOTHI MPUBOANT K 0os1e3HH Mensiepa-bapaoy, nposs-
JISIOUIYIOCS B MOPaKEHUHU KOCTEH: pa3pacTaHue U MUHepaIu3alus Xpsiia, TOpMOKEHHE paccachiBa-
HUS Xpslla, KOPHITOBUIHOE 3alaJieHue TPYAUHbI, UICKPUBJICHUE UIMHHBIX TPyOUyaThIX KOCTEH HOT,
BBICTYIAIOUINE YeTKOOOpa3Hble KOHIIBI pedep. L[MHroTHbIe YeTKH, B OTJIMYHE OT PAXUTHUECKUX, 00-
JIC3HEHHBI.

JlekapcTBeHHbIE (hOpMbI
ACKOp6I/IHOBa}I KHCJIOTa YHUCTAas WM C TIIFOKO301.

BUTAMUH By (Bc, PONNEBASA KUCNOTA)

NcToYHMKN
PacTturenpHbIE HpO,HYKTLI, APOXKIKHU, MACO, IMCUCHb, ITOYKH, KCIITOK SHIIL. ButaMuH aKxTUBHO
CHUHTE3UPYETCS IPYKECTBEHHOW KUIIEYHONH MUKPODIOPOIA.

CyTou4Hasa noTpebHOCTb
400 Mxkr.

CtpoeHue

Burtamun MMpEACTaBJIACT 00011 KOMIIIEKC U3 TPpEX COCTABJIAIOMIUX — NTCPUJUHA, TTapaaMHUHO-
OEH301HON KHUCIIOTHI U FHYTaMHHOBOﬁ KHACJIOTEI. OCTaTKOB T JIyramMarta, COCAUHCHHBIX Y€PE3 Y-Kap-
OOKCHIJIbHYIO T'PYIIILY, MOXKET ObITh pa3HOE KOJIMYECTBO.
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00~ coo-

OH H
N )INJ/ CHp-NH @— E—NH-CH—CHZ—CHZ—COO‘ JI,', 5 CH2-NH E-NH—(IZH-CHZ-CHZ-COO‘
> L
HzN)QN N7 N”K\
Il1 H

MrepuanH MapaaMuHobeH3oHast [MyTamuHoBas .
Kucnorta Kucnora CrtpoeHne TeTparuapodoaneBoii KHCIOThI

Ctpoenue (oareBoit KHCIOTHI

Broxumunyeckune pyHkumnn
HenocpencrBennast GpyHKuus teTparuapodoineBol KHCIOTH — MePeHoc OHOYTJIePOIHBIX
(¢pparmenToB:
(¢bopmuia — B cocTaBe N5-(1)0 MuI-TI'OK u Nlo-(bopMHn-TFd)K,
METEHHJIA — B COCTaBe N5,N1 -meTeHUI-TT OK,
METHJICHA — B COCTaBe N5,N10-MemneH-TF®K,
METHJIAa — B COCTaBe N5-MeTHn-TFd)K,
(hopMHMHHA — B COCTaBe Ns-q)opMI/IMHHo-TFd)K.

O O O O

// =
oH , / C~H ; OH 7‘3—"“ 0 OH
5 5
IJYNYCHZ_NH{ 'I“)YNYCHZ_NH_C fl‘lék"/ CHz—NH—<:
NO-chopmun-TrdK NS-chopMuMmuHo-TIdK NS-meTun-TroK

¢ | T

OH OH /
J\(NH CHz-N—<: — N)\(NYCHZ—N—{ — YCHZ-N

N10-chopmun-TroK NONTU-meTernn-TroK NONTU-meTtunen-TroK

CTpoeHue 1 B3auMOINpeBpalleHle aKTUBHbIX (POpM
TeTparuapo(oaueBoii KHCIOTbI

bnaronaps crnocoGHOCTH IEPEHOCUTH OJTHOYTIIEPOIHBIE (PparMeHThl BATAMUH:
O Yy4YacTBYET B CHHTE3¢ NYPUHOBBIX OCHOBaHUI U THMUAUHMOHO(pOchaTa, 1, Clie10BaTeNbHO, B
cuntese JHK,
o ydacTByeT B OOMEHE aMHHOKHCJIOT — 00paTUMOE IpeBpalieHle MIUIMHA U CEpUHAa,
N°-metnn-TT K B3aMMOJICHCTBYET C BUTAMUHOM Bi2, ABIISISICH TOHOPOM METUJILHOW T'PYIIIbI
MIpH MPEBpaIEHUU TOMOLUCTENHA B METHOHHH.

NH3+ CepuH-okcumemun-  NHz*
| mpaHcgepasa
H(|:—CH2—0H < > clez
coo- / coo-
CepuH TroK muumH

NSN10.yemunen-TroK

[Tpumep peakuuu ¢ yyacTHEM TETPAruapoQoIneBoii KUCIOThI

'MnoBMTaMMHO3

Hpntmna. HI/IHIGBE[H HCEAOCTAaTOYHOCTb, KHUCJIBIC IPOAYKTHI, TCIIJIOBAA 06pa60TI<a YT,
npueM JekapcT (6apOUTypaThl, CyabhaHIIaAMUIbl U AaHTUOMOTHKH, HEKOTOPbIE IUTOCTATUKU — aMU-
HONTCPUH, MeTOTpeKcaT), AJIKOT'OJIN3M U 6epeMeHHOCTB.
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Kimmanyeckas kapTuHa. B nepByro ouepeab 3aTparuBaroTCsi Opraibl KPOBETBOPEHHUS: TAK KaK
KJIETKU HE TEPSIFOT CIIOCOOHOCTH PACTH, U B HUX Npoucxoaut Hapyumenue cunresa JJHK ¢ ocranos-
KOI1 JIeJIeHHs, TO ATO MPUBOMUT K 0OPa30BAHUIO METraj00/1acToB (KPYITHBIX KJIETOK) U Meraiooiia-
cTU4YeCcKOM aHeMuM. 1o TOM ke npuynHe oTMEedaeTcs JIeHKONeH s .

AHaJIOTMYHO Pa3BUBAETCS MOPAXKEHUE CIIM3UCTBIX KENYAKa U KUIIEYHOTO TPaKTa (racTPHUTHI,
IHTEPHUTHI), TITOCCHT.

OTtmeuaeTcs 3aMeJIEHUE poCcTa, KOHbIOHKTUBUT, YXYALICHUE 3aKUBJICHUS paH, UMMYHO1e(u-
IIUTBI, OKUBJICHUE XPOHUICCKUX MH(MEKINI U CyOheOprInTeT.

JlekapcTBEHHbIE (hOPMBI
®omHAaT KaJabIysl.

AHTUBUTaMVHBI

AnTuBUTAMUHOM Bg sBISIETCS Tpynmna JIeKapCTBEHHBIX aHTHOAKTEPHAIBHBIX COCIMHEHUMN
Cynb(haHMIAMHUIOB CTPYKTYPHO CXOKHX C KOMIOHEHTOM (DOTMEBOM KUCIOTHI — MapaaMUHO0EeH30ii-
Ho# kucnoroil (IIABK). B 6akrepuanbHON KIeTKe MPOUCXOIUT KOHKYPEHIIMS 3a aKTUBHBIN LIEHTP
(dbepmenTa u Hapymraetcs ucnosb3doBanue [IABK as cuntesa ¢omeBol KUCIOTHI, YTO BEJIET K Mpe-
KpAallleHUIO CUHTE3a TUMUIWIOBOTO HYKJIEOTHAA, onaBieHuto cunteza JJHK u pazmuoxxenus 6ak-

TEpUN.
NHz—@—COOH NHz@soz— NH2
MNapaamnHobeH3oHas
ittt CynbcaHunammg
CXO0IICTBO CTpOeHHs CyIb(haHUIaMHUIa U TTapaaMUHOOEH30MHOM
KHCJIOTBI, BXO/AIIEeH B cOCcTaB BUTaMruHa B9
BUTAMWUH B12 (KOBANAMUH, AHTUAHEMUYECKUN)

NcToYHmKn

W3 numieBbIx MpPOAyKTOB BUTAMUH COJAEPKAaT TOJBKO JKUBOTHBIE MPOAYKTHI: MEYEHb, PHIOA,
MMOYKH, MSCO. TakKe OH CHHTE3UPYETCS KUIIICYHOU MHUKPO(IOPOH, OJHAKO HE JOKa3aHa BO3MOXK-
HOCTh BCachIBaHUSI BUTaMUHa B HIDKHUX oTaenax XKKT.

CyTo4Hasa noTpebHOCTb
2,5-5,0 mkr.

CtpoeHue

LIMaHKOGANIAMUH COLCPXKUT 4 IUPPONBHBIX KOJIbLA, HOH KoGalbTa (¢ BaleHTHOCTb0 0T Co°”
hi (o) C06+), rpynny CN™. B opranusme npu cuHTe3e KopepMeHTHBIX GopM nuanuanas rpynmna CN™
3aMEHSETCS MeTHJIbHOM WK 5'-1e30KCHa eHO3UIbHOIM.

MeTabonuam

Jlnist BcachIBaHUS B KUIIIEYHHKE He00XoauM BHYyTpeHHMi (paktop Kacaa — rimkonporeuH,
CHUHTE3UPYEMbIH 0OKIIQJIOYHBIMH KJICTKAMU XKeJTyJKa. B KpoBH TpaHCTIOPTUPYETCS B BUIE TUAPOKCH-
KoOaslaMyHa cnerupuIecKUMH TPAHCTIOPTHBIMU Oesikamu (0ol- U B-TJI00yIHHAMH).

Buoxummnyeckme pyHKLNK
Buramun B12 ydacTByeT B IBYX BUAAX PEAKUMH — PEAKIUU M30MEPU3ALMH U METHIHPOBa-
HUA.
1. OcHoBoit H30MEPU3YIOLIET0 )lei/‘lCTBI/Iﬂ BUTaMHHAa B12 SIBIISIETCSI BO3MOKHOCTh CIIOCOOCTBOBATH
MEPEHOCY aTOMa BOJIOPO/Ia Ha aTOM yriiepoaa B 0OMEH Ha Kakyro-110o rpymiy.



biokhimija.ru TumunH O.A. Jlekumm no obuier Guoxmnmmm (2020r) 53

HN3omepa3sbl
l I He3okcuadeHo3un-kobanamuH I l

lNMepemeweHne
aroma H or atoma Cy kK Co,
rpynrnsl R ot atoma C> k Cyq

Mexanu3Mm ydactusi BuUTaMuHa B12 B peakunu n3omepuszanuu

o} o}
| Memunmanonun-SKoA
THZ—T:H—C~S-K0A uzomepasa ~00C-CH2-CHp—-C~S-KoA
H 00~ [e3okcuadeHo3un-
MeTunmanoHun-SKoA Ko6anamuH CykumHun-SKoA

[Ipumep peakuu n30MepHU3aLMy ¢ ydacTueM BUTaMuHa B2

DT0 UMeeT 3HaYEHHE B IIPOLIECCE OKUCIICHNS OCTATKOB KMPHBIX KHCJIOT € HEYeTHBIM YMCJI0M
aTOMOB YIJIEpOJa, IPU YTWIN3ALKUK YIIIEPOJHOTO CKEJIETa TPEOHHHA, BAJIMHA, JICHIHMHA, U30J1eH-
LIMHA, METHOHMHA, OOKOBOH 1IEMIH X0JIecTepoa MpH KOTOPOM 00pa3yeTcs OCTaTOK MPOMHOHOBOM
KHUCJIOTBI, KOTOPBHIM KapOOKCUIUPYETCsl O METWIMAJIOHMWIIA U Jajee MpeBpaliaeTcs B CyKIUHUII-
SKoA — merabomut LTK.

2. B peaknuy TpaHCMETHJIMPOBAHUS TIPH CHHTE3¢ METHOHWHA METHIIKOOAIIaMUH BBICTYIIAET IIO-
cpenaukoM mipu riepernoce CHz-rpymmer ot MeTrn-TI' @K Ha romoriicTens.

Ns5-memun-Tr @K TS

T‘Hz U ?Hz
HC—CHy—CHy— SH »  HC—CHy;—CHy—S—CHj
FomoyucmeuxH:mempaaudpogonam

COOH mMemunmpatncgpepasa COCH
MomouuncTenH Memunko6anamux MeTnoHuH

ITprmep peakuu METHIIMPOBaHMs C ydacTHeM BUTaMKHa B12

'MnoBuTamMmMHoO3

IIpuunna. Y BererapuaHiieB — NuileBas HEIOCTATOYHOCTh, OJHAKO Yallle MPUYNHON SBIISIETCS
HE OTCYTCTBHE B IHIIIE, a MJIOXOE€ BCACHIBAHUE B pe3ysbTare 3a00JIeBaHUMN JKETyKa U KUIICYHUKA
(atpoduyeckuii racTpUT U SHTCPHUTHI).

Taxke nHOT]a BCTPEUYAIOTCS ayTOUMMYHHbBIE HAPYIIECHUS, TPU KOTOPBIX 00pa3yloTCs aHTUTENA
NPOTHUB OOKJIaJ0YHBIX KJIETOK KEIyIKa W MPOTHB BHyTpeHHero ¢akropa Kacna (mepHUIHO3HAsS
aHeMMsl), YTO MPEMATCTBYET BCACHIBAHHMIO BUTAMHUHA.

Kinununuyeckasi KapTuHa.

1. MakpouuTapHasi aHeMHus, IIPY KOTOPOH KOJIUYECTBO IPUTPOIMTOB CHUKEHO B 3-4 paza. OHa
BO3ZHMKAET Yallle Y MOXKUIIBIX, HO MOKET ObITh U y eTeil. HemocpencTBeHHOM MPUUUHON aHeMUU
SBIISeTCA ToTepsi (PoIMeBON KUCIOTHI KIETKaMH MPH HEJAOCTATOYHOCTH BHUTaMHMHA Bi12 U, Kak
CJIE/ICTBHE, 3aMEJICHUE JICICHHS KJIETOK M3-3a CHMXKEHHSI CUHTE3a IIyPUHOBBIX HYKJIEOTUIOB U
TMO.

2. HeBpoJsioruyeckue HapyIIeHHs:

o 3aMelJICHUE OKUCIIEHUS )KUPHBIX KHCIIOT C HEUETHBIM YHCIIOM aTOMOB yIJIepoJa U HAKOTUICHHE
TOKCUYHOTO METHJIMAJIOHATa BBI3bIBAET KMPOBYI0 IMCTPOPHI0 HEHPOHOB U AeMHEJIMHU3A-
M0 HEPBHBIX BOJIOKOH. DTO MPOSIBISAETCA B OHEMEHUU KUCTEN W CTOI, yXYAUIEHUU MaMSTH,
HapyIIEHUU TTOXOJKH, CHIP)KEHUH KOYKHOM YyBCTBUTEIBLHOCTH, HAPYLIEHUH CYyXOXHIbHBIX pe-
(hekcoB (axXUIIOB, KOJICHHBIH ),
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o0 HCEXBATKa MCTHOHHHA OIIOCPCAYCT CHMIKCHUC aKTUBHOCTHU peaKum”I MCTUJIMPOBAHUA, B HaCTHO-
CTH, YMCHbIIACTCA CUHTC3 HeﬁpOMe):[MaTopa AIECTHJIXO0JIMHA.

JlekapcTBeHHbIE (hOPMbI
[uankoOamaMuH, KoOaMaMul, OKCHKOOAIaMUH.

BUWTAMWUH H (BMOTUH, AHTUCEBOPEWHbIN)

NcTOoYHMKN
W3 nunieBbIX NpoOAyKTOB BUTAMUH COAEPIKAT IIEUEHB, ITOYKHU, TOPOX, COsl, BETHAs KalycTa,
rpu0bl. Takxke OH CHHTE3UPYETCS KHIIEYHOH MUKPODIOPOH.

CyTo4Hasa noTpebHOCTb o

150-200 Mxr. )&
HN” “NH
CtpoeHue
CH2—-CH2-CH9—CH2-COO~
I'eTepouuknnyeckasl 4acTb MOJEKYJIbl COCTOUT M3 UMHUAA30JIb- S

HOTO 1 THO(EHOHOBOTO ITUKIIOB. K mocienneMy npucoeuHeHa Baje-
puaHoBas kucioTa, kotopas uepe3 COOH-rpymnmy cBsi3piBaeTcs ¢ Jiu-
3UHOM O€JIKOBOM YacCTH MOJIEKYJIbl. BUOTHH-TN3MHOBBIN KOHBIOTAT HO-
CUT Ha3BaHUE OMOLMTHH.

Crpoenune OMOTHHA

Buoxmmmnyeckne yHKLnK
buotun yuactByer B mepenoce CO2 nmu6o u3 HCO3™ (peakiuu kapOOKCHUIMPOBAHMUS), JTHOO
ot R-COOH (peaxkiust TpaHCKapOOKCHIMPOBAHUS). ITOT MEPEHOC HEOOXO MM

o TIPH CMHTe3e 0KcaJ0aneTraTa — OMOTHH HaXOJUTCS B COCTaBe MUpyBaTKapOokcuiasbl (cm "O0-
MEH yTi1eBo10B"), 4TO 0OecreynBaeT Mo iep>KaHle aKTUBHOCTH LIUKJIA TPUKAPOOHOBBIX KUCIIOT
U TJIFOKOHEOTeHe3a,

o B CHHTe3e JKUPHBIX KHCJIOT — OMOTHH HAaXOUTCS B cocTaBe aneTuia-SKoA-kapOokcunassl (cMm
"OOMeH numnuaoB"),

0 B YTHJIM3allU Pa3BeTBJEHHBIX YIJIEPOAHBIX Leneil npu karadoau3Me JIeHlnHa, H301eHIInHa
1 HEKOTOPBIX )KMUPHBIX KHCIOT — HaXOJUTCs B cocTaBe nponuoHmi-SKoA-kapbokcumaszsl, 00-
pasytomeid MmetunManonun-SKoA. B manpuelimem metrmiManoHm-SKoA merabonusupyer B
peaKuuu U30Mepr3alliy ¢ ydacTueM BuTamuHa B12.

Mponuoxnun-SKoA

kap6okcunaia
ﬁ BuomuH |
CH3-CHp—-C~S-KoA > THZ—TH—C~S-K0A
/-> H Coo-
MponnoHnn-SKoA £22 MeTtunmanoHnun-SKoA

[Tpumep ydactus BuTaMuHa H B OMOXMMUYECKUX PEaKIUIX

'MnoBMTaMMHO3

Hpnqnﬂa. I[I/IC6aKTepI/IOS U KOMIUJICKCHOC HAPpYIICHHUE NTOCTYIUICHUA BUTAMUHOB, HAlIpUMEDP,
Ipyu JJIATCIIBHOM IIAPCHTCPAJIbHOM IIUTAHHUH. B OKCIICPUMCHTC MOXKCT 6bITB BBI3BAH HOTpe6HeHI/IeM
OOJBIINX KOJMYECTB CBHIPBIX AUl (HE MeHee 12 mTyK B JIeHb) B TEUEHHUE JIUTEIBHOTO BpeMeHu (2
He,[[eJ'II/I), T.K. B HUX COACPIKUTCA TINIUMKOIIPOTCHH aBU/IUH (aHTI/IBI/ITaMI/IH, CBSI3I>IB8.I-OIJ_II/II\/'I 6I/IOTI/IH).

KJII/IHI/I‘IGCK&H KaanHa. VY 4genoseka IMMPAKTHUYCCKHU HC BCTPECUACTCA. B SKCIICPUMCHTC 06Ha—
PYKUBAKOTCA AC€PMATUTEI, BBIACJICHUC JKHUPA CAJIbBHBIMHU KCJIC3aMU KOKU (ce6opeﬂ), MOPaXCHUC HOT'-
Teﬁ, BBIITAICHUC BOJIOC, aHEMU A, aHOPCKCUA, NCTIPCCCHUA, YCTAJIOCTh, COHJIUBOCTD.



®EPMEHTDI

OcHOBY BceX KM3HEHHBIX MPOIIECCOB COCTABISAIOT THICAYM XMMHUYECKUX pEaKLUi, KaTalu3u-
pyeMbIx pepmenTamu. 3HaueHue (HepMEHTOB TOYHO U 00paszHo onpenenui M.I1.I1amoB, Ha3BaB ux
"Bo30yauTensMu xu3HU' . Hapymenus B paboTe pepMEHTOB BeIyT K BOSHUKHOBEHHIO TSDKEIBIX 3a-
OoseBaHni ((PCHUIKETOHYPHS, TIMKOTEHO3bI, TATAKTO3EMUS, THPOSHUHEMUS) M CYIIECTBEHHOMY
CHIDKEHHIO KaueCTBa KHU3HH (AUCIUIIONPOTEHHEMUH, TeMOpuimn).

H3BecTHO, YTO IS OCY-

IIECTBJCHUS XUMHUYECKOH peak- ggfgggmggg“ Gapbep peakuym
MU HEO0OX0JAMMO, YTOOBI pearu- 4

pyrolue BeliecTBa UMEIU CyM-

MapHYIO SHEPTHUIO BhIIIE, YEM Be- S
JIM4YMHa, Ha3bIBacMasl dHEpreTude- UCXOPHBIXBELLIECTS
cKUM Oapbepom peakuuu. st xa-

PaKTEPUCTUKH BEIMYMHBI dHEpre-

THYECKOTO Oaphepa AppeHHyc

OHepreTudeckuii 6apbep peakumm
¢ hepMeHTOM

OHeprus
KOHEYHbIX BELLECTB

»
L

BBCJI IIOHATHUC 3Heprnn aKTuBa- Xopa peakuumn
uuu. IIpeogonenne sHeprum ax-
THUBALIMM B XHUMHUYECKOMN peaKknuu BenuunHa sHepruM akTMBaLMK peakLnuu

¢ pepMeEHTOM U O€3 HEro
JOCTUTaeTcsl MO0 yBETUYEHHEM

SHEPTHH  B3aUMOJICHCTBYIOIIUX
MOJIEKYJI, HAIIpUMeEp, HarpeBaHHEM, 00TydeHUEM, TIOBBIIIICHHEM JIaBJICHUS, THOO0 CHIDKEHHEM TpeOy-
eMBIX ISl PeaKIUH 3aTpaT SHEPTrUH (T.€. SHEPTHH aKTHBAIMH) TIPU MIOMOIIIH KaTaJln3aTOPOB.
ITo cBoeit hyHKITMU (hepMEHTHI SIBISIOTCS OMOJIOrMUYeCKMMU KaTtanu3atopamu. CyImHOCTb Jei-
cTBHsI PEPMEHTOB, TaK jk€ KaKk HEOPraHMYECKUX KaTaTu3aTOPOB, 3aKITF0UACTCS:
o B aKTUBAIMH MOJICKYJ pearupyromnux BemecTB,
o B pa30OMECHHUU pEaKIMH Ha HECKOJIbKO CTaJUi, YHEPTeTUYCCKUH Oaphep KaKIOW M3 KOTOPBIX
HW)KE TAaKOBOTO OOIIEH peaKIuH.
O/HaKO PHEPreTHYECKU HEBO3MOXKHBIC peakiiu (pepMEHThI KaTaau3upoBaTh HEe OYAyT, OHU
YCKOPSIFOT TOJIBKO T€ PEAKIIUU, KOTOPHIE MOTYT HIITH B JAHHBIX YCIIOBUSX.

OTAMNbl ®PEPMEHTATUBHOIO KATANIU3A

B (dbepMeHTaTHBHO# peaKkuyu MOXKHO BBIJICITUTH CJICYIOIIHE ITAIIbI:
1. Tlpucoenunenue cyocrpara (S) k dpepmenty (E) ¢ obpazoBanuem (hepMeHT-CYyOCTPATHOTO KOM-
mwiekca (E-S).
2. IlpeobpazoBanue QepMeHT-CyOCTpaTHOTO
KOMIUIEKCA B OJIMH MJIM HECKOJIBKO Iepe- E +S «—» E-S<«—» E-X<«—>E-P«——>E+P
X0aHBIX KoMIutekcoB (E-X) 3a omHy wiu
HECKOJIBKO CTaIMi. Otanbl pepMEHTATUBHOIO KaTajlnu3a
3. IlpeBpaiieHue nepexoTHOT0 KOMILIEKCa B
komriuteke hepmeHT-poaykt (E-P).
4. OtneneHre KOHEYHBIX TPOIYKTOB OT (pepMeHTa.

MEXAHU3Mbl KATANTU3A

1. Kuc/10THO-0CHOBHO# KaTaJIU3 — B aKTUBHOM HOCHTPC (bepMeHTa Haxo4ATCA I'PYIIIIbI CIICIIU-
(bI/IqHLIX AMHUHOKHCIIOTHBIX OCTATKOB, KOTOPBIC ABJIAIOTCS XOPOIIHUMHU JOHOPAMH UJIKM aKOCUTOPAMHA
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MPOTOHOB. Takue TPymIbl MPEACTABISAIOT COO0I MOIIHBIE KaTATM3aTOPBl MHOTHUX OPTaHHUYECKUX pe-
aKIUH.

2. KoBajeHTHBIH KaTajiu3 — (epMeHTHl pearu- JloHOpBI AKuenTopsl
PYIOT CO CBOUMH CyOCTpaTamu, 00pasys mpu MOMOIIIH KO- -COOH -COO
BAJICHTHBIX CBs3€H O4YeHb HecTaOWIbHBIE (epMEeHT-CyO- -NH3* -NH3
CTpaTHbIE KOMILJIEKCHI, U3 KOTOPBIX B X0JI€¢ BHYTpUMOJIe- -SH -S™
KYJISIPHBIX TIEPECTPOEK 00Pa3yIOTCs MIPOAYKThI PEaKIUH. -OH -O”

TUNbl PEPMEHTATUBHbIX PEAKL N

1. Tun ""nuHr-moHr"" — epMeHT CHaYaja B3auMOJICHCTBYET C cydcTparoM A, oTOHpast y Hero
KaKue-11u00 XMMUYECKHE TPYIIIBI U MIPEBpaliiasi €ro B COOTBETCTBYIOIIUHM MPOIYKT Pa. 3aTeM k dep-
MEHTY IpHUCOeAUHsIeTCs cyocTpaT B, momydaromuii 3Tu xumuyeckue rpymisl. [IpumepoM sBistoTcs
peaxkiuu nepeHoca aMMHOTPYII OT aMUHOKHUCIIOT Ha KETOKUCIIOTHI (cM "TpaHncamMmuHupoBanue").

2. Tun nocJie10BaTeJIbHBIX peakuuii — K pepMeHTy MoCiie0BaTeLHO MPUCOSTNHSIOTCS Cy0-
cTpathl A u B, 00pasys "TpoitHol koMmIuiekc", mocne yero ocyuecTnisiercs katanus. [Ipoaykrsl pe-
akuun Pa u Pg Taxoke mociie1oBaTebHO OTIHICTUIFOTCS OT (pepMEHTa.

g
A W e cha

B

E-A-B

P
Pa
(DepMeHTf}T”BHaﬂ PeAKIHA depMeHTaTUBHAs peakLus
10 TUMY ~ MHHI-MOHT M0 TUIMY “TOCJIeA0BaATENbHbIX PeaKLUii”

3. Tun cay4daiiHpIx B3auMojeiicTBUii — cyocTpaTel A U B mpucoenuHsroTcs Kk hepMeHTy B
JI000M TMOPSIIKE, HEYOPAI0OUEHHO, U TIOCTIE KaTallu3a TaK jK€ OTIIEIUISFOTCS.

A
E_Kz, E-A B PA E-Pg —>J E

T
=

E—>E-B A EPA—~—E
B Pe A\
A

E-A-B—E-Pa-Pg

®epMeHTaTUBHAs PeaKLMs
1o Tuny “ciayyaiHblX B3aMMOAECHCTBUIA™
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CxoOocTBO UM OTNUYNA ®EPMEHTOB U
HEOPITrAHUYECKUX KATAJIN3ATOPOB

CxoacrTBo Orauuus
1. KatanusupyroT TOJIbKO 3HEPTETUYECKU 1. CxopocTh (epMEHTATUBHON pEaKIIUU
BO3MOJKHBIE PEAKIIUH. HaMHOTO BBIIIIE.
2. He M3MEHSIOT HANIPaBIICHUS PEAKIIHH. 2. Bricokas crienu(uaHOCTb.
3. YCKOPSIOT HACTYIUIEHHE paBHOBECHUS peak- | 3. Msrkue ycroBusi paboTsl (BHYTPHKIIETOY-
IIMH, HO HE CABUTAIOT €T0. HEIC).
4. He pacxoayroTcsi B IpoIiecce peakiu. 4. BO3MOXHOCTB PeryJupoBaHusi CKOPOCTH pe-
aKIUH.
5. CkopocTh (pepMEHTATUBHON PEAKIIMH MPO-
MOPIMOHAIbHA KOJIMYECTBY (pepMeHTa.

CTPOEHWE ®EPMEHTOB

JlaBHO BBISICHEHO, YTO BCE (DEPMEHTHI ABIIAIOTCS OeIKaMu 1 00J1a/1al0T BCEMH CBOMCTBaMHU Oell-
koB. [lo106HO Genkam OHM IETISATCS Ha MPOCThIE U CJI0KHbIE.

[IpocTthie (hepMEHTHI COCTOSAT TOJIBKO M3 aMUHOKHUCIOT — HAallpUMeEp, NETNCHH, TPUIICHH, JIU30-
M.

Crnoxubie GhepMeHTH (X010()epMeHThI) HMEIOT B CBOEM COCTaBE OEIKOBYIO YacTh, COCTOS-
IIyI0 U3 aMUHOKHUCIIOT — anogepMeHT, 1 HeOeIKOBYIO 4acTh — KogakTop. Kodakrop, B cBorO oue-
penb, MOXKET Ha3bIBaThCs KO(epMeHTOM K MpocTeTHYecKoil rpynmnoii. [Ipumepom MoryT ObITh
cykruHaTaeruaporenasa (cogepkut ®AJl), amuaotpancdepassl (comepxar nupuaokcaibdocdar),
nepokcuaasa (COACPKUT TEM).

Cy6etpar

Katanutnyeckuin  AKOpHbINA
dacrok y4acTok
~
AKTUBHbIV LIEHTP

@epmenm

Cxema CTPOCHHS aKTHBHOTI'O LIEHTPA (])epmeHTa

VY cioXKHBIX ()EPMEHTOB B aKTUBHOM IIEHTPE 005S3aTeIbHO PACHOJIOKEHBI (PYHKINOHAIbHBIE
rpymnmnbl kogakropa. Kodakrop ydacTByeT B CBS3bIBaHMM CYOCTpaTa WM B €r0 MpeBpaiieHun. J{is
OCYILIECTBIICHUS KaTaJln3a He0OX0IUM MOJTHOLIEHHBIM KOMIUIEKC anobenka u kohakTopa, Mo OTAelNb-
HOCTH KaTajJu3 OHU OCYIIECTBUTH HE MOTYT.
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Kogpakmop
l“ = ‘~‘\\
4"
QopmupoBaHue L T meeeee=T L
aKTUBHOIO
LeHTpa
—_—
Anogepmenm Xonoghepmenm

Cxema (hopMHPOBaHUS CIIOKHOTO (hpepMeHTa

2. Annocrepuyeckmii teHTp (allos — gyxoif) — EHTp peryasiiuyu akTHBHOCTH (pepMEHTa, KO-
TOPBIN MIPOCTPAHCTBEHHO OTJIEJIEH OT aKTMBHOIO LIEHTpa U UMeeTcsl He y BceX (hepmMeHTOB. CBA3bI-
BaHUE C AJUIOCTEPUUYECKUM LIEHTPOM KaKoi-TMO0 MOJIEKYIbI (Ha3bIBAEMOW aKTUBATOPOM MJIM MHTH-
O6uTOopoM, a Takke 3P(HEeKTOpOM, MOAYIATOPOM, PETYIITOPOM) BBI3BIBAET U3MEHEHNE KOH(PUTypaliu
Oenka-(pepMeHTa U, Kak CJIEICTBUE, CKOPOCTH (pepMEHTATUBHON peakiuu. B kauecTBe Takoro pery-
JISTOPa MOKET BBICTYNATh MPOAYKT JAaHHOW MJIM OJHOM U3 MOCIENYIOIINX PeaKIHii, cyocTpaT peak-
LMY WK UHOE BeulecTBO (cM "Perymsiuus akTuBHOCTH (hepMeHTOB").

Annocrepudeckre (pepMEeHTHI SBISAIOTCSA MOJUMMEPHbIMU 0eJIKaMM, UX aKTUBHBIA U peryis-
TOPHBIN LIEHTPBI HAXOATCS B Pa3HBIX CyObeIMHUIIAX.

Kamanumuueckas™
cy6nedHuya AKTUBHbI LIEHTP

Pea2ynamopHas

cy bedHuya Annomepmqecmw

LieHTp

Sgphexkmop

CxemaTnuHoe U300pakeHHe aiocTepuueckoro pepmeHTa

N30®EPMEHTHI

N3odepMeHThI — 3TO MOJIEKYJISIpHBIE (POPMBI OJHOTO M TOTO K€ (DepMeHTa, BOSHHKIIUE B pe-
3yJIbTaTe HEOOJBIINX TCHETUYCCKUX PA3IMYHid B IEPBHYHON CTPYKTYpe (hepMEeHTa, HO KaTaIu3upy-
IOIIKE OJHY U TY K€ PeaKIuIo.

W30 epMeHThI OTIIHYAOTCS CPOACTBOM K CYOCTpaTy, MAaKCUMAIbHOW CKOPOCTH KaTalIU3UPY-
€MOM peaKIMy, Pa3HON YYBCTBUTEJIBHOCTH K PEryisaTopaM (MHTHOUTOPBI U aKTUBATOPHI), YCJI0-
BUSIM paboThl (onTUMYM PH 1 Temneparypsi).

Kak npaBuiio, n30pepMeHTh HIMEIOT YeTBEPTUYHYIO CTPYKTYPY, T.€. COCTOSIT U3 IBYX WJIH 00-
nee cyobenuuuil. Hampumep, muMmepHbii (hepMEHT KpeaTHHKHHA3a MPEJICTaBIICH TpeMs u3odep-
MEHTHBIMH (DOPMaMH, COCTABICHHBIMH U3 IBYX THIOB CyObeauuuil: M (anri. muscle — mpiiia) u B
(aura. brain — mosr). Kpearnnkunasa-1 cocTout u3 cyObeAnHuIl THIA B, ToKanu3yeTcs B TOJIOBHOM
MO3re, KpeaTHHKHHA3a-2 — 1o ogHoi M u B cyObennHuIile akTuBHA B MHOKap/e, KpeaTHHKHHa3a-3 —
nBe M-cyObeqMHUIIBI, Cielu(UYHA I CKeJIETHON MBITIIIBI.
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Kpeamunkunasa

KK-1 KK-2 KK-3 KpeatuH + ATO » KpeatuHdoccar + AN

M30(1)epMeHTBI KPEaTUHKMHA3BI Peakuus, KaTaJiudupyemas eraTI/IHKI/IHa?)Oﬁ

Eme ogauM mpuMepoMm n30(EpMEHTOB SIBISICTCS TPYIINAa FeKCOKHHA3, KOTOpPBIE MPHCOEIH-
HSIOT (hocaTHYIO IPYIITY K TIIOKO3€ U BOBJIEKAIOT IITFOKO3Y B PEAKIIUU KIETOYHOTO METa00IM3Ma.
W3 yetbipex n30(pepMEeHTOB BbIACIICTCS TekcokrHasa |V (riokokuHa3za) KoTopas OTINYAeTCs OT
OCTaJIbHBIX M30()EPMEHTOB HU3KUM CPOJICTBOM K TIIFOKO3€ M HEUYBCTBUTEIHLHOCTHIO K HHTHOMPOBa-
HUIO MTPOJYKTOM PEAKIIUH.

Taxoke CymiecTByeT maTh U30PepMeHTOB JakTaTaeruaporedassl (JIAI') — pepmenta, yuacr-
BYIOIIETO B 0OMEHE IUII0KO03bl. OTINUNS MEXAY HUMH 3aKJIF0OYAIOTCSl B pA3HOM COOTHOLIEHUH CYOb-
emuann H (anri. heart — cepane) u M (anrn. muscle — mpimna). Jlakrataeruaporenasst Tumos 1 (Ha)
u 2 (H3M1) mprcyTCTBYIOT B TKaHSIX ¢ a9pOOHBIM 0OMEHOM (MHOKap/I, MO3T', KOPKOBBIH CJIO# MOYEK),
0071a/1a10T BBICOKUM CPOJICTBOM K MOJIOYHOM KHCJIOTE (JJaKTaTy) U NpeBpaiarot ero B nupysart. JII-
4 (H1M3) u JIAT-5 (M4) HaxoasTCs B TKaHSIX, CKJIOHHBIX K aHaYPOOHOMY 0OMeHY (Te4eHb, CKeleT-
HBIC MBIIIIIBI, KOXKa, MO3TOBOM CJIOH TMOYeK), 00JaIaf0T HU3KUM CPOJICTBOM K JIAKTATy M KaTaln3Hu-
PYIOT IpeBpalleHue MUpyBaTa B JIAKTaT. B TKaHAX ¢ MPOMEXYTOUYHBIM TUIIOM OOMeHa (celle3eHKa,
MOJDKENTYIOYHAS JKele3a, HaAMOYeUHUKH, TuMdatudeckue y3ibl) npeodnagaet JIII-3 (HoMy).

33 83 83 83 &2
MupoBuHorpagHas . > MonouyHas
() ) X)) ()(m) () PSP . ..

kucnota “ kucnora
nar-1 ngr-2 ngQr-3 ngr-4 - ngr-$ nar-1

H3odepmeHThI TaKTaTAernAPOreHa3bl Omnnune B peiicteuu JIA-1 n JIAT-5

MyYnbTU®EPMEHTHBIE KOMIJIEKChI

B MymbTHdEpMEHTHOM KOMIUIEKCE He-
ckosbkO (epmentoB (Hampumep, Ei1, Ep, E3)
MPOYHO CBSI3aHBI MEXIY COOOW B CSIUHBIH KOM- ®epmenm 1| ®epmenm 2| depmenm 3
IUIGKC ¥ OCYIICCTBIISIFOT PSIJI ITOCIIEIOBATEIbHBIX
peaKiuii, B KOTOPBIX MPOJIYKT PEAKIIMH HETIOCPE/-
CTBCHHO TepelacTCsl Ha CIeAYImUi (QepMEHT |
SIBIISIETCST TOJIBKO ero cyoctpaTom. biaromapst Ta-
KUM KOMILJICKCAM 3HAYHUTEIBHO YCKOPSIETCS CKO-
POCTB TMPEBPAIICHUS MOJICKYII.

K HMM OTHOCSTCS, Hampumep, MUPyBaT/e-
THAPOTeHA3HBINH KOMILJICKC, MPEBpaIatoIIui MH-
pyBar B anetui-SKoA, a-kKeToriryrapar—aeruiporeHa3Hblii KOMIUIEKC, IPEBPAIIAIOIIUNA O-KEeTO-
riyTapaT B CyKUMHUI-SKOA, KOMITJIEKC MO/ Ha3BaHUEM ''CHHTA3a JKMPHBIX KUCJIOT" (MU MalbMU-
TaTCHHTAa3a), CHHTE3UPYIOIINI TaJIbMUTHHOBYIO KHCIIOTY.

Cybetpar A B ] Cy6ctpar D

Cxema paboTbl MyJIbTH(EPMEHETHOTO KOMILIEKCA



®epmeHmMbI 60

NMPUHUUNBI KOJIMMECTBEHHOIO ONPEOENEHNA
AKTUBHOCTU ®EPMEHTOB

1. AKTHBHOCTH (pepMEHTA BEIPAXKAETCSI B CKOPOCTH HAKOILJICHHSI TIPOTYKTA UITH CKOPOCTH YOBLITH Cy0-
cTpaTa B Iepecyere Ha KOJMYECTBO MaTepuaa, ColepKamero GepMeHT.

KonuuectBo mpopykra uinm cydctpata

AKTUBHOCTH (pepMeHTa =
KomuuectBo Bpemenn x Macca win 00beM TpoObI

B npakTuke 00bIYHO UCTIOJIB3YIOT:
0 €IUHUIBI KOJIMYECTBA BEUIECTBA — MOJIb (M IPOU3BOJHBIE MMOJIb, MKMOJIb), FPaMM (KT, MI'),
o €IUHUIBI BpEMEHU — MUHYTA, Yac, CEKyH/a,
0 €IUHUIBI MAaCChl UM 00beMa — rpamm (KT, Mr), JTUTp (M).
AKTUBHO HCIOJIB3YIOTCSI U JpYTH€ MPOU3BOAHBIE — KATAJ (MOJIB/C), MEKIYHAPOIHASl €1U-

Huna akruHocTH (ME, Unit) cooTBeTCTBYEeT MKMOJIB/MUH.

Takum oOpa3oM, aKTHBHOCTh ()EpMEHTa MOXKET BBIPAXKATHCS, HANPUMEDP, B MMOJb/CXII,

r/gacxn, ME/m1, kat/Mi 1 T.1.

2. Co3nanue CTAaHAAPTHBIX YCJIOBH, YTOOBI MOXXHO OBIJIO CPAaBHUBATH PE3YJbTATHI, TOJTyYCHHBIC B
pasHbIX Jaboparopusix — ontumanbHas pH, u ¢ukcupoBanHas Temneparypa, Hanpumep, 25°C
umu 37°C, cobmroienne BpeMeHH HHKyOaIuu cyoctpara ¢ hepMeHTOM.

3. H30bITOK cyOcTpaTa, 9ToOBI pabOTAIH BCe UMEIOIINECS B PACTBOPE MOJICKYIIBI ()epMEHTA.

CBONCTBA ®EPMEHTOB

1. 3aBuCHMOCTH AKTUBHOCTH epMeHTa OT TeM-
nepaTrypbl — OMMUCHIBAETCS KOJOKOJI000pa3HO# CKOpOCTb
KpPUBOM ¢ MaKCUMyMOM CKOPOCTH TIpH 3Hade- peakummn BonswuNcmeo
HUSX ONTHMAIILHON TEMIIEPATypPhI IS JaHHOIO pepmenmoe
dbepmenTa.

3aKOH O MOBBIIMICHUH CKOPOCTH PEAKIIUU B 2-
4 paza mpu moBbIIeHUH TemriiepaTypsl Ha 10°C
CIpaBeUIUB U 111 (PEpMEHTATUBHBIX PEAKIIUN, HO .
TOJIBKO B mpezenax g0 55-60°C, T.e. B 3HAYCHHSIX 0 40 80
10 AeHarypauuu OenkoB. Hapsmy ¢ 3TuM, Kak uc-
KIIFOUCHHE, UMCIOTCS (PEpMEHTHI HEKOTOPBIX MHK-
pPOOPraHU3MOB, CYIIECTBYIOIIUX B BOJE TOPSIYHUX
HMCTOYHHKOB U T'€H3EPOB.

[Ipyu moHMXEHUU TEMIEPATyphl AKTUBHOCTH (PEPMEHTOB MOHMKAETCS, HO HE UCUE3aET COBCEM.
Wnmroctpanyieid MOKET CIYKUTh 3UMHSISI CIISTYKA HEKOTOPBIX KUBOTHBIX (CYCIUKH, €XKHU), TEMIEpa-
Typa Tella KOTOpbIX MoHmKaeTcs 10 3-5°C. D10 cBOHCTBO (hepMEHTOB TaKKe UCTIOIB3YETCS B XUPYP-
TUYECKON MPAKTHUKE MPU MPOBEICHUU OIepallyii Ha TPYAHON MOJOCTH, KOT1a O0JIBHOTO MOBEPraoT
oxytaxxaenuto o 22°C.

Vmax} -

»
>

t°C

3aBUCUMOCTD CKOPOCTH pe€aKLUrH OT TEMIEPATY PbI
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2. 3aBHUCMMOCTH AKTHBHOCTH (ep-

MEHTAa 0T pH — OIIUCBIBACTCA KO- CKOpOCTH

JIOKOJIOOOpa3HOW KPUBOW ¢ MAKCH- peakumm A

MYMOM CKOPOCTH TPH ONTHMAaJb- g%‘;:"gg,’,’,%’g”

HOM JTsl TaHHOTO (hepMeHTa 3Hade- Vmax |
Husa pH.

Juis kaxnoro (epMeHTa Cyle-
CTBYET OIPEACIICHHBIA Y3KHUU HHTEp-
Basl pH cpenbl, KOTOPBIN SABIAETCS OIl- . =
TUMAJIBHBIM IS TIPOSIBJIICHUS €r0 BBIC- 0 12 pH
meil aktuBHocTu. Hampumep, onrtu- 3aBUCUMOCTb CKOPOCTH peakiiu OT BenuunHbl pH
ManbHble 3HaueHUs pH s merncuHa
1,5-2,5, tpuricuna 8,0-8,5, amuiasbl CIFOHBI 7,2, apruHa3sl 9,7, kucioit ¢pocdarassr 4,5-5,0, cykiu-
HaTAeruaporenasst 9,0.

OObsAcHsETCS 3TO HAIMYMEM TaKMX aMMHOKHCIIOT B CTPYKTYpe (pepmeHTa, 3aps] KOTo-
PBIX U3MEHsIeTCs Tpu u3MeHeHnu pH (JIM3uH, apruHuH, riyraMar, acnaprar). i3smenenue
MOHU3AIIUM aMUHOKHUCIJIOT MPUBOJUT K U3MEHEHUIO0 KOH(POPMAIMKU MOJIEKYJIbI U, CIIe/10-
BaTeJIbHO, CyOCTpAT CBS3BIBAETCS WJIM HE CBS3BIBAETCS C AaKTUBHBIM IIEHTPOM.

3. 3aBHCHMOCTB OT KOJIMYecTBa (pepmMeHTa

[Tpu yBennyeHNN KOJTMIECTBA MOJIEKYIT (hepMEHTa CKOPOCTh PEAKIIMH BO3PACTAET HEMPEPHIBHO
U TIPSIMO TTPOTIOPIIMOHAIEHO KOJIMYECTBY (pepMeHTa, T.K. OOJbIee KOJTMIECTBO MOJIEKYN (pepMeHTa
MIPOU3BOAUT OOJIBIIIEE YHCIIO MOJIEKYI TPOAYKTa 3aBUCHMOCTh aKTUBHOCTH ()epMEHTa OT CyOCcTparTa
OTHMCHIBAaET (pepMeHTATHBHAS KWHETHKA, €€ IICHTPAJILHBIM MOHITHEM SBJISCTCS KOHCTaHTa Muxa-
anmuca (Km) (cMm HIke).
4. 3aBUCUMOCTb AKTHUBHOCTH (pepMEHTA OT KOHIEHTPaluu cydcTpara

[Ipu yBenmueHHWH KOHILIEHTpalMK cyOcTpaTa CKOpOCTh PEeaKIMHM cHaudajda BO3pacTaerT, T.K. K
KaTajan3y 100aBlIsIeMbIX MOJIEKYN CyOCcTpaTa MOAKIIOYAIOTCSl HOBBIE U HOBBIE MOJIEKYIbI (hepMeHTa.
T.e. ckOpOCTh HaKOIUIEHHUS MPOAYKTA BO3PACTACT, U 3TO O3HAYAeT YBEIMUYEHUE aKTUBHOCTH dep-
MeHTa. 3aTeM HabmomaeTcst 3 ekt HackImeHus (TU1aTo Ha KPUBOI), KOT1a BCe MOJICKYJIbI (hepMeHTa
3aHSTHl MOJIEKYJIaMH CyOCTpaTa U HENpPEepbIBHO BEAYT KaTalu3. 3/1eCh CKOPOCTb PEaKIMH MaKCH-
MajbHa. B HEKOTOPBIX ciydasx, IpU JalbHEHIIEM YBEIIMYCHUH KOHLEHTPALUU cyOcTpaTa Mexay
€ro MOJIEKYJaMH BO3HHUKAET KOHKYPEHIIHMS 32 aKTUBHBII LEHTp pepMEeHTa U aKTUBHOCTH (hepMeHTa
(ckOpOCTH peakinu) CHUXKAETCS.

CkopocTb CkopocTb
peakuun A peakumm
Vmaxf = = - = - = - U
2 0 45
g KoHueHTpaums cyberpata KonuqecTeo pepmetiTa

3aBUCUMOCTb CKOpPOCTH p€aKUHuH OT

3aBHCUMOCTb CKOPOCTH PeaKLi OT KOHLIEHTpaL1u
KonyecTBa (pepmMeHTa

cybcTparta

YpasHeHue Muxaanuca-MenmeH
3aBUCHUMOCTb aKTUBHOCTH (l)epMeHTa oT cy6CTpaTa OIMUCBIBACT YPABHCHUC Muxasnuca-MeH-
TEH, UCTIOJIb3YIolee KOHCTaHTy Muxasnuca (Km), 0M0JIornuecknii CMbICT KOTOPOU 3aKJTFOUAETCS B
XapaKTepUCTHUKE CPOJCTBA (pepMeHTa K cyOCTpaTy, a UMEHHO: yBeluYeHue BeanuuHbl Km o3Hauaer
CHIDKEHHE CpOJCTBa (pepMEeHTa K CyOcTpary.
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YpaBaenue Muxasdinca-MeHTeH I0Ka3bIBAECT B3aUMOCBA3b MAKCUMAJILHOM U PEAJIBHOM CKO-
pocteil peakuy, KOHCTAaHTHI MuXasnuca u KOHIIEHTPau cyocTpara.

V= Vimaxx[S]
Km+[S]
YpaBuenune Muxasnuca-MeHTeH

BBIIESIOT TPU pEeIICHUS yPABHECHUSL:

1. Konuenrparus cyoctpaTa paBHa BelmunHe KOHCTaHCThI Muxasmuca ([S] = Km). B atom
ciydae, pemiast ypaBHeHHe Muxasnuca-MeHTeH, oJydaeM, 4TO CKOpPOCTh peakiuu V Oyzaer paBHa
nosoBuHe MakCUManbHOU Vmax.(V = %2 Vimax).

B maremarnueckom cmbicie Km COOTBETCTBYET KOHIIEHTPALIMK CYyOCTpaTa IMpU KOTOPOI CKO-
POCTh peaki[iy paBHA MMOJIOBUHE MAKCHMATbHOM.

2. Konuentpamus cyoctpata [S] 3HauuTeabHo 6osbiie Ky ([S] >> Ki). B aTom ciy4ae, Be-
TnarHON Ky MOXHO mpeHeOpeys U MPHU PENISHHH TOTy9aeM, 9YTO CKOPOCTh PEaKIInHd MaKCHMalIbHa
(nnato Ha rpaduke).

3. Konnenrpanus cyocrpara 3HauuTebHO MeHbine Ky ([S] << Km). B atom ciiyuae, 3Hame-
HATellb YPaBHEHHS Majio M3MEHSIETCS [TPU M3MEHEHHH [S], a BemurHa CKOPOCTH peaknuu V mpsmo
nponopuuoHansHa [S] (rpaduk nmuHeeH).

CkopocCTb
peakumn A
Vmaxf - - - - - - - ==

12Vmax} - 4
— : —_— »[9]
7~ Km .

Y4acTok C HU3KOM Y4acTok C BbICOKOM

KOHLeHTpauvel cybeTpaTa KOHLeHTpauwvew cybeTpaTa

['panueckas unnoctpauus ypaBHeHuss Muxasnuca-MeHTeH

CNEUMO®UNYHOCTb ®EPMEHTOB

CrnenuduuHOCTh OCHOBaHA Ha KOMIUIEMEHTAPHOCTH CTPYKTYpPBI CyOCTpaTra U akTHBHOTO IICH-
Tpa epMeHTa.
1. Crepeocnienn)M9IHOCTH — KaTaIM3 TOJHKO OJHOTO M3 CTEPEOM30MEPOB, HAIIPHMED:
o cnemuduyHocTh K L- mim D-aMuHOKHCI0TAM — HAanpuMep, MOYTH Bce (DEPMEHTHI YeI0BEKa
B3aMMOJICHCTBYIOT ¢ L-aMHUHOKHUCIIOTaMHU,
o cnenupUIHOCTH K HUC- U TPaHC-u3oMepam. Hanpumep, acriaprasa pearupyer TOJIbKO C TPaHC-
n30MepoM — (pyMapoBO# KUCIOTOM, HO HE ¢ MaJieaToM (IIUC-H30MED),

?oou TOOH OOH ?OOH
Hﬁ ﬁH H—NHy < Acnapma3sa 5 Hﬁ
CH CH CH, CH
| NH3 |
COOH COOH COOH COOH
dymapar, Manear, Acnaprart dymapart
TpaHc-u3oMep LMC-130Mep

CTepeOCHCLlHq)I/I‘IHOCTb acriapTasbl K TPaAHC-U30MEPY
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2. AGcooTHAs CelU(UIHOCTh — EPMEHT MPOU3BO-
JUT KaTajau3 TOJILKO OJHOTO BemiecTBa. Hampumep,

NH
ypea3a pacileruisieT TOJIBKO MOYCBHHY, TIIOKOKH- [ Ypeasa
Ha3a GochopmupyeT Toabko D-riaroko3y. ?_o > > 2NHg + €O
3. I'pynnoBas cienn(puaHOCTb — KaTajau3 CyoCTPaToB C NHz H20
OOIIMMHU CTPYKTYPHBIMH OCOOCHHOCTSIMH, T.C. IPH MouesuHa
HAJIMYUKM ONPEACIICHHON CBSA3M WM XUMHUYECKOU =
. PeaKLlHﬂ paclICiICHUs MOYEBHUHbBI ypea3oun
rpynibI:

o HaJIWYHME NENTUIAHOHN CBS3M, HapUMeEp, * OaKkTepu-
IIBHBINA (PEPMEHT CYOTHJIM3HH crienn(UYEH K NENTUAHON CBSI3H HE3aBUCUMO OT CTPOCHHS 00-
pa3yIonInx ee aMUHOKHUCIIOT, * MEeNCHH KaTaIU3UPYET pa3pbiB MENTHIHON CBA3H, 00pa30BaHHON
aAMHUHOTPYIIIAMU apOMATHYECKUX aMHUHOKHCIIOT (cM "BHeninuit oOMeH 6ekoB"), * TPOMOMH B
CBOMX CcyOCTpaTax pacmieruisieT NeNTHIHYIO CBSI3b TOJIBKO MEX/Ly aprHHUHOM U TIHIMHOM.

o Hammuue OH-rpymmbl, HapuMep, aJIKOroJabAeruIporeHa3a OKUCISET JI0 albJIeTUI0B OJTHO-
aTOMHBIE CTIUPTHI (3TAHOJI, METAHOJI, TPOTIAHOIT).

4. OTHOCUTEJBLHAS TPYNNOBasi CIIEIU(PUIHOCTh — MPEBpPAIICHNE CYOCTPAaTOB C HEKOTOPBIMHU 00-

MU npusHakamu. Hanpumep, nutoxpom Paso okucisieT Tosibko ruipodoOHbIe BElecTBa, KO-
TOPbIX HacuuThIBaeTcs okoio 7000.

MEXAHU3MbI CNEUA®NYHOCTH

B o0riem Buzie Bce CBOIUTCS K KOMIUIEMEHTApHOMY B3aUMOIEHCTBHIO (hepMeHTa U cyOcTpara.
[Tpu 3TOM PYHKITMOHATBHBIE TPYIITHI CyOCTpaTa B3auMOJICHCTBYIOT C COOTBETCTBYIOIIUMH UM (DYHK-
LMOHAJILHBIMU TpynnaMu ¢pepmenTta. Hannuue cyocTpaTHO crienuuIHOCTH OOBSICHSIIOT JIBE THIIO-
TE3bI:

1. 'unore3a ®umepa (Moaeib "HKECTKON MaTpHUIIbl", "KITFO4Y-3aMOK'") — aKTUBHBIN TIEHTP dep-
MEHTa CTPOT0 COOTBETCTBYET KOH(UTypally cyocTpaTa U HE U3MEHSIETCS IPU €0 MPUCOCTUHEHHH.
DTa MOJIENIb XOPOIIO OOBICHSAET a0COMIOTHYIO CIIEIU(PUIHOCTD, HO HE TPYIIOBYIO.

CybcTtpar

lMonHoe cooTBercTBue
pepmeHTa n cybcrpara

>
2

AKTUBHbBIN LIEHTP

Teopus ®uuiepa - Moaeb cNeUU(PUUHOCTH “KIHOY-3aMOK "™

2. I'mnorte3a Konwianga (Monens "WHIYIMPOBAHHOTO COOTBETCTBUA'", "pyKa-miepuarka') —
nojipazymMmeBaeT ruOKOCTh aKTUBHOTO IIeHTpa. [Ipucoenunenue cyocTpaTta K IKOPHOMY y4acTKy dep-
MEHTa BBI3bIBAET U3MEHEHHE KOH(PUTypaIlMi KaTaJTuTHUYEeCKOTrO IIEHTpa TaKUM 00pa3oM, 4TOOBI ero
¢dbopma cooTBeTcTBOBaNA (hopMe cyOcTpaTa.

Cybertpar

KoHgpopmaymoHHoe
nsMeHeHue pepmeHTa

>

AKTVBHbIN LEHTP

Teopus Kounanaa - Moaens crneuupuuHOCTH “pyKa-nepuarka
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PErynauna AKTUBHOCTU ®EPMEHTOB IN VIVO

AKTHBHOCTB (DepMEHTOB B KJIETKE HETIOCTOSIHHA BO BpeMeHU. OHa 4yTKO pearupyer Ha CUTya-
U0, B KOTOPO# OKa3bIBaeTCs KIETKa, Ha (DaKTOPBI, BO3ACHCTBYIOIINE HA KIETKY KaK CHapY»KH, TaK
1 U3HYTpHU. [J1aBHas 1esb 3TOM peakiuy — OTpearupoBaTh HA U3MEHEHUE OKPYKAIOIIEH Cpelbl, IIPH-
CTIOCOOUTH KIIETKY K HOBBIM YCIIOBUSIM, JIaTh JOJDKHBIN OTBET HA TOPMOHAJIBLHBIC M HHBIE CTUMYIIBI, a
B HEKOTOPBIX CUTYalUsIX — OJIYYUTh ILIAHC BBIKUTh.
1. JocTtynHocTh cyOcTpaTa Win kogepmMeHTa
3mecy paboTaeT 3aKOH jAeiicTBUS Macc — QyHIa-
MeHTzUUILHHP”I 3aKOH XUMUYECKOW KHHETHKU: IpH 110CTO- S
SSHHOM TEeMIEpaType CKOPOCTbh XUMHUYECKON peakiuu \
MIPOIMOPILIMOHAIbHA MPOU3BEACHNIO KOHIIEHTpAIMK pea-
TUpPYIOMIKX BemiecTs. Yy ynpomieHHo — CKopocTh, ¢ KO- Okcanoauetar
TOPOM BELIECTBA PEArUpyIOT APYT C APYroM, 3aBUCUT OT
UX KOHILIeHTpaluu. TakuM oOpa3om, U3MEHEHHE KOJIude-
CTBa XOTs Obl OJHOTIO U3 CyOCTpAaTOB IpPEKpallaeT WU
HA4YMHAET PEAKIIHIO.
Hanpumep, nns uukina TpukapOOHOBBIX KUCIIOT Ta-
KHM CyOCTPaTOM SIBIISIETCS OKcaI0aneTar (11aBeieBOyK-
CYCHas KHCJIOTa).
2. KomnaprmeHnTanu3amnusi
KoMmapT™meHTanuzamuss — 3TO COCPEIOTOYECHHE
(hepMeHTOB M MX CYOCTpAaTOB B OJHOM KOMITAPTMEHTE
(oHOM opraHesuie) — B S3HIOMIA3MaTUYECKOM PETUKYIIyMe, MUTOXOHAPUSIX, Tu30comax. Hampumep,
[B-oxucieHue KUPHBIX KUCIOT IPOTEKAET B MUTOXOHJPUSAX, CUHTE3 Oeka — B pudocoMax.
3. NeHeTn4eckas peryJsilid — U3MeHeHHe KOJIn4ecTBa (pepMeHTA
W3MeHeHne koaruecTBa (PepMEHTa MOXKET MPOUCXOAUTD B PE3yJbTaTe YBEIUUYEHUS WU CHU-
KeHHs ero cunte3a. C 3TOM TOUKH 3peHHsl (PEPMEHTHI MOYXKHO NOJPA3eIUTh Ha TPU TPYIIIIbL:
o KOHCTHTYWTHBHBIE — TaKue (pepMEHTHI, KOTOPble 00pa3yOTCs B KIETKE OCTOSHHO.
o HHAyHUpYeMble (aJalTUBHBIE) — CUHTE3 ATUX ()EPMEHTOB BO3pACTAET MPU HATMYUU COOTBET-
CTBYIOIIUX CTUMYJIOB (MHIAYKTOPOB).
o penpeccupyembie — 00pa3oBaHue TaKuX (PEpMEHTOB B KJIETKE IPU HEOOXOAUMOCTH HOJABIISA-
eTcsl.
M3MeHeHne ckopocTu cuHTe3a (pepMeHTa (MHIYKIUS WK PENpeccus) 0ObIYHO 3aBUCUT OT KO-
JIMYECTBA ONPEAEICHHBIX TOPMOHOB MJIM META00JIUTOB IIpOLIEcca.
[TpuMepb! HHAYHIHMPYEMBbIX (PEPMEHTOB:
0 MCYE3HOBEHHUE MUIIEBAPUTENIbHBIX (DEPMEHTOB MPH JUIUTEIBHOM I'OJOJAHUN U MHIYKLUSA UX
CHHTE€3a B BOCCTAHOBMTENIbHBIM MEPUOJ B pe3ylbTaTe BO30OHOBJIECHUS CEKPELUU TOPMOHOB
XKT,
o TOPMOHBI INIIOKOKOPTUKOM/IbI CTUMYJIUPYIOT CUHTE3 (DEPMEHTOB CHHTE3a TIHOKO3bI (TJIFOKOHE-
oreHesa), 4To 00ecreynBaeT CTaOMJIbHOCTh KOHIIEHTPALMH TJIFOKO3bl B KPOBH MPH JUIUTEIb-
HOM roJiofnannnu 1 ycronuusocts [IHC k ctpeccy,
o TOKCHYECKHe cyOcTpaThl (HanpuMep, STaHO U 0apOUTypaThl) CTUMYIUPYIOT B IEUEHU CUHTE3
"cBoero" m3zodepmenta nuroxpoma P450, KoTOpeIi OKUCIAET U 00€3BPEKMUBAET 3TH Bellle-
CTBaA.
[Tpumeps! penpeccupyeMbIX (HEepPMEHTOB:
o TOJaBJIEHHE CUHTE3a TpUNTO(haHa GaKTEPUSIMH MPH AEATEIBHOCTH TPUNTO(HAHOBOTO ONEpoHa
(cMm "Perymsiuus TpaHckpunuuu'),
o B HeuyeHH penpeccus pepmenTta cuHtesa xoaecrepona ['MI-SKoA-penykTassl o BIMSIHUEM
XOJIECTEpUHA U JKEITUHBIX KHUCIIOT.

Hukn
TPUKapO6OHOBbIX

KucaoT co,

Ponb okcanoauerara B perynsunu LITK
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4. OrpaHu4eHHBbIH (YACTHYHBIH) NPOTE0JH3 NPO(epMEeHTOB

CuHTE3 HEKOTOPHIX (PEPMEHTOB OCYILECTBIIACTCS B BUAE O0Jiee KPYITHOTO MPEAIIeCTBEHHUKA
(TpuncHHOTEH, MENCHHOTeH, MPOKAPOOKCUTIENTHIA3bI, (PAKTOPHI CBePTHIBAHUSA KPOBHU) U NIPU
MOCTYIJICHUHU B HY)KHOE MECTO 3TOT ()epMEHT aKTHBHPYETCSI Yepe3 OTILEIUIEHHE OT HETO OHOTO WU
HECKOJIBKUX MENTHIHBIX (PparMeHToB.

Cexpenus paaa GepMEHTOB 3a IIPEEIIbI
KJIETKA B HEAKTUBHOM COCTOSIHUU MO3BOJISIET [ I ]

NPEIOXPAaHUTh KIETKH OT MOBPEKIAEHUS (- Heaktvieras VHrnbupytoLas
Katanutn4eckas 4actb 4YacTb
[IeBApUTEIbHBIC (DEPMEHTBI) MK COXPAHUTH
OCJIOK JI0 HACTYIUICHHS OIpPEICICHHOIO MO- e
MeHTa (mpoTpoMOuH, (uOpuHOTEH, OenKu , )
KOMIUIEMEHTA). AKTVBHaS
KaTanutnyeckaa 4 b
5. AJLIIoCTepHUYecKAs PeryJIsiusi. Sl i
Astocteprdeckie (epMEeHTBI [OCTPO- CxeMma akTuBaluu pepMeHTa cnocobom
€Hbl M3 JABYX H 0oJ1ee cyﬁbem/l}mu: OIHU “OrpaHUYE€HHOro MpoTeon3a’™

CyOBEIMHUIIBI  COJIEpPXKAT KaTAIUTUYECKUN
LIEHTpP, APYTHE SBISIOTCA PETYISITOPHBIMHU.

[Mpucoenuuenue 3pekropa K aJLIocTeEpuYe- Annocmepuveckuu pepmerHm
CKOil (peryasTopHOi) CyObeIUHHIIE H3ME-
E E E E
HSET KOH Maru Ka ¥ aKTUBHOCTbH Ka- 1 2 3 4
ST KOH(OpMaIHIO benka i a ¢ a A—>B C—»D—>E—»>—>—>>»X

TAJIMTHYECKOH CyObeTMHHULIBI.
Annocrepudeckue (pepMeHTh 0OBIYHO
CTOSIT B HayaJle METa0OJNYECKUX MyTeH, U OT
HUX aKTUBHOCTH 3aBHUCUT TCUCHHEC MHOTHX II0-
cinegyronux peakuuil. [losTtomy oHM 4Yacto
Ha3bIBAIOTCA KJIKYeBbIMHU (hepMEHTAMHU.

N A &7
@ © o

Ponb annoctepuieckoit peryasiunm (pepMeHToB

Miokosa
B kadecTtBe OTpHIIATEIBHOTO pEryis- i
TOpa MOXXET BBICTYNAaTh KOHEYHBIM MeTa0o- }
JIAT 6}/IOXI/IMI/I‘IGCKOFO mporiecca, MPOIYKT i re———
JTAaHHOM PEaKIuu, T.€ paboTaeT MEXaHHU3M 00- ® Shid
paTHO#l oTpUUATEILHON CcBs3u. Eciu pery- ®ochohpykmo- | *——  dpykToso-6-hoccar
o KUH
JIATOpPaMH SIBJISIIOTCS HAYaJdbHBIA METa00IUT MHS e
< <:AT¢
WU CyOCTpaT peakiuy, TO TOBOPST O MPSIMOii
\
eryJsIud, OHAa MOJXKET OBITh KakK IT0JIOKH-
pery I:[ ’ o ®pykT030-1,6-Andocdar
TEJILHOM, TaK U oTpUlaTebHOMN. Takxe pery- &
JIITOPOM MOTYT OBITh METa0OJUTHI OMOXUMU- 3 5
YECKUX MyTeH, KAKUM-TO 00pa3oM CBSI3aHHBIX 35
o o SRt CO2 + H20
C JAaHHOM peaKIuei. 9%
Hamnpumep, pepMeHT 3HEpreTHIecKOTro g
\

pacnana riawoko3sl, ¢ochodpykroknnasa,
perynupyercsi IpOMEXYTOYHBIMH M KOHEY-
HBIMH ITPOYKTAMH 3TOT0 pacrazna. [1pu stom
AT®, numoHHas kuciaora, ¢GpykTo30-1,6-
mudocdar sABIAIOTCS UHTHOUTOpaMy, a Ppyk-
T030-6-hochar u AM®D — akTuBaTopamu pepmMeHTa.
6. bes1ok-0e1k0BOE B3auMoieiicTBUe

Tepmun Oenok-6e1KoBoe B3aMMOIeHCTBHE 0003HAUYAET CUTYALIUIO, KOT/Ia B KAUeCTBE peryJs-
TOpa BBICTYMAIOT HE METa00JIUTH OMOXMMHUYECKHX MPOLIECCOB, a cnenuduyHble 6enku. BiusHue ka-
KUX-1100 (pakTOpOB Ha 3TU OENIKU U3MEHSIET UX aKTUBHOCTb, U OHH, B CBOIO OUYepe/lb, BO3/IEHCTBYIOT
Ha HY)XHBIHA (DepMEHT.

ATe®

Annocrepuueckas perynasius
(hochodpykToKnHa3zbI
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K mpumepy, MeMOpaHHBII pepMEHT aJeHUIIATIHKIA3a SIBIISICTCS YYBCTBUTEIBHBIM K BO3/ICH-
CTBUIO MeMOpaHHOTro G-0enka, KOTOPBIH caM aKTHBUPYETCS MPHU JACHCTBUH Ha KIETKY HEKOTOPBIX
TOPMOHOB (HampUMep, apeHaTnHa U TJIIOKAaroHa).

G-6enok AdeHunamyuknala \ KnerouyHas
HEeaKTUBHbIN HeaKTUBHas MemMbpaHa

Peyenmop
MpucoeanHeHre ropMoHa K peLienTopy
AdpeHanuH 1 nocneposarensHas akTneauma G-benka
InrokazoH 1 afeHUnaTuuKnasb!
 /

® G-6enok ® Adenunamyuknasa \ KnerouyHas
s aKTUBHbIN — = aKTuBHas MemMbpaHa

ATo uyAvMo

anomeHHaﬂ CX€Ma aKTuBalluu aZCHUJIaTLHUKIIa3bl

JpyruM npumepom 0enoK-0eaKOoBOTO B3aUMOJICHCTBUS MOKET ObITh PEryisilus aKTUBHOCTU
nporenHKkuHa3bl A. [IpoTenHkrHaza A sSBisSeTCs TeTpaMepHbIM (PEPMEHTOM, COCTOSIINM U3 2 Ka-
tanutnueckux (C) u 2 perynaropssix (R) cyobenuHui. AKTUBATOPOM sl IPOTEUHKUHA3bI A SBIIS-
ercss TAM®. [Ipucoenuuenne TAM® Kk peryiasTOpHbIM CyObeIMHUIIAM (epMEHTA BBI3BIBACT U3ME-
HEHHE UX KOH(POPMALMU U OTXOXKJIEHUE OT KaTaIUTHYECKUX cyObequHull. Karanuruueckue cyon-
€IMHHULBI IPX 3TOM aKTUBHUPYIOTCA.

uAMe uAMo

OO OMNS
Mpomeuxkuxasa A Mpomeunkuxasa A
HeaKTUBHasA aKTUBHas

Annocrepuyeckas akTUBaLUs NMPOTeMHKUHA3bl A npu nomouy LAM®

7. KoBajieHTHas1 (XUMHYecKasi) MOAH(PUKAIHUS

KoBanenTHas MomuduKaius 3akiodaeTcs B 00paTUMOM MPUCOCIWHCHUH WM OTIICTICHUU
OTIpeIeIEHHOM TPYIIbI, OIarogaps 4eMy U3MEHSEeTCS aKTUBHOCTH (hepmeHTa. Yaiie Bcero Takoit
rpynmnoi siusiercs gocdopHasi KHCJI0TA, pexke METUIbHBIE U alleTHIIbHBIE Ipymibl. Docdopunmpo-
BaHME epMEHTA MPOMCXOAMT IO OCTaTKaM CEpHUHA, TPEOHHHA, THpo3uHa. [Ipucoeaunenue dpocdop-
HOM KHUCIIOTHI K O€JIKY OCYIIECTBIISAIOT (DepMEHTH MPOTEeMHKHUHA3BI, OTIICIICHHE — MPOTeuH(oCc-
¢arasml.
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A Mpomeun- Af®

KUHa3bl ,O’®

ﬂ;omeun-
gochamasenl

Pyeopr

A

M3MeHeHHe akTHBHOCTH ()epMeHTa CrocoOoM
(hochopunuposanus-aepochopuanpoaHms

®epMeHTHI MOTYT OBITh AKTUBHBI Kak B (HOCHOPHIMPOBAHHOM, TaK U B 1e(h0CPOPUIMPOBAHHOM
cocrosiHuM. Hanpumep, ¢pepmenTs! rimkoredpochopuiaza 1 riiuKOreHCMHTAa3a B MbIIILAX pU
Harpyske (pochopuaupyrorces, npu 3toM (ochopuiiaza riIuKoreHa CTAHOBUTCS aKTHBHOW M HAUM-
HaeT pacllenyieHue INIMKOreHa, a IIIMKOTeHCHHTa3a HeakTuBHA. [Ipu oT/abIXe U CHHTE3a TJIMKOTeHa
00a (depmenTa gedochopuaupyroTcs, CHHTa3a PU 3TOM CTAaHOBUTCS aKTUBHOM, (ochopmiaza —
HEAKTHUBHOM.

DOUBNYECKAA PABOTA COCTOAHUE OTOBIXA
[MukoreH [mukoreH
A ‘
@ocghopunasza| | nuko2ex- @ocghopunasza ' | Fnuko2ex-
2nuKo2eHa , CuHmasa 2nuKo2eHa , | cunmasza
aKTUBHas i HeaKTuBHas HeaKTuBHas N aKTUBHasA
' v
mtoko3o-1- mtoko3o-1-
docar docar
/7pM pacLwjerisieHmun rriimkoreHa /7pM CUHTE3E r/imkoreHa oba
ob6a ¢pepmeHTa pocghopurimpoBaHsbl depmeHTa aegocgopupoBaHsi

3aBUCHMOCTb aKTUBHOCTH (pepMEHTOB 0OMEHA MINKOreHa
OT HaluuKs B CTPYKType (PochopHOit KUCTOTHI

MHITIMBUWPOBAHWUE ®EPMEHTOB

B MemuiinHe akTHBHO pa3pabaThIBAIOTCS M UCIIOJIB3YIOTCS COCIMHEHHUS, N3MCHSIOIIUE aKTHB-
HOCTb (DEPMEHTOB C LEIBIO PETYIISIIMH CKOPOCTH META0OJNYECKUX PEAKIIMi M YMEHBIIIEHUS CHHTE3a
OIPEJICTICHHBIX BEUIECTB B OPTaHU3ME.

[TonaBneHne akTUBHOCTH (PEPMEHTOB OOBIYHO HA3bIBAIOT MHTHOMPOBAHUEM, OJTHAKO 3TO HE
Bceraa KoppekTHo. MHruoMTOp — 3TO BEIIECTBO, BhI3bIBAIOIICE CIeNM(PUIHOE CHUKEHUE aKTUBHO-
ctu pepmenTta. Takum 00pa3oM, HEOPTAHUUECKHUE KUCIOTHI M TSDKEIIbIE METAJIIIbl HHTHOUTOpAMH HE
SIBJISIFOTCS, HO SIBJISIIOTCS MHAKTHBATOPAMHU, T.K. CHH)KAIOT aKTUBHOCTh MHOTHX (DEpPMEHTOB, T.€.
JIEUCTBYIOT HecneurupuuHo.

1. Ilo mpouHoCTH CBsI3BIBaHUA (DepMEHTA ¢ UHTUOUTOPOM MHTHOMpPOBaHHE ObIBAET 00PATHMBIM U
Heo0paTHUMBIM.

2. 1o OTHOIIEHHIO HHTUOUTOPA K aKTUBHOMY IIEHTPY (hepMeHTa MHTHOMPOBAHUE JIENAT HA KOHKY-
PEHTHOE 1 HEKOHKYPEHTHOE.

HEOBPATUMOE UHITMBUPOBAHWUE

[Tpu HEOOpaTHMOM MHTHOUPOBAHHMH MPOUCXOIUT CBSI3bIBAHHE WIH pa3pyuieHue QyHKIHO-
HaJBHBIX TPYHH PepMeHTa, HEOOXOAUMBIX JUIS MPOSIBICHUS €r0 aKTUBHOCTH.
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Hanpuwmep, Beniectso Auu3onponuiadpropdocdart npouyHo 1 HEOOPATUMO CBSAZBIBACTCS C TU/I-
POKCHUTPYIIIION CEPHMHA B AKTUBHOM LIEHTPE alleTHJIXOJUHICTEePa3bl, THIPOJINU3YIOIIEH alleTHIIXO-
JIMH B HEPBHBIX CHHarcax. IHrubupoBanue 3Toro hepMenTa nperoTBpaaeT pacna aleTuiaxoJIuHa
B CUHAIITUYECKOM IIEJIU, B PE3YyJIbTaTE Y€ro OTCYTCTBYET JajbHEHIIas IIepeiada CUrHaa 110 HEPBY.

CH3 CH3
®epmeHm O—CH—CH3 ®epmMeHm o| CH—CHj
CepuH—CH—OH  + F—r=0 T' CepMH—CHz—O—r=0
O—CH—CH O—CH—CH
3 HF 3
. CH3 CH3
AKTUBHbBIV LEHTP
aueTUnXonuH acTepasbl [Ovmzonponundtopdocear

MexaHu3M HeoﬁpaTnmoro I/IHFI/I6I/IpOBaHHH ALCTUIIXOJIHHOCTEPA3bI

Emie oauH npuMep cBA3aH ¢ MHTUOMPOBAaHUEM ALETHJICATUINJIOBOI KUCJI0TOM (aCTIUPUHOM)
KII04EBOT0 ()epMEHTA CUHTE3a IPOCTAIVIAHANHOB — HMKJI00KCHT €HA3bl. DTa KUCIIOTa BXOJIUT B CO-
CTaB MPOTHUBOBOCHAIUTEIBHBIX CPEACTB U UCIIOJIb3YETCS IIPU BOCHAIUTEIbHBIX 3a00I€BaHUX U JIN-
XOpaJloYHbIX cOocTOsTHUAX. [Iprucoennnenne aneTuibHOM Ipynibl K THAPOKCHIIBHOM TpyIie cepuHa
B aKTUBHOM IIeHTpe (pepMEHTa BbI3bIBAET MHAKTUBALIMIO MOCJIEIHEr0 U MpeKpalleHne CUHTe3a Mpo-
CTarjaHAuHOB.

®epMeHm —C—CH3 ®epmeHm H
CepuH—CH—OH  + COOH ___ CepMH—CHz—O—E—CH;; + COOH
AKTUBHbIV LEHTP AuetuncanuuunoBas Auetun-pepmeHT Canuuunosas
LIMKNOOKcUreHasbl Kkucnota Kucnota

MexaH13M HEOOPaTUMOro MHTHOMPOBAHMS IUKJIOOKCUT€HA3bI

KOHKYPEHTHOE MUHTMBUPOBAHUE

[Ipu TakoMm BuJe UHTUOMPOBAHUS UHTHOUTOP O CBOEH CTPYKTYpe MOXO0:K Ha cydcTpat dep-
MeHTa. [loaTOMy OH conepHUYaeT ¢ cyocTpaToM 3a aKTUBHBINA LEHTP (32 KOHTAKTHBIM y4acToK), 4TO
MIPUBOJIUT K YMEHBIICHHUIO CBSI3bIBaHMs cyOcTpara ¢ (epMEHTOM U HapylIeHHIO0 KaTaiu3a. B atom
COCTOUT 0COOEHHOCTh KOHKYPEHTHOT'O MHIMOMPOBAaHUS — BO3MOXKHOCTh YCHJIUTh MU OCJIA0UTh HH-
rubupoBaHue 4yepe3 U3MEHEHHE KOHIeHTparuu cyocTtparta. [Ipu naHHOM MHTHOMPOBAHWU MAaKCH-
MaJlbHas CKOPOCTh PEAKIIMK OCTAETCS BIOJHE JOCTHKMMOM MPU CO3/1aHUH BBICOKMX KOHILIEHTPALUN
cyOcTpara.

Hampumep:

1. K KOHKYpPEeHTHBIM HMHTHOUTOpaM OTHOCST AHTHMETA0OJUTHI WU NCeBIOCYOCTPATHI,
HampuMmep, aHTUOaKTepuajbHble CpPEACTBA CYJAb(aHWIAMHABI, CXOXHE IO CTPYKType ¢
P-aMHHOOEH30HHOI KUCJI0TOH, KOMIIOHEHTOM (osueBoit kucioTsl. Ilpu nedennu cynbdanunamu-
naMu B OaKTepHalbHOM KIIeTKe KOHKYPEHTHO HapyIIaeTcs UCIOJIb30BaHUEe P-aMHUHOOCH30MHOM KHC-
JIOTHI 7Sl CUHTE3a TUTHIPO(OIHEBON KUCIOTHI, YTO U BBI3BIBAET JICUCOHBIN YPQEKT.

2. arubupoBanne CyKIMHATAErHAPOreHa3bl MaJ0OHOBOM KHCJIOTOI, CTPYKTypa KOTOPOi
CX0%a CO CTPYKTYpOU cyOcTpaTa 3Toro (hepMeHTa — SHTAPHOM KUCIOTHI (CYKIIMHATA).
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coo-
iHZ coo- _AL00~ Ccoo~
| CHp CykyuHam éH CykyuxHam
CHa CHy (|:H2 dezudpozeHasa é 2 ) deaudpozeHnasa
00~ coo- \coo- 00~
CykumHat ManoHat CykumHar ManoHaTt

MexaHu3m KOHKYPEHTHOIO I/IHFH6HPOB3HHSI CYKIHMHATACTHAPOTeHas3bl

3. B xauecTBe ApYrux MpuUMeEpOB JIGKAPCTBEHHBIX KOHKYPEHTHBIX HHTHOMTOPOB MOYKHO TIPH-
BECTHU
WHTHOMTOP CHHTE3a XOJIECTEpHHA JIOBAacTaTHH, nHTHONpyromwuii [ MI'-SKoA-pexykrasy,
MIPOTUBOOITYXOJIEBBIN IIPENapaT MeTOTPeKeaT, MOAaBIAIOIUN AMTUAPOPOTIATPEYKTA3Y,
HEINPSIMOM aHTUKOAryJIsTHT AUKYMApPOoJI, KOHKYpEHT BUTaMuHa K,
AHTUTUIEPTeH3UHbIM npenapar MeTHa-JOPA, noxasisrOnIUil
JeKapOOKCHUIa3Hbl,
o CpEACTBO JIEUEHUs MOJarpsl AAJIONYPHHOJI, UHTHOUPYIOUIUI KCAHTUHOKCHIA3Y.

(@)

(@)

JIODA-

AKTUBHOCTB

@)

N3BeCTHBIM NpUMEPOM SIBIIETCS KOHKYPEHILIMS ITAHOJIA U METAHOJIA 32 AJIKOTOJIbe-
TUporeHasy. JTa KOHKYPEHIIHs He SBJIIE€TCS MHTHOMpPOBaHHEM B OYKBaJIbHOM CMBICIIE
CIIOBA, T.K. ()EPMEHT OCTAETCsl aKTUBHBIM, HO 3TH JBa crupTa 3((HEKTUBHO BHITECHSIOT
Jpyr Apyra U3 akKTUBHOTO LIEHTpa (EepMEHTa, YTO HCIOJb3yeTCsl B KIIMHUKE IPU OTpaB-
JIEHUU METAHOJIOM.

I/ICHOJ’II)SYSI TEPMHUHOJIOTMIO KHHCTHUKHN Muxasnuca-MeHTeH MOXHO CKa3aTb, YTO KOHKYPCHT-
HBII MHTHOUTOP YMEHBIIAET CPOJICTBO (pepMEHTa K CyOCTpaTy, TMOBBIIIAs KOHCTaHTY Mmuxasmca
(Km), makcuMasbpHast CKOpoCTh peakiinu (VMmax) ocTaercst Ipu 3TOM HEM3MEHHHOM.

C uHrmbutopom
KOHKYPEHTHOIro T1na

C nHrmbutopom
HEKOHKYPEHTHOro T1na

CkopocTb, CkopocTb
peakumn Bes nHrnbutopa peakuun Bes nHrnbutopa
VERERE @ © = ¢ N2 S a— b 4 R W
& - V +1) - AR .".--:_-_g_a.—-
112V | s . C vHrMbutopom max /) -
max iy g C vHrMGnTopom
7 ] ]
s > [S] : » [S]
Km Km+ I Km

I'pacmky KOHKYpPEHTHOTO U HEKOHKYPEHTHOTO HHTHOMPOBAHHUS B KOOpAMHATaX Muxasnuca-MeHTeH

HEKOHKYPEHTHOE UHITMBUPOBAHWUE

JlaHHBII BUJ MHTUOUPOBAHUS CBS3aH C PUCOCIMHEHHEM HHIHOMTOpa HE B aKTHBHOM IIEHTPE,
a B IpyroM MecTe MOJIEKYibl. Ho mpu 3TOM Tak MEHSIeTCsl CTPYKTYpa aKTHBHOTO LIEHTPA, YTO TOCIIe
CBSI3bIBaHUA CyOCTpaTa peakiiysi CTaHOBUTCSI HEBO3MOXKHON. DTO MOKET OBbITh aJIIOCTEPUUECKOE UH-
ruOupoBaHKe, KOT/1a aKTUBHOCTh (DEPMEHTa CHU)KACTCS €CTECTBEHHBIMHU MOJTYJISITOPAMHU (CM BBIIIIE),
WIH CBSI3bIBaHUE C PEPMEHTOM KaKuX-T11M00 TOKCHMHOB. Hanpumep, CHHHJIbHAs1 KHCJIOTA (IIMAHUbI)
CBSI3bIBAETCS C TEMOBBIM JKEJI€30M (PEPMEHTOB JIbIXAaTENIbHOM LeNMHU U OJOKUPYET KIETOYHOE JIbIXa-
HHUE.

OCOOEHHOCTBI0O HEKOHKYPEHTHOTO WHTHOUTOpa SIBJISETCS €ro CHOCOOHOCTh CBSI3BIBATHCS C
(hepMeHTOM HE3aBUCUMO OT CyOcTparTa, T.€. U3MEHEHHE KOHLIEHTPAIlK CyOCTpaTa HUKAK He BJIusieT
Ha o0pa3oBaHMe KOMILIEKca (pepMEeHT-UHTHOUTOP.
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MakcumMasbHas ckopocTh peakiinu (Vmax) nmpu 3ToM CHUKaeTcsi, konctanta Muxasuca (Km)
HE M3MEHSIETCS, T.C. JI0OaBJICHHUE JIOTOJHHUTEILHOTO CyOCTpaTa HE MOXKET HOBJIMATh HAa COCTOSIHUE
aKTUBHOTO IICHTpa 1 paboTy (hepMeHTa.

BECKOHKYPEHTHOE UHITMBEUPOBAHWUE

B sTOM cityuae H”HTrUOUTOP CBSI3BIBAETCS HE B KOHTAKTHOM y4acTKe pepMeHTa (KaK Mpu KOHKY-
PEHTHOM MHTHOMPOBAHUN), & TOJIBKO C PepMEHT-CyOCTPaTHBIM KOMIUIEKCOM. [103TOMy MOBBIIICHHE
KOHIICHTPAIIMHU CyOCTpaTa, yBeIHMYHBasi KOJHMIECTBO PEPMEHT-CYOCTPAaTHOTO KOMIUIEKCA, YCUITUBAET
U CBSA3bIBAHWE MHTHOUTOpa ¢ HUM. MakcumanbHasi CKOPOCTh PEaKIIMM YMEHbILIAETCS.

CMEWAHHOE UHTUBUPOBAHWUE

[Ipu TakoM UHTMOMPOBAHNUU UHTUOUTOP CIIOCOOEH MPUCOECTUHATHCSA U K AKTUBHOMY LIEHTPY, U
B JIPYIMX YacCTAX MOJIEKYJIbl. MakcuMasnbpHas CKOPOCTh PEAKIUN YMEHBIIIAECTCS.

QH3INMONATONOINU

DH3UMOTIATOJIOTHH (SH3UMOIIATHH) — COCTOSIHUS, CBSI3aHHBIE C TTATOJIOTUYECKUM W3MEHEHHEM
aKTHBHOCTH (hepMeHTOB. Hanbosee 9acTo BcTpeyaeTcsi CHUKEHNE aKTUBHOCTH M HAPYIICHUE KaKHX-
1100 MeTaboIMUECKHX MpoIeccoB. [Ipu 3H3MMOMATOIOTHN KIMHUYECKOE 3HAYEHUE MOYKET UMETh
HaKOIUIeHHE cyOcTpara peakuuu (Kak npu (peHUIKeTOHYPUH) UM HEJOCTATOK MPOJYyKTa (IIPH ajlb-
OnHU3ME) W 00€ 0COOCHHOCTH OHOBpPEeMEHHO (TJIMKOreHo3bl). [lo XapakTepy HapylieHus BbIJe-
JISIOT MePBUYHBIE 1 BTOPUYHbIE SH3UMOTIATHH.

IepBuyHbIe (HacTIEICTBEHHBIE) YH3UMOIIATHH CBSI3aHBI C TCHETUYECKUM JIe(DEKTOM U HACIIE -
CTBEHHBIM CHIIKEHHEM aKTUBHOCTH. Hampumep, ¢eHmkeToHypHusi cBsizaHa ¢ nedektoM (peHu-
aJIaHNH-4-MOHOOKCHTeHAa3bl, KOTOpas MpeBpaliaeT peHmIaJaHiuH B TUPO3uH. B pe3ynbTaTe Hakar-
JIMBAIOTCSl aHOMAaJIbHBIE METa00IMTHI (PeHUITAIAHUHA, OKA3bIBAIOIINE CUITBHBIM TOKCUYSCKUN 2P hEeKT
(cm "OOMen (enwmrananuna'). 3abosieBaHre moaarpa cBs3aHo ¢ JaedekToM (GpepMEeHTOB MeTado-
JIU3Ma MMyPUHOBBIX OCHOBaHMM U HAKOTUIEHHEM MOYEBOI KUCIIOTHI.

Kpome ykazaHHBIX, TPUMEPOM MEPBUYHBIX SH3UMOTIATHI ABIIAIOTCS raJaKTO3eMHUsl, HE0CTa-
TOYHOCTh JIAKTA3bI U caXapa3bl, [NTIUKOI€HO3bl, HACJIEICTBEHHbIC THIIEPAMMOHNEMHH, PA3JIUYHbIC
JIMNIU/I03BI.

Bropuunble (mpuoOpeTeHHbIE) SH3UMONIATUHM BO3HUKAIOT KaK ClIeJICTBUE 3a00JIeBaHMit opra-
HOB, BUPYCHBIX HHPEKUUN U T.II., YTO IPUBOJUT K HAPYILIEHUIO CUHTE3a (pepMEHTa HIIN YCIOBHI €ro
paboTel, HapUMEp, TMNEPAMMOHUEMHUS TIPU 3a00JIEBaHUAX MEUYEHH, MPU KOTOPBIX YXYJIIAETCS
CUHTE3 MOUYEBUHBI U B KDOBHU HAKAIIIUBAETCS aMMHaK. J[pyruM nIpuMepoM MOXKET CITYKUTh HEJJ0CTa-
TOYHOCTH (pepPMEHTOB KeJTyI0YHO-KHIIIEYHOI 0 TPAKTA IIPH 3a00JIeBaHUSAX JKETyIKa, T0KETyI0Y-
HOM JKeJe3bl WK JKeTYHOro My3bIps. HegocTaTok BUTAMHHOB U X KOepMEeHTHBIX (PopM Takxke
SIBJISETCS IPUUMHON MPHUOOPETEHHBIX (PEPMEHTOTATUH.

MCMNOJNIb3OBAHWUE ®EPMEHTOB
M X AHFTUBUTOPOB B MEAMWUUWHE

Hcnons3oBaHue (bepMeHTOB B MCIUIHUHEC IIPOUCXOUT IO TPEM HAIIPABJICHUAM:
O0 OH3UMOJHArHoCTHKa,
O SH3UMOTCpaIiud,
O HCIIOJJb30BaHHUC (1)epMeHTOB B MCIUIHUHCKUX TCXHOJIOTUAX U ITPOMBIIIIJICHHOCTH.
Taxxke akTUBHO HAIIIJIO IMPUMCHCHUEC UCIIOJIE30BAHUC I/IHI‘I/I6I/ITOpOB (I)epMeHTOB.
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OQH3UMOOUATHOCTUKA

DOH3MMOJIMAarHOCTUKA — 3TO HWCCIIEJAOBAHHE AKTHBHOCTH (PEPMEHTOB ILIa3Mbl KPOBH, MOYH,
CIIIOHBI C IIETBI0 TMATHOCTUKU TE€X WJIM MHBIX 3a0oieBaHuid. [IpuMepoM MOXKET CIyUTh (pepMeHT
JIAKTATAeruAporeHasa, onpeesieHie ero akTUBHOCTH B IJIa3Me KPOBU HEOOXOMMO MpH 3a00JIeBa-
HUSAX CEpALA, IIEYECHU, CKEJIETHOW MYCKYJIAaTyphl. YBEIMYECHHE aKTUBHOCTH OL-aMMJIa3bl B IUIa3Me
KPOBH ¥ MOY€ HAOIIOJA€TCS TIPU BOCHIAIMTENLHBIX MTPOIECCAX B TIOHKETYI0OYHOM U CIIFOHHBIX Kelle-
3ax. IH}apKT MHOKap/a COMPOBOKIAACTCS YBETNUEHUEM aKTHBHOCTH JIAKTAT/Aer HAPOreHaspl, Kpe-
aTMHKHHA3bI, acClIapTaTaMHMHOTPaHcdepasbl B CBIBOPOTKE KPOBU U3-3a PA3pYLICHUS KapIUOMHUO-
LIATOB U BBIXOJIA UX COAECPKUMOIO BO BHEKJIIETOYHOE IIPOCTPAHCTBO.

OQH3UMOTEPANUSA

DH3UMOTEpanus — 3T0 UCNOJIb30BaHHE (PEPMEHTOB B KaU€CTBE JIEKAPCTBEHHBIX CPE/CTB.

CaMbIMH pacTipocTpaHEHHBIMU (pepMEHTATHBHBIMU IIPETapaTaMHy SBJISIIOTCS KOMILIEKCbI Gep-
MenToB JXXKT nerncuHa, XMkMOTPUIICCUHA, JIMMa3bl, amuiia3bl U Apyrux (decrain, [Tanzunopm dopre,
MeszuMm opte, DH3UCTAN U T.I.), UCIIOJIb3YEMBIE Ul 3aMECTUTEIBLHON TEparnuu IpU HapYIIEHUIX
IIEPEBAPUBAHMNS B JKEIIYJOYHO-KAIIEYHOM TPAKTE.

TkaHeBo#l (pepMEHT ruaJTypOHHAA3a UCIOIB3YETCSI OPraHU3MOM JJIsi OOPATUMOTO U3MEHEHUS
MIPOHUIIAEMOCTH MEXKJIETOYHOTO BellecTBa. JIekapcTBEHHYIO (OpMy rHaiypoOHUIa3bl — JUAasy —
BBOJIAT JJIS1 pa3MsIryeHus pyOIoB, MOSBIEHUS MOJBUKHOCTH B CyCTaBaX, paccachblBaHUS T€MaTOM.

Hutoxpom ¢ — GpepMeHT, y4acTBYIOIIUNA B Mpolieccax TKaHEBOTO JbIXaHus. Ero ncnonas3yror
pu acPUKCUM HOBOPOXKJAECHHBIX, aCTMATHUECKUX COCTOSIHUSIX, CEpJEUHON HEIOCTaTOYHOCTH, pa3-
JIMYHBIX BUJIaX FEMATUTA U T.II.

Pubonyxkieasa u ne3okcupuOOHyKJIea3a BXOST B COCTaB IJIa3HBIX Kaleb U UCIOJIb3YIOTCS
IIPY BUPYCHBIX KOHBIOHKTUBUTAX. [Ipy HaHECEHNN Ha paHy OHM Pa3KWKAOT THOW, TIPA MHTATSALUAX
YMEHBILAIOT BS3KOCTh CIIN3H, AECTIOIMMEPU3YsI HYKJIIEHHOBBIE KUCIOTBI B MOKPOTE.

TpuncuH UCnoib3yI0T NPU OPOHXOJIETOUHBIX 3a00JIEBaHUAX JUISl Pa3KUKEHUS I'YCTON U BA3-
KOl MOKPOTBHI.

YPpoKHHA3a U CTPENTOKMHA3Aa HCIOJIB3YIOTCS Ui NPOBEACHHUS TKAHEBOTO M CHUCTEMHOIO
(GuOpHrHOIM3a, BOCCTAHABIMBAIOT POXOJUMOCTh TPOMOUPOBAHHBIX KPOBEHOCHBIX COCYIOB.

@uuuH ucnoab3yercs B (papMalieBTUYECKON MPOMBIIIJIEHHOCTH B KayecTBe 100aBKU K 3yO-
HBIM IIacTaM JJIs y/laJlleHus 3yOHOro Hajera.

Konarenasy npuMeEHSIOT 11l yCKOPEHHUS OTTOPXKEHHUS HEKPOTU3MPOBAHHBIX TKaHEW, IUIS
OUYHUCTKH TPOPHUUECKUX 53B.

MCNONb3OBAHUE ®EPMEHTOB
B MEAWUUHCKNX TEXHONIOIMUAX

A. CneunuyHOCTh PEPMEHTOB K OIPEEIEHHBIM CYOCTpaTaM IHPOKO MCIIOJIB3YETCSl B HACTOSILEe
BpeMsl B 1a00paTOPHOIl TMarHoOCTUKE.

o MHOTHE JIabopaTOpHbIE METOAbl OCHOBAaHbl Ha B3aUMOJIEHCTBUU J0OaBIsEMOro M3BHE (ep-
MEHTAa C OIIpeJiesIIeMbIM coeiMHEeHHEeM. B pe3ynbTaTe BO3HUKAET crielu(pUUHbINA POIYKT peak-
LIUH, M0CIIe ONPEAETICHUs COJIepkKaHUs MOCIEIHEro CyIIT O KOHIIEHTPALUU UCKOMOIO Bellle-
cTBa (TJIFOKO300KCUA3HbIH, X0IECTEPOIOKCHIa3HbIH METO/IbI),

o HUMMYHO(EpPMEHTHbIE METO/Ibl, OCHOBAHHBIE Ha 00pa30BaHUU TPOHHOIO KOMIUIEKCa (pepMeHT-
aHTUTeH-aHTUTeN0. OnpeaernseMoe BEIIeCTBO He SIBIIsETCs CyOcTpaToM (epMeHTa, HO SBIISIETCS
aHTUTeHOM. DEepMEHT MOXKET MPUCOEANHATH ATOT aHTUI'eH BOJIN3M OT aKTUBHOTO LieHTpa. Ecin
B CpeJlie €CTh aHTUTEH, TO MpH J00aBJIEHUM aHTUTEN U (OPMHUPOBAHUU TPOMHOIO KOMILIEKCA
aKTUBHOCTH (pepMEHTA U3MEHSIETCS. AKTUBHOCTB (pepMEHTA U3MEPSIOT JIFOOBIM CIIOCOOOM.

b. B npoMmblisieHHOCTH (hepMEHTHI CIIOIb3YIOTCS B PA3IMYHBIX OTPaCsX:
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o0 TJIKO0300KCH/Ia3a B COYETAHUH C KATAJIA30M [IPUMEHSETCS Ul YAAICHUs KUCIOpoJa U3 Cy-
XOr0 MOJIOKa, Koe, MmiBa, MaiOHE30B, IMMOHHBIX, alleIbCHHOBBIX U BUHOTPAJHBIX COKOB, Jic-
KapCTBEHHBIX IPENAPATOB,

MCNONb30OBAHWE UHTMEUTOPOB ®EPMEHTOB

BecbMa mmMpoko UCTIONB3YIOTCS B HACTOSILEE BPEMSI HHTMOMTOPBI POTea3 (KOHTPUKAJL, TOp-
JIOKC) NpU MaHKPEaTUTaX — COCTOSHUSX, KOI/Ia MPOUCXOJUT aKTUBUPOBAHUE MUIEBAPUTEIbHBIX
(hepMEeHTOB B IPOTOKAX M KJIETKAX MOKEITyJOUHOH JKEJIe3bl.

HNHruduropsl xoauHIcTepasbl (GU30CTUTMUH, MTPO3EPHH) MPUBOAAT K HAKOIUICHUIO HEHpPO-
MeJraTopa aleTUIX0JMHA B CHHAIICAX U UCHOJIB3YIOTCS IPU MUACTEHUH, IBUTATEIbHBIX U YyBCTBU-
TEJIbHBIX HAPYLIECHUSAX [IPU HEBPUTAX, PATUKYINUTAX, ICHXOT€HHON HMIIOTEHIIUH.

[IpenapaTsl, copeprkalye HHrHONTOPbI MOHOAMUHOKCH/IA3bI (HAKOM, Majionap), UCIOIb3Y-
I0TCS IPY CHUKEHUU BBIpaOOTKHU HelipoMenuaTopos karexoiaamMuHoB B LIHC u s neyeHus napkuH-
conn3ma. [lonaBneHne akTHBHOCTH MOHOAMMHOOKCH/Ia3bl (pa3pyllaroiieil KaTeXxoJIaMHUHbI) coXpa-
HSI€T HOPMAJIbHYIO IIepe/jauy CUTHAIOB B HEPBHOU CUCTEME.

NHruéuropsl aHrMOTeH3MHNpPeBpamawinero ¢gepmMenTa (KanTonpui, 3Hajanpuil U T.II.)
HCIOJIb3YIOTCSl KaK aHTUTUIIEPTEH3UBHOE CPEJCTBO U BBI3BIBAIOT pacUIMpeHre neprudepruieckux co-
CyJIOB, YMEHbIIIEHNE HAIPy3KU HA MHUOKApJ, CHHKEHHUE apTepUAIIbHOTO AaBIICHUS.

AJUIONYPMHOJ — UHTUOUTOP KCAHTUHOKCUAA3bl, (pepMeHTa Kataboau3ma mypuHoB. Vcnois-
3yeTcsl Ui CHH)KEHUS 00pa30BaHMsI MOUEBOM KUCIOTHI U MOAABIIEHUS PA3BUTUS TUIIEPYPUKEMUH U
MOJArpsbl.

Nuruduropsl ruapokcuMeruiarayrapui-SKoA-penykraspl (JloBacTatuH, (IyBacTaTHH,
aTOpBACTaTHH) MPUMEHSIOTCS IJIsl CHUYKEHHSI CHUHTe3a XOJIecTepoJa pH aTepocKiepose, 3adoeBa-
HUSX CEPACYHO-COCYAUCTON CUCTEMBI, TUCIUIIONPOTEHNHEMHUSIX.

Nurudurop kap6oanruapasbl (amera3ojaMu/l) UCIOIb3YETCs KAK MOUYETOHHOE CPEJICTBO MPH
JICUEHHUH IJIayKOMBI, OTEKOB, SIHJICIICUH, allKano3axX U TOPHOH OOJIE3HH.

KNACCUNOPUKALUNA PEPMEHTOB

B 1961 r B MockBe V MexayHapoaHbI OMOXUMUYECKUN COI03 MPUHSII COBPEMEHHYIO Kilac-
cudukamuio GpepMeHTOoB.
B cooTBeTcTBHU € 3TOH KitaccuduKanuei Bce PepMEeHTHI IEeIATCS:
Ha KJIACChI — 10 THITY KaTATM3UPYEMOW PEeaKIny,
Ka)XIbIH KJIACC TOIPA3IeNIICTCs Ha MOAKJIACCHI — 10 IIPUPO/IE aTAKYeMOW XMMUYECKOU TPYIIIIHI,
MOJIKJIACCHI JIEJIATCS Ha MOAMOAKIACCHI — [0 XapaKTepy aTaKyeMOW CBSI3U WIH 10 MPUPOJIE aK-
HenTopa.
Briensror 6 kiiaccoB (hepMeHTOB:
|  xmace Oxcuaopeaykrasbl
Il kmacc Tpancdepaszbl
Il knacc I'uaponaszer
IV  xmacc JInazpl
V  kiacc N3omepassbr
VI xmace Jlurazel

Kaxnomy ¢epMeHTYy NMpPHCBOEH YeThIpeX3HAuHBIM Kilac- XXX,
cU(UKaLMOHHBII HOMEpP, BKIIOYAIOILINH K1acc, MOIKIACC, MO- e d \
MIOAKJIACC U MOPSAKOBBIN HOMEP B MOIOJKIIACCE. Knacc . S——

Hanpumep, ankoeconvoecuopozenaza uMeeT HOMEp HOMep

o Mopknacc
K® 1.1.1.1. — 310 okcumopenykrasa, neiictsyer Ha OH-rpymnmny T
noHopa ¢ HAJI B kauecTBe akIentopa ¢ MepBbIM MOPSAIKOBBIM
HOMEPOM B CBOEM IOJIIOIKIACCE; 1akmamoecuopocenaza — KO
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1.1.1.27, neiictByer Ha OH-rpynny nonopa ¢ HAJI B kauecTBe akuenropa ¢ NopsaKOBbIM HOMEPOM
27 B cBOEM MOAIOAKIIACCE

HOMEHKNATYPA ®EPMEHTOB

1. TpuBHajbHOEe Ha3BaHWE — Ha3BaHHE, CIOXKUBIIEECS MCTOpUYeckd. Hampumep, mencus,
TpuricuH. 1711 HEKOTOPBIX PEepPMEHTOB K Ha3BaHUIO cyOcTpaTa qo0aBIsieTcst OKOHYaHue "-a3a" — ype-
a3a, aMHiIa3a, JIMIasa.

2. CucreMaTH4ecKoe Ha3BaHNE — COTTIACHO COBPEMEHHOH Kiaccudukaru. Kak nmponssonHoe
CUCTCMATHUYCCKOI'0O Ha3BaHUA Y MHOTUX (I)epMCHTOB HUMECTCsA OAHO HUJIN HECKOJIBKO paﬁo‘mx Ha3Ba-
HHH.

| KNACC. OKCUOOPEOYKTA3bI

@depMeHThI KaTaJu3upYIOT OKUCIUTEIbHO-BOCCTAHOBUTEIbHBIE PEAKIINH, JIEXKAIIUE B OCHOBE
ononornyeckoro okucnenus. Kinace HacunteiBaer 22 nojaknacca. KodepMmenTamu 3Tor0 Kitacca siB-
nsiotest HAJL, HAJI®O, DA, ®DMH, yOuxuHOH, TIIyTaTHOH, TUTIOEBast KUCIIOTA.

[Ipumepom moaKIaccoOB MOTYT CIYXUTh pepMeHThI, AeiicTBytomue Ha CH-OH-rpymnny noHo-
poB, Ha CH-CH-rpynny nonopos, Ha CH-NH-rpynny noHopoB, Ha reMcojep:aiue 10oHopsl. Ha
NOANOAKJIACCHI JIJIEHUE POU3BOJUTCS B 3aBUCUMOCTH OT aKuentopa — HAJ[" wiu HAJID", nu-
Cynb(HIBI, KUCIOPOSI.

Haubonee pacnpocTpaneHsl cieaytonie padoune Ha3BaHUsI OKCUIOPEIYKTa3:

1. leruaporena3sbl — OKCUAOPEAYKTA3bl, KaTATU3UPYIOIINE IETHAPUPOBAHNE CyOCTpaTa ¢ UCIOJIb-
30BaHHEM B KayeCcTBE aKIIENTOpa BOJOPO/Ia JTFOObIX MOJIEKYH, KpOME KUCIOpOa.

2. Ecnin mepeHoc BoJopoJa OT MOJIEKYNBI IOHOpa TPYIHO JT0Ka3yeM, TO TaKHME€ OKCHIOPEAYKTa3bl
Ha3bIBAIOT PeAyKTa3aMH.

3. Okcenaspl — OKCUAOPEYKTa3bl, KATATM3UPYIOIINE OKUCIEHIE CYOCTPATOB C MOJIEKYIISIPHBIM KHC-
JIOPOJIOM B KauecTBE aKIENTopa 3JIEKTPOHOB 0€3 BKIIIOUEHUS KUCIOPO/Ia B MOJIEKYITy cyOcTpara.

4. MoHOOKCHIeHa3bl — OKCUI0OPEIYKTa3bl, KaTATU3UPYIOIINEe BHEAPEHUE OJHOTO aToMa KUCIOpoaa
B MOJIEKYIIY CyOCTpaTa ¢ MOJIEKYISPHBIM KHCIOPOJIOM B KaUe€CTBE JIOHOPA KUCIOPOa.

5. Jlnokcurenaspl — OKCUAOPEAYKTA3bl, KATAJTU3UPYIOUINE BHEIPEHHE 2 aTOMOB KHCJIOpO/ia B MOJIe-
KyIly cyOCTpaTa ¢ MOJEKYJISPHBIM KHCIOPOJIOM B KaueCTBE JOHOPA KUCIOPOAA.

6. [lepoxcuaaspl — OKCUAOPEIYKTa3bl, KATATU3UPYIOLINE PEAKIIUU C IEPOKCHIOM BOJIOPOA B Kaye-
CTBE aKIIENTOPa AIEKTPOHOB.

CuctemaTtudeckoe HasBaHue obpasyeTcs:
Z[OHOp QJICKTPOHOB . AKICIITOP 3JICKTPOHOB — OKCUAOPEAYKTas3a.

lpumep 1
HAL* HAOH+H* W

?HZ—OH 5 i l=O
CHj3

CH3
OTaHon Auetansaervg

XapakTepucTika GpepmMeHTa

CucreMaTHueCcKoe Ha3BaHUE Anxoronb:HAJ[-okcunopeaykrasa
PabOouee Ha3zBanue AJKOTOJIbIETUAPOT€HA3a
Kiacc 1. Oxcuaopenykrasbl

KO(l)aKTOpLI HI/IKOTI/IHaMI/I,ILaI[eHI/IHI[I/IHyKJ'IeOTI/II[. Kenezo wiun IUHK.
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lMpumep 2
coo- QAL PALH coo-
cl:Hz fIfH
CHap HC
Ccoo- 2:00-
AHTapHas dymaposas
kucnora kucnora

XapakrepucTrka GpepMeHTa
Cucremarnueckoe Ha3BaHHE Cykuunat: ®AJl-okcugopeaykrasa
Pabouee Ha3zBaHme CykuuHaTaeruaporeHasa
Kiacc 1. OxcunoperyKTassl
Kodakrop ®aBUHAIEHUHANHYKIEOTH

lNMpumep 3

Tempaaudpo- Auaudpo-
6uonmepuH 6uonmepuH

H(':—CH2<© ./ > H(I:—CH2~©—OH
coo- c':oo-
®eHvnanaHuH TuposuH

XapaxTepuctuka hpepMeHTa

®enunnanaanf. TeTparuapoOHONTepuH: KMCIOPO1-0OKCHIO-
Cucremarnueckoe Ha3BaHHE

penykTasa
Pabouee Ha3BaHue dennnanaHuH-4-MOHOOKCHI€HA3a
Knacc 1. OxcupopemyKrasbl
Kodaxropsr Terparunpoduontepus. JKeneso.

Il KNACC. TPAHC®EPA3bI

Karanu3upyrot peakiuu rnepenoca pa3JInyHbIX TPYIII OT OJJHOTO cydcTpaTa (JOHOP) K APYroMy
(akuenTop), y4acTBYIOT B PEAKIMAX B3aWMOIIPEBPAICHHS PA3JIMYHBIX BEIIECTB, 00€3BPEKUBAHUS
MIPUPOJIHBIX U YY)KEPOIHBIX coeauHeHnii. KopepmeHnTamu sBisitoTCs mupuaokcaibdocdart, KoIH-
3uM A, TeTparujpodgosueBasi KUCI0Ta, MeTHJIKo00aaMuH. Kiacc moapasnensercs Ha 9 mokiac-
COB.

B moaksacchbl BeIIEIAIOTCS TPYNIbl (PEPMEHTOB B 3aBUCMMOCTH OT COCTaBa MEPEHOCHUMOM
rpynnbl (0THOYTJICPOIHbIC (BPAarMEHThI, allbJACTHAHBIC W KETOTPYIINbI, a30TCOACPIKAIIUE TPYIIIbI,
dhochopconepxkamue). Ha moamoaksacesl geseHue TPOU3BOIUTCS B 3aBUCUMOCTH OT BHJIA IIEPEHO-
CUMOI TPYIIIBI — METUJI, KAPOOKCUMETUI MU (POPMUI, AMUHOTPYTITIHL.

PacripoctpaneHHbiM padounM HazBaHHeM TpaHcdepas SBISETCS TEPMHUH KHHa3bl. K

HUM OTHOCAT (hepMeHThI, epeHocsue Gocdarnyro rpymnmny or ATD k kakomy-1100
cyOcTpaty (MOHOCaxapua, 6enoK).
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CucrtemaTtunyeckoe HasBaHue o6pasyeTCﬂ:
JIOHOp TPYIIIIBI : aKLENTOP FPYIIIBI — IepeHOCUMast IpyIina TpaHcdepasa.

lMpumep 1
HO—CH, PR (®—-0—cHj
° - h
OH > OH
H OH H OH
H OH
[mtokosa mMtoko30-6-hocar

CucreMaTH4YeCcKO€E Ha3BaHUE
Pabouee Ha3BaHUe

Kiacc

Kodakrop

coo-
CH—NH3+
CHy

00~

AcnaparvHoBasi
kucnora

CucreMaTUYeCKOE Ha3BaHUE
Pabouee HazBaHue
Knacc

Kodaxrop

NH2

COOH

XapakrepucTrka GpepmMenTa
AT®:D-rekcosa-6-pochorpanchepasza

I'excokuHaza
2. Tpancdepaszbl
Maruui
lMpumep 2
coo- coo-
| coo-
GO | CH— NH3*
| c=0
T CHy _— | # CHy
| (|3H2
CH CH
[ 2 coo- 2
coo- coo-
a-Ketornytapar OkcanoaueTar myTamuHoBas
KucnoTa

Xapaktepuctuka GpepMeHTa
L-Acnaprar:2-okcoriayrapaT-aMuHOTpaHcepasza
AcmapraramMmuHOTpaHchepasa
2. Tpancdepazbl
[Tupunoxcanshocdar

lpumep 3

N5-memun-Tr®oK  TrokK -

| |
HC—CHy—CHp— SH u » HC—CHy—CHy—S—CHj3

COOH

FomouucTeunH MeTUoHUH

CucreMaTHUYeCcKOe Ha3BaHUE

Pabouee Ha3BaHMe
Kiacc
Kodaxrop

I'maponassl — GepMeHTsI,

XapakrepucTtrka GepMeHTa
5-metmnrerparuapodosar: L-romonucTenH
S-metunTpancdepasa
MeTHoHMHCHHTAa3a
2. Tpancdepasbl
Kob6anamun. [{uHK.

[Il KnAcc. TngpPONA3bI

OCYILECTBIISIOIINE PAa3phIB BHYTPUMOJEKYISAPHBIX CBsA3EH B CYyO-

CTpaTe myTeM npucoenuHeHus snementoB HoO, moapazaenstores Ha 13 moaknaccoB. KogepMeHTsI
OTCYTCTBYIOT. BBUY CIIOKHOCTH MHOTHX CYOCTPaToOB y psiga GEepMEHTOB COXpaHEHbI TPUBUATBHbBIC
Ha3BaHUsl, HAIIPUMED, METCUH, TpUrcuH. lctopruecku Ha3BaHMs TUAPOIA3 CKIaAbIBAIUCH U3 Ha3Ba-
HUs cyOcTpaTa ¢ OKoHYaHHeM "-a3a" — KoJlareHasa, aMmmuiasa, Jumnasa, Hykineasa, JIHK-aza.
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[TpuMepoM MOAKIACCOB CIyXKaT TPYNIbl (EPMEHTOB, NEHCTBYIONIUE HA CIOXKHBIC 3(UpPHI, HA
pocThie 3(UPBI, HA MENTUABI, HA YTIIEPOI-yIIIEPOAHbIE CBS3H.

I'uaponasel mpeacTaBieHbl (pepMEeHTaMH KEITyJOYHO-KHIIEYHOTO TPaKTa (TETICHH, TPHUIICHH,
JMIasa, aMuiiaza u Ipyrue) v JIu30coManbHbIMu (pepMeHTaMu. OCYIIECTBIISIOT paciiag MakKpoMoJie-
KyJ1, 00pasyst JIErKO aJcopOoupyemMble MOHOMEPHI.

Hauboutee yacTo BCcTpevaroTcs cleayronme pabourne Ha3BaHusl THAPOIIa3:

1. DcTepa3bl — TUAPOIH3 CIOKHOIPUPHBIX CBSIZCH.

2. JIuna3sl — TUAPOIIU3 HEUTPATBHBIX KHPOB.

3. @ocdaraspl — otmieruieHne hocdaror oT GochopHITMPOBAHHBIX COSAUHEHHH.
4. I'nuko3uaasbl — ruApoiau3yoT O- U S-TIMKO3HIHBIE CBSI3H.

5. [IpoTeaspl, nenTUAA3bI — TUAPOJIU3 OCIKOB U METITUIOB.

6. HykJiea3bl — ruiposn3 HyKJIEHHOBBIX KHACIIOT.

B nmoakJiaccsl BEACTSIOT TPYIITBI (PePMEHTOB, KATATH3UPYIOUINE THIPOIIN3, HATPUMEP, CIIOXK-
HBIX 3()MpPOB, NENTHUJIOB, YIIIEPOI-yIIIEPOIHBIX CBA3EH, cBsA3ei Ppocdop-azor u T.11. Cpeau moamoa-
KJIACCOB BBIJIEIISIOT, HATPUMED, THAPOJIa3bl KAPOOHOBBIX KUCIIOT, THAPOJIa3kl pochHoMoHOIPHUPOB.

CuctemaTtuyeckoe HasBaHue o6pa3yeTcs|:
I'unponuzyemslit cyOcTpaT : oTaenseMast rpymnma ruaposiasa.

lMpumep 1

0 0

] H20 I}
CHy—0—C—R4 \\‘ CHy—0—C—R4
| | > | |
CH—0—C—R» CH—0—C—Ry

0 R3—COOH
CH;—0—C—Rj3 CHy—OH

Tpuvauunrnuuepon 1,2-Quaumnrnuuepon

Xapaktepuctuka GpepMeHTa

CucreMaTHYeCKOE Ha3BaHUE Tpuanmirmuuepost:anuiruaposasa
Pabouee HazBaHue TATI-nmunasa
Knacce 3. I'mapona3zbl
lpumep 2
CHy0H CHo0H CHo0H CHo0H
0 o) H20 o) o)
H H 4\;> H + H
HO O H HO OH HO H
H H H H
ManbTo3a a-Inokos3a a-Inoko3a

XapaktepucTuka pepMeHTa
CucreMaTHUYeCKOE Ha3BaHUE o-D-TIroK03u 1 TTFOKOT HApoIa3a
Pabouee Ha3BaHue MarnsTtaza
Knacc 3. I'mapona3zbl
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lMpumep 3
CH
HaC r!l+—3CH fHs
T H0 H3C —NZ-CHj
(|:H2 —\L> H3C—C/o_ + éH
CHjp \\) | 2
I CHa
H3C—C—0 |
g OH
AueTunxonuH Auetar XonuH
XapakrepucTrka GpepmMeHTa
Cucremarnueckoe Ha3BaHHE AUETUITXOJIMH: AlleTHII-THAPOIIa3a
Pabouee HazBanue ATIETUITXOJIMH dCTepas3a
Knacc 3. 'upponaszel

IV KnAcc. JInA3bI

JInazel — dpepmenTsl, kKaTanuzupytomme pa3pseiB C-O, C-C, C-N u apyrux cBszeit, a Takxe 00-
paTUMBIE pEaKIMK OTIIEIUICHUs Pa3IN4HbIX I'PYII HETHAPOJUTHYECKUM ITyTeM. Beiaenstor 7 noa-
KJIaCCOB. OTH pEaKLUU COIMpPOBOXKAAIOTCA 00pa3oBaHUEM [ABOWHOM CBSI3U WIHM MPHUCOEIUHEHHEM
TPy K MECTY IBOMHOM cBs3U. JIna3el sBistoTcs cioxHbiMU pepmenTamu. Kodepmenramu ciayxar
nupugokcaabdpocart, TuamuHaupochat, yuacTByeT MarHui, KoOabT.

[Ipumepom nmoakJ/IaccoB SBIAIOTCS (GEPMEHTHI, HAIPUMEpP, NEHCTBYIOLIUE Ha YIJIepo-yrie-
POJHBIE CBSI3HU, YIIIEPOA-KACIOPOIHBIE CBSI3H, YIIIEPO1-a30THBIE CBA3U. Cpeay MOANOAKIACCOB BbI-
NeNA0T KapOOKCH-TTNA3bl, THAPO-JIUA3bI.

CuctemaTtudeckoe HasBaHne obpasyeTcs:
Pacmenmsiemslii cyOcTpar : otnenseMas rpymnmna — Jimasa

lMpumep 1
Eoo— M
c=0 T’ ¢=
CH CH
3 co, 3
Mupysar Auetanbaervg

XapakTepuctuka hepMeHTa

CucremaTnueckoe Ha3BaHUE 2-0KCOKHUCIJIOTa:KapOOKCH-IHa3a
PaGouee Ha3zBanue [TupyBaTaekapOokcuiasza
Kiace 4. JInassl
Kodepment Tuamunnudocdar
lpumep 2
NH3+ NH3*+

CHy—CHy NH*

CH—CH NH*
too- zll_m\') \ 4 / D)

NH
ricTuavH CO2 McTamuH

XapakTepucTika GpepmMeHTa

CucreMaTHueCKOE Ha3BaHUE lMuctunun:kapbokcu-nuasa
PabGouee HazBaHue lMuctunun-nekapbokcunaza
Knacc 4. JInassl

Kogepment [Mupunokcansdocdar
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lMpumep 3
NH2 NH2

N N
> Y&
N~ N N

(o} (o) (o}

o)

[ I

-o_ijo—i_\o—g—o—mzo : _O—T_O_CHZO
ddy
OH OH o OH
AneHosnHTpudochopHas kucnora 3',5'-umknoaaeHo3nHMoHogocdaT
(AT®) (LAM
XapakTepuctuka pepMeHTa

Cucremarndeckoe Ha3BaHHE AT®:mudocdar-nmuaza (MUKIU3YIOIIAS )
Pabouee HazBaHue AeHnmaTiykiIasa
Kiacc 4. JIna3zpl

V KNnAcc. N3OMEPA3bI

N3omepa3zbl — hepMeHTHI, KaTaTH3UPYIONIIe H30MEPHBIE MPEBPAIICHHUS B Ipeeax 0JHONH MO-
nexynsl. 3oMepa3bl — croxkHble pepmeHTsl. K X KodepMeHTaM OTHOCITCS mupuaokcaiabdocdar,
A€30KCHAeHO3UIK00aTIaMUH, TIIYTaTHOH, GochaThl MOHOCAXapHIOB (TIII0K030-1,6-mudocdar) u
ap.

IMoakaaccebl BBIIENAIOT B 3aBUCHMOCTH OT THITAa peaknuu. Hanmpumep, BBIACTSIOT paneMasbl
(oOpatumoe mpeBpauienue L- u D-crepeonzomepoB) u amumepasbl (npespamienus D,L-n3omepos,
HUMEIOIIKX 00JIee OJHOrO IIEHTPa aCHMMETPHH, Harpumep, o-D-rimoko3y B B-D-rimoko3y), apyrue
HOJIKJIACCHI — IIUC-TPAHC-U30Mepa3bl, BHYTPHMOJICKY/ISIPHbIC TpaHCc(epasbl (MyTa3bl), BHYTpUMOJIC-
KyJIsIpHbIE OKcuaopeaykrasbl. Cpean MOANOAKIACCOB BBIICISAIOT ICHCTBYIOINE HA aMUHOKHUCIIOTHI
U MX IPOU3BOJIHBIE, HA YTIIEBOJIBI U MX IPOM3BOIHbIE, TepeMernatonine C=C-cBs3u.

CuctemaTtudeckoe HasBaHme obpasyeTcs:

Cyoctpat — [ ] — peakuus, rae [ ] — 0603HaueHME, OTpakaroliee CyTh peakiiy, Hanpumep, ""HO-

Mep U3MEHSEMOro aroMa yriiepoja', i3MeHeHue "Iiuc-TpaHc", n3MEeHEHHUE "KeTO-€HOJ", U3MEHEHHE
"aJIb1030-KET030".

lpumep 1
CHy—OH CHy—OH
[ ° | °
CH—OH = . HO—CH
H—OH H—OH
G, e O)
Pubynoso-5-cocdar Keunynoso-5-hoccar
XapakTepuctuka hepMeHTa
Cucremarnueckoe Ha3BaHHE D-pubyno3o-5-dpochar-3-snumepasa
Pabouee Ha3zBaHue Pubynozodocdar-3-snumepasa
Kiacc 5. N3omepassl
lpumep 2
H
\c|:4° CHa—OH
(i:H—OH < > c|;=o
cHy—0—(P) CHy—0—(P)
Muuepanbaerva- OurnapooKkcaLeToH-

dochar docdar
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XapakrepucTrka GpepmMenTa

CucremaTnieckoe Ha3BaHUE D-riunepansnerun-3-docdar-ansa030-KkeTo30-u30Mepasa
Pabouee Ha3zBanue Tpuozodocdar-nzomepasa
Kirace 5. N3omepassl

lMpumep 3

(P)r-ocH, HOCHy

O, 0,
>
H OH OH H OH O—®
OH OH

mroko3o-6-hocbar mrokosa-1-dhocar
XapaxTepuctuka pepMeHTa
Cucremarndeckoe Ha3BaHHE o-D-riroko30-1,6-pochomyrasza
Pabouee HazBanue docdormokomyTrasza
Kiacc 5. N3omepassl

VI KnAcc. JIUrAsbl

JIurassl (cuHTETa3bl) — (EPMEHTBHI, KaTATTM3UPYIOLHE IPUCOEAUHEHNE APYT K APYTY IBYX MO-
JIEKYJI C UCII0JIb30BaHHEM IHEPIUM BbhICOKOAHepreTuueckux csizeid AT® (unu Apyrux MaKpospros).
JIurassl — cnokHele pepMeHThl. OHU coepkat HyKJeoTuaAHblIe (YT®), ouorunosblie (Butamut H),
(osueBbie KopepMeHTHI. BBIIEISIOT 6 OIKIACCOB.

[IprumepoM moaKJIACCOB CITyXKaT TPyNIbl (EPMEHTOB MO BUY 00pa3yeMoil CBSI3U: yIJIEpO.i-
KHCIIOPOJ, YTIepOoi-cepa, yrilepoa-a30T, yriiepoa-yriepoa. Cpeay noanoaK/aaccoB BeIICIAOT Gep-
MEHTBI, CHHTE3UPYIOIINE COSMHEHUSI TUIA KUCI0Ta-THOJ, aMUJIbI.

a. Cucrematumyeckoe Ha3BaHne obpasyeTcs:
Cyo6ctpar 1 : cyOcTpart 2 — nurasa

lpumep 1
NH3
NH3+ NHg+
CH—CHa—CHa—cZ° >  CH—CHy—CHy—cZ VM2
I N | Y%
coo- o - coo-
Afo+®
IMyTamuHoBas kucnota 4 Y rnyTamuH
XapakTepuctuka GpepMeHTa
CucremaTnieckoe Ha3BaHHE L-riryramaT:aMMHaK-IMrasa
Pabouee Ha3zBaHue I'myramuHcuHTETa32
Kiacc 6. JIurasel
lpumep 2
CO2 COo0~
coo- I
I c=0
c=0 > |
&H 7\ a
3 -
AT® Ano+o 00
MuposuHorpagHas OkcanoaueTar
Kuncnora
XapakTepucTtuka hepMeHTa
CucremaTnieckoe Ha3BaHHE [Mupysar:kap6okcu-nurasa (AJlP-o6pa3zyromias)

PabGouee Ha3zBaHUE IMupyBaTkapOokcuIaza
Kodakropsl buorun. Marnuii. [{luHk.
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lMpumep 3
HS-KoA coo-
coo- AT® AAP+® CHy
?Hz k’ U - %HZ
CHa c=0
coo~ S—KoA
CykupHaT CyKkumHun-SKoA
XapakrepucTrka GpepmMeHTa
Cucremarnueckoe Ha3BaHHE Cykuunat:KoA-nurasza
Pabouee HazBanue Cyxuununi-KoA-cunTeTasza

CyKuuHaT-THOKMHA3a
Knace 6. Jlurassl



OBWUWE NYTU BUONNOITMYHYECKOTIO
OKUCINEHUA

MeTta00M3M TpeACTaBiIsieT CO00H BHICOKO KOOPAMHHUPOBAHHYIO H IEJICHAPABICHHYIO KJIe-
TOYHYIO aKTHBHOCTH, 00ECIIEYCHHYIO y4aCTHEM MHOTHX B3aUMOCBSI3aHHBIX (DePMEHTATUBHBIX CH-
CTEM.

OH BBINOJHSIET TPU CHIEUUATU3UPOBAHHBIE (D YHKIINH:

1. DHepreTnyeckast — cHaOKeHUE KIETKH XUMUYECKON SHEPIHEH,

2. [InacTuyeckast — CHHTE3 MaKPOMOJIEKYNT KaK CTPOUTEIBHBIX OJIOKOB,

3. Cnenuduyeckasi — CHHTE3 U paciaj] OMOMOJIEKYJl, HEOOXOMMBIX ISl BBITIOJTHEHUS CIICIIHU-
(UYeCcKNX KIETOUHBIX ()YHKITH.

AHABONN3M
AHa00JM3M — 3TO OMOCUHTE3 OEJIKOB, MOJIHCAXapUJIOB, JIH- HAA®H
MUJ0B, HYKJIEMHOBBIX KHCIOT U IPYTHMX MAaKpOMOJIEKYJ U3 MaJIbIX
MOJIEKYJI-ITPEAIECTBEHHUKOB. [IOCKOJIBKY OH CONPOBOXKAAETCS Peakumu Peakumn
Katabonmsma aHabonusma

YCIIO)KHEHHEM CTPYKTYpPBI, TO TpeOyeT 3arpat sHepruu. Mctounu-

KOM TaKOW 3Hepruu spisercs JHeprusa AT®. \ /

HAL®

Taxxe a1 OMOCHHTE3a HEKOTOPBIX BEIIECTB (KUPHBIE KUC-
JIOTBI, XOJECTEPO) TpeOYIOTCSl OOraThle SHEPTHEH aTOMBI BOJO- Lukcn HAJI®-HA JIOH
pona — ux ucrounukom ssisiercss HAJIP®H. Monexkynst HAJIOH
00pa3yroTcsi B peaklMsIX OKHCICHHUs TII0K030-6-docdara ( cm
"[Tenro3odocdaTHbiii MyTh OKUCICHHS TIIOKO3bI'") U OKcayioanerara (cM "bruocuHTe3 sKUPHBIX KHC-
no1"). B peakumsax ana6onmm3zma HAJI®H nepegaeT cBon aToMbl BOJOpOJa HA CHHTETHYECKUE PEaK-
nuu u okucisiercs 1o HAJI®. Tak popmupyercs HAID-HAJIDH-1uko.

KATABONU3M

Kara6oau3m — paciiernseHie 1 OKHCIEHUE CI0KHBIX OPraHMYECKUX MOJIEKY A0 0oJiee mpo-
CTBIX KOHEYHBIX MPOAYKTOB. OHO COMPOBOXKIAE€TCA BBHICBOOOXKICHUEM SHEPrUH, 3aKIIOUYEHHOH B
CIIOXHOU CTPYKType BemiecTB. bosbias 4acTb BHICBOOOXKIEHHOM SHEPrUU pacceMBAETCs B BHJE
Teria. MeHbIasi 4acTh 3TOM SHEpPruu "mepexBaThiBacTcs" KohepMEHTaMH OKUCIUTEIBHBIX PEAKIIHMA
HA/l u ®A/l, HekoTOpas 4acTh Cpa3y UCIOIb3yeTcs Wi cuHte3a ATO.

Crnenyer 3aMeTUTh, YTO aTOMbI BOJAOPOAA, BHICBOOOXK/IA€MbIE B PEAKLHUAX OKHCIICHHUS Be-
LIECTB, MOT'YT UCHOJIb30BAThCS KJIETKOW TOJIBKO MO JBYM HalpaBICHUSM:

1) Ha aHa0oan4ueckue peaknuu B cocrase HAJIOH.

2) Ha oopazoBanue AT® B coctae HA/IH u @AJIH? B 1p1xaTenbHON IS MUTOXOHIPUH (CM
HIKE).

Bechb karabonu3m moapasaensercs Ha TPH dTara:

I aman
HpOI/ICXOI[I/IT B KHIIICYHUKE (HepeBapI/IBaHI/Ie HI/II_I_[I/I) HJIN B JIN30COMAX IIpU paCIICINICHHUHU YiKEC
HCHYXXHBIX MOJICKYIIL. HpI/I 3TOM OCBO60)KI[aeTC$I OKOJIO 1% OHEpPTHUH, 3aKJIIOUYEHHOH B MOIJICKYJIC. OHa
pacceuBacTCd B BUJC TCILIA.
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Il sman

BemecrBa, o00pa3oBaHHbIE Bernku Yrnesogpb! JNnunge!
IIPY BHYTPUKJIIETOYHOM T'HIPOJIN3E l l l I aTan
MM IPOHMKAIOMIME B KICTKY H3 _
KPOBH, OOBLIYHO NPEBPALLAIOTCS B AMUHOKUCTIOTI MoHocaxapuapb! i e mgﬁg»;::el =
IMMHPOBHHOIPATHYIO KHCJIOTY, AT® /—/
alleTWJIbHYIO Ipynny (B cocTaBe
anetmii-SKoA), U B HEKOTOpBIE AR mEr e
Jpyrue MejaKue Opranu4ecKue Mo- HARH
nekynbl. Jlokanu3amus BTOpPOTO AR Asrin-Sia, gﬁﬂzz ]

oTara — HMUMT030Jb W MHUTOXOH-

ApHUH.
Yacte sHeprum paccenBa-

Lukn

TprKkapboOHOBbIX

eTcs B BHUJE TeIJIa U NPUMEPHO umnK co,
13% sHepruu BeliecTBa ycBauBa- Il aTan
eTCsI, T.€. 3aIacaeTcsi B BHIC MakK- T s
pooprudeckux casazeii ATD. HARH, ®ARH2 HAR, 948

Il sman OKkucanTensHoe d)o&bopmnwposaHme

Bce peaknum storo srama l l

UAYT B MUTOXOHJIPHSIX. AIETHII- H20 AT®
SKoA BxiouaeTcss B peakluu
HUKJIA TpHKap60HOBle KUCJIOT DTanbl OMONOrHYeCKOro OKMUCIEHUS

U OKHUCISCTCA JI0 YIJIEKHUCIIOTO
raza. BrpigelneHHEBIE aTOMEI BOJO-
pona coegunstorcsa ¢ HAJL u @Al u BocctanapnuBaroT ux. [locne storo HAJIH u ®AJIH2 nepeno-
CSIT BOJIOPOJI B LeNb AbIXaTeJbHbIX ()ePMEHTOB, PACIIOJIOKEHHYIO Ha BHYTPSHHEH MeMOpaHe MH-
TOXOHJIpUH. 37IECh B pE3yJIbTATE MPOIIECcca 0] Ha3BaHUEM "OKHCIUTEeIbHoe (pochopuiupoBanue”
o0OpasyeTcst BOJia ¥ TJIaBHBIN MPOIYKT Onojorudeckoro okucieHus — AT®.

YacTp BbIIETIEHHON HA 3TOM JTare SHEPTUU MOJIEKYJIBI PACCEMBAETCSl B BHUJIE TEIJIa M OKOJIO
46% sHEepruu UCXOHOTO BEIIECTBA YCBAUBAETCH, T.€. 3anacaercs B CBI3IX ATD u ['TO.

Ha Bropom stane Bwimensercss okoso 30% sHepruu, 3akiro4eHHOM B MoJiekyne. [lpu
3TOM 3anacaercs okoJyio 13% ot Bceii sHepruu Bemectsa (wiu npumepHo 43% ot Bble-
JICHHOW Ha 3TOM 3Tare SHEPTHUH).

B Tpethem sTane Boinensercs n0 70% Bceil sHeprum BemectBa. M3 3TOro koiaduectna
ycBauBaeTcs moutH Jase tpetH (66%), uto cocraBisier okosio 46% OT oOIIei.

Takum obpazom, u3 100% MoseKyIsspHOM SHEPTUN KIIETKa 3armacaeT 0OJIbIIe MOJIOBUHBI
— 59%. Hu oquH COBpeMEHHBIN JBUTATENbh HE KMeeT Takoro Beicokoro KIT/I!

69% 46%

I sTan

30%

SHeprusi, 3anaceHHas

DHeprus, BbICBOOOXAEHHAS
B Buge AT®

n3 Bewjecrea

CooTHOLIEHUE BbIAECIEHHOH 1 3anaceHHOoMN OHEPrun
npu OMOIOrNYeCKOM OKUCIEHUHN
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DHeprusi, BRICBOOOXKAaeMasi B peakuiax KaTabou3ma, 3a11acaeTcsi B BUZE CBA3€i, Ha3bIBAEMbIX
MakpodpruyeckumMu. OCHOBHOM M YHHBEpPCAIbHOW MOJIEKYJIOH, 3allacarolleil SHEprulo, sSBISETCS
ATOD.

NH»o
NZ SN
o k\NI v
O;P—O—E—O—I—O—CHZ
Il Il I 0
o o 0
H OH
Ctpoenue ATD

Bce monekynbsr AT® B opranu3Me HEMPEPHIBHO YYACTBYIOT B KAaKUX-TUOO pPEaKIUsiX, TOCTO-
STHHO pacierisitorest 10 AJ{® u BHOBB pereHepupyroT. CylIecTBYeT TpU OCHOBHBIX CITOCO0A UCTIONb-
3oBaHusi AT®, koTophie BKyIe ¢ npoiieccoM oOpazoBanust AT® nomyunnn HazBaHue AT®-uuk.I.

CO3 + H0

TN ) N

Xumuyeckas pabora OcmoTtuyeckasi pabora  MexaHuyeckas pabora
Kara6osmzm (6nocuHTes) (TpaHcnopT) (cokpaleHue)

AL szoroes? L J

KomnoneHTbl AT®-1ukna

02

OCHOBHbIE UICTOYHUKWN SHEPIN B KNETKE

B knetke cymiecTByIOT YeThIpe OCHOBHBIX MpoIiecca, 00eCcIeynBaIOINX BBICBOOOKACHHUE SHEP-
UM U3 XUMUYECKUX CBA3EH MPU OKUCIIEHUH BEIIECTB U €€ 3alacaHue:

1. I'nukonu3 (2 sTamn) — OKUCICHHE MOJIEKYIbI TIIFOKO3bI 0 ABYX MOJIEKYJI TUPOBUHOTPAIHOMN
KHCJIOTHI, TIpH 3TOM obOpasyetcst 2 moJiekyinsl AT® u HAJIH. Jlanee nupoBHHOTpaHas KUCIOTa B
a’pOOHBIX YCIOBHSIX MpeBpalaeTcs B anetui-SKoA, B aHaspoOOHBIX yCIOBHUSIX — B MOJIOUHYIO KHC-
JIOTY.

2. B-Oxuciaenue ;KUPHBIX KHCJIOT (2 3Tal) — OKUCICHHE JKUPHBIX KACIOT J10 aneTmi-SKoA,
3neck oOpazyrores mosekyiasl HAJTH u ®AJIH2. Monekyn AT® "B unctom Buze" He 0Opa3yercs.

3. Iuka TpuxkapoonoBbix kucaor (IITK, 3 stam) — okuciieHue aneTHIbHON Tpymmbl (B cO-
craBe aneTua-SKoA) WiIn HHBIX KETOKUCIIOT J0 YIIIEKUCIIOTO ra3a. Peakiuu MoJHOro MUK COIpo-
BOxkIar0TCa oOpazoBanueM 1 moisekynbsl ['T® (uto sxkBuBasnieHTHO oqHONU AT®), 3 monekyn HAJTH
u 1 monekynst ®AJIH).

4. OkucanreasHoe gochopunnposanne (3 sran) — okuciasiores HAJIH u ®A/IHp, nmoiny-
YeHHbIE B PEAKIUAX KaTabOIU3Ma TIIFOKO3bl M KUPHBIX KUCIOT. [Ipu 3TOM pepmMeHTHI BHYTpEeHHEH
MeMOpaHbl MUTOXOHAPH oOecrieunBaroT 00pa3oBaHNEe OCHOBHOTO KoJMuecTBa kjaetouHoro AT® u3
AJ1® (pochopuinpoBanue).

OcHoBHBIM criocobom nonyueHust AT® B kiieTke sSBiIsIeTCss OKUCIuTeNnbHoe (hochopuiarpoa-
Hue. OnHako Taxke ecThb Apyroi cnocod docpopunuponanust AILD 1o ATD — cyberpaTHoe oc-
(¢opusmpoBanue. ITOT cr1ocob CBA3aH ¢ nepegadeii MakpoIpruueckoro gocdara MM SHEPrUU MaK-
PO3PruvecKoil cBs3M Kakoro-nmoo BemiecTsa (cyocrpara) Ha AJlP. K Takum BemecTBaM OTHOCSATCS
metabomutel Tiukoianza (1,3-mudocoranuepunoBasi kuciaora, ¢ocdoeHOIMUPYBAT), IHKIA
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TPUKapOOHOBBIX KHCIOT (cyKUHHWI-SK0A) 1 kpeatundocdar. DHeprus ruapon3a uX Makpodp-
THYECKOM CBs3M Bbilie, 4eM B AT® (7,3 kkaji/MoJIb), ¥ pOJIb STHX BEIIECTB CBOJUTCS K MCIIOJIb30Ba-
Huto 1711 GpochopunupoBanus ALD.

OKWCIIUTENIbHOE NEKAPBOKCUININPOBAHME
NMAPOBUHOITPAOHOWU KUCINOTHI

[MupoBunorpaanas kuciora (IIBK, nupysar) sB-

[miokosa
JII€TCA MPOIYKTOM OKHCJICHHS TIJIFOKO3bI U HEKOTOPBIX in
aMUHOKHUCIIOT. Ee cynpba paznuvHa B 3aBUCUMOCTH OT §
JOCTYITHOCTH KHCJIOPO/Ia B KJIeTKe. B aHa’»poOHbIX yci10- <
BHSIX OHAa BOCCTAHABJIMBAETCS O MOJIOYHON KHUCJIOTHI. 5
besz O

B a3po0HBIX YCIOBUSAX MPOUCXOIUT €€ OKUCIUTETIbLHOE Mupysat == 2, Nakrar
AeKapOOKCUJIMPOBAHME 0 YKCYCHOM KHCIIOTHI, TIepe- Tonbko B

o npucyrtcreumn O
HOCYMKOM KOTOPOHM CITYKUT KOIH3UM A.

AueTtun-SKoA

CymMapHO€e ypaBHEHHE PEaKIMU OTpakaeT JieKap-

OOKCHIMpOBaHKE TUpyBara, BoccTaHoBieHne HAJl mo
HAJIH u o6pa3oBanue ametnin-SKOA.

Cynpba nupyBara npv Haluuuu U
NpH OTCYTCTBUM KUCIOPOAA

Mupyeamdeaudpoz2enasa /S_KOA

Cc
|
c=0 » C=0
éH3 f) /_\ \ éH3

HAL*
HS-KoA HAQH+H* €02 A et SKoA

CyMMapHoe ypaBHeHHE peakLnu
NUpPYyBaTAETUAPOreHa3HOTO KOMILIEKCa

[IpeBpaiieHue cOCTOUT U3 MATH MOCIIEIOBATEIbHBIX PEAKIUil, OCYIIECTBIIAETCS MYIbTH(ED-
MEHTHBIM KOMIUIEKCOM, PUKPETNIEHHBIM K BHYTPEHHEH MUTOXOHIPUATILHOM MeMOpaHe CO CTOPOHBI
Matpukca. B coctaBe koMIiekca HacCUMTHIBalOT 3 (pepmMeHTa U S KO(PEePMEHTOB:

IMupyBataeruaporenasa (Ei, [IBK-ngeruaporenasa), ee kopepMeHTOM SIBJISICTCS THAMMUH-
audocdar, katanuzupyet 1-10 peakuio.

Jurnapoaunnoar-anetuiarpancdepasa (E2), ee kopepMmeHTOM SBIISIETCS JIUI0EBAsS KHCJIOTA,
KaTaJau3upyeT 2-10 U 3-10 peaKiuH.

Juruaposunoar-geruaporenasa (E3), kobepment — ®AJl, karanmuzupyert 4-10 U 5-10 peak-
LUU.

[TomMuMO yKa3zaHHBIX KOQEPMEHTOB, KOTOpPbIE MPOYHO CBA3aHBI C COOTBETCTBYIOIIUMHU (ep-
MEHTaMHu, B paboTe KOMILIEKCca MPUHUMAIOT yuyacTue KodH3uM A u HAJL.

CyTb nepBbIX TpeX peakiuil CBOIUTCS K JeKapOOKCHIMPOBAHUIO MHUpYyBaTa (KaTaau3upyercs
UpyBaTAeruaporenasoi, E1), okucienuro nupyBaTa 0 alleTuia U epeHocy aleTuia Ha KOOH3UM A
(kaTamu3upyeTcs IUTHIpOJIUIoaT-aeTuiTpaicdepasoi, Ep).
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COOH Eq
E1—To® + C=0 ——=——» E¢—T[4® —CH—OH
1. E1—T4 | \ 1—T14 l
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AueTtun-SKoA

Peakunu cunTesa anetnin-SKoA

OcraBmuecs 2 peakiiuu He0OX0UMBI JIsl BO3BPAILICHUSI JTUMOEeBOM KUcIoThl 1 DA/ B okuc-
JICHHOE COCTOSIHKE (KaTATM3UPYIOTCS TUTHAPOJIMIIOAT-IeruaporeHason, E3). [Ipu atom oOpasyercst

HAJTH.

E3
SH
4. E2—I1K<SH + E3—0Af] ———» Ez—ﬂK(i + E3—®AfH;

E3
5. Eg—®AfQHy + HAOQ* ————» E3—®A + HAOH+H*

Peakuun obpazoBanus HAJIH

PErynayumsi nMPYBATOAErMgPOrEHA3HOIO KOMITJIEKCA

B nupyBaTneruaporeHasHOM KOMIUIEKCE UMEIOTCS ellle 2 BCIIOMOTATEeNbHBIX ()epMEHTa — KH-
Ha3a u pocdaraza, yuacTBYOIIHE PEry/SIIUN aKTHBHOCTH nupyBataeruaporenassl (E1) myrem doc-
dhopwmmpoBanus u nedochoprIMpoBaHuUs.

HAOH
Auetun-SKoA

Kuna3za

MupyeamdeaudpozeHasa AT®  Ane MupyeamdeaudpozeHasa
aKTUBHasR ‘\p’_’eﬁ/ HeaKTUBHasA

®ocghamasa

WUHcynuu
WoHbl Ca2t

Perynsauns akruBHoctu [I1BK-nernaporenasst

Kuna3za akruBupyercs npu u3oeitke AT® u npoaykros peakuuu — HAIH u anernn-SKoA.
ITpu sTOM OHa pochopminpyer nupyBaTIeTuAPOreHa3sy, HHAKTUBUPYH €e.
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®ocdarasza, akTUBUPYACh HOHAMHU KaJIbIHMsI HJIM UHCYJIHMHOM, OTIIEIUIAeT (pochaT 1 aKTHBH-
PYeT NUPYBaTAETUAPOTECHA3Y.

Taxum 00pa3oM, B COCTOSIHUY MTOKOSI IPU TocTaTOYHOM KostnmuectBe AT® nupyBataeruapore-
Ha3a HEaKTHBHA, OKMCIICHHUE TJIFOKO3bI MPEKPAIIAETCs], U OHA MOYKET MCII0JIb30BAThCS Ha KaKHe-TI100
cuHTeTn4Yeckue npouecchl. Kak Toiapko kiierka HaunHaeT padorars, ypoBeHb AT® u HAJIH pesko
CHIDKAETCs, KHHAa3Hasi Peaklusi OCTAHABIMBACTCS, U B pe3ynbraTe aedochopuinnpoBanust GepMeHT
AKTUBUPYETCS — HAUMHAECTCS OKUCIICHUE TIIFOKO3bI.

B ronosHom mo3sre nons nupysara, nocrynaromas Ha IIBK-nerunporenasy, cocrasiser
80-90%, B oTiMuue OT MeUYeHH, T1Ie 3Ta A0S cooTBeTCTBYeT 15-20%. B mevyenn [1BK B
OCHOBHOM HCII0JIb3YETCS JUIsl CHHTE3a OKcaoaleTara. OTUM OOBbsICHSETCS BbICOKAs! UyB-
CTBUTEJIbHOCTh HEPBHOM TKaHU K JIe(UIUTY THAMHHA.

LUK TPUKAPBOHOBbLIX KUCHOT

O6pazyromuiics B [IBK-neruaporenasznoit peakiuu anetun-SKoA nainee BCTymaeT B ITHKI
TpukapOoHOBbIX KHCIOT (L{TK, nukn numMonHON KucnoTel, nukia Kpedca).

B nepBoii peakium 1MKIIa CBA3BIBAIOTCS aLETHJ M OKCAJ0auleTar (1aBeJIeBOYKCYyCHas KHC-
70Ta) ¢ 00pa3oBaHWEM HMTPATa (JITMOHHOM KHUCIIOTHI), Aajiee MPOUCXOIUT M30MePU3alMs JTUMOH-
HO¥M KHCIIOTHI JIO H30IMTPATa U JBS PeaKIuu AeruapupoBanusi ¢ BoyieaecHrueM CO2 ¥ BOCCTaHOB-
nennem HAJI. B naroii peakiuun obpasyercsa I'T®, sto peakius cydcrpaTHoro ¢ocdopuanpona-
Hus. [locrnenHue Tpu peakiuu MpeacTaBiseT coO0l JeruapupoBaHue, THAPATALMIO U HOBOE Je-
TUAPHPOBaHMeE CYOCTPaTOB.

B urtore nocne BocbMH peakiuii IIMKIa BHOBb 00pa3yeTcsl OKcaloaleTar.

Oyukuuu [[TK:

1. DHepreTnyeckas — 3aKiaodaeTcss B cuHTe3e oHoN Moyiekyiabl I'T® (sxBuBanienTHAa AT®D) 1 B
reHepanuy aTOMOB BOIOPO/a 1Sl pabOThI AbIXaTeNbHON 1enu (CM HUXKE), a UMEHHO TPEX MOJIe-
kyn HAJIH u onHo# Monekynsl @AIH?2;

2. Ana6oanueckasi — B I{|TK oGpa3syercs

MPEIIIECTBEHHUK TeMa — CyKIIMHMI-SKOA,

KETOKUCJIOThI, CIOCOOHBIE MPEBPAIaThbCsl B aMUHOKUCIIOTHI — Q.-KeTOIJIyTapaT JUlsl TJyTaMu-

HOBOM KHUCIJIOTBI, OKCAJI0ANeTAT I acaparuHOBOMH,

o JIMMOHHASI KHCJIOTA, UCIIOJIb3yeMasl AJIsl CHHTE3a XKUPHBIX KUCIOT (IIPHU OMpPEIeTICHHbIX YCIIO-

BHSIX),

o OKCAJ0aleTaT, UCTOJIb3yEeMbIil 1151 CHHTE3a IIIIOKO3bI (TP OTPEIENIEHHBIX YCIOBHSIX).

uxn Kpebca npoTekaeT B MaTpuKCce MUTOXOHAPUHN U BKIroYaeT 8 peakuumii. OH peicTaBiseT
co0oil mocneoBaTeIbHbIe PEaKLUK CBS3bIBAHUS allETUIIA U IABEJIEBOYKCYCHOM KHCIOTHI (OKCalo-
arierara) ¢ oOpa3oBaHHEM JUMOHHOW KHCJIOTHI, €€ U30MEPU3AIMH U MOCIEAYIOUIUE PEaKIuu OKHC-
neHus ¢ comyTrcTByomuM BoiaenenneM COg. [locne BochbMH peakiiuii 1UKIIa BHOBb 00pa3yeTcsl OK-
cajioaneTar.
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Peakuuy uukina TpukapOOHOBBIX KHCIOT (Luka Kpebcea)

PErynsayns UTK

1. I'maBHbIM U ocHOBHBIM perynstopoM L[TK sBrsercs okcanoanerar, a TOYHee €ro A0CTYM-
HocTh. Hanmnuue okcanoanerata Bosnekaet B L[TK anerun-SKoA u 3amyckaer mpotecc.
OObIYHO B KJIETKEe MMeeTcs OanaHc Mexay obpazoBanueM anetuia-SKoA (U3 TIoKO3bI, KUp-

HBIX KMCJIOT WJIM aMMHOKHCIIOT) U KOJIMYECTBOM OKcajoaleTara. FICTOUHHKOM OKkcasloaneraTa sBis-
eTcs CHHTE3 U3 MUpyBaTa (aHAIJIepOTHYecKasl UM NMONOJHSIIOMASA pPEeakiys), MOCTYIJICHUE U3
¢dpykToBbIX KHCIOT camoro LITK (s1610uH0M, TMMOHHOI), 00pa3oBaHue U3 acllaparHtHOBOW KHCIIOTHI.
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TPKapboOHOBbLIX KUC/IOT

HcTouHukn okcanoauerara v auetuy-SKoA
st peakumii LITK

[Miokosa [miokosa
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Peaxkuyunn ynkna Peakuyunn ynkna '-.
TPUKapb6OHOBbLIX KNC/IOT TPUKapPOOHOBbLIX KUC/IOT :

HopmasnbHoe TeyeHne peakuymnii

HapylweHne aHarnaepoTu4ecKos peakuymm v
UMKIIa TPUKaPBGOHOBbLIX KUC/IOT.
AKTUBaLNS CUHTE3a KETOHOBbLIX TEJ.

W3menenue xona peakuuii L{ITK 1 npuunHbl HakonieHus
KETOHOBBIX TeJl IIPU caXapHOM AuadeTe U rojofaHuu

[TornmaHme Takoro crrocooda PETYIIALNUA TO3BOJIACT IMIOHATH IPUYNHY CHHTE3a KETOHOBBIX TEJI
1 KeToalnuao3a mmpu JEKOMICHCAIIUU CaXapHOTO z[Ha6eTa | Tuma u IIpH TOJIOJAHUH. HpI/I YKa3aHHBIX
HapYIICHUAX B MICUCHU aKTUBHUPOBAH MPOUCCC I''TFIOKOHEOTCHE3a, T.C. 06pa30BaHI/I$I TJIFOKO3bI U3 OK-
cajoanerarta u Jpyrux MeTa6OJII/ITOB, YTO BJIEUET 3a COO0H CHHIKEHHE KOJIMYECTBA OKcCajioalcrarTa.
O,[[HOBpeMCHHaH AKTHUBALUs OKUCJICHUA KUPHBIX KHCJIOT U HAKOIIJICHUC aI_IeTI/IJ'I'SKOA 3aITyCKacT
peBepBHHﬁ MyThb YTUJIN3allun aneTUIbHON TPYIIBI — CUHTE3 KECTOHOBBIX TCII. B OpraHusMme 1pu 3TomM
Pa3BUBACTCA 3aKUCIICHUC KPOBU (KCTOB.I_II/II[03) C XapaKTepHoﬁ KIMHAYECKOMH KapTHHOﬁI CJ'Ia6OCTI>,
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roJI0BHAsi 00J1b, COHJIMBOCTh, CHIDKEHHE MBIIIEYHOTO TOHYCA, TEMIIEPATyphl Tella U apTepUaIbHOTO
JABJICHHUS.

2. Taxxe HekoTopbie pepmenThl LITK sBIsIOTCS 4yBCTBUTEIBHBIMH K AJIOCTEPHYECKOM pe-
T'YJISALIANA METa00IUTaMU.

Narnéuropsl AKTHBATOPBI
AT®, HAJTH,
LuTparcunTasza ann-SKoA, warpar
N3ouurpar-neruaporenasa AT®, HAJIH AMOD, A1O

Cykuunun-SKoA,

o-Kerornyrapar-aeruaporenasa AT®, HAJTH

OKUCIIUTENIbHOE ®OCDPOPUIIUPOBAHMUE

OxucnurensHoe GochHopUIUpOBaHNE — OCHOBHAS YaCTh OMOJIOTMUECKOTO OKUCIICHUS UJTH TKa-
HEBOTO JIBIXaHUS, T.€. MPOIIECCOB, UAYIINX B OPTaHU3ME C YUaCTHEM KHUCIOPOJA.

KPATKAA XAPAKTEPUCTUKA

OxucnurensHoe GochopuInpoBaHUE — 3TO MHOTOITAHBIN MpoIiecC, MPOUCXOAALINI BO BHYT-
peHHell MemOpaHe MUTOXOHIPHUI 1 3aKITFOYAOLIUICS B OKUCIIEHUN BOCCTAHOBJIEHHBIX SKBUBAJIEHTOB
(HAJJH u ®AJ/TH2) u compoBoxnaronuiics cuatezom ATO.

BrniepBbie MexaHu3M OKHCIUTENbHOTO (hochopuiarpoBanus ObL1 npemioxken [Tutrepom Mut-
yeuioM B 1961r. CornacHo 3TOM THUIIOTE3€ MEePEHOC IJIEKTPOHOB, MPOUCXOISIINN HA BHYTPEHHEN
MHTOXOHPHATbHOH MeMOpaHe, BBI3EIBACT BhIKAuMBaHue noHoB H' 13 MaTpukca MUTOXOHIpHIT B
MeKMeMOpaHHOE TPOCTPAHCTBO. JTO CO3aeT IPAAMEHT KoHIeHTpauu nonoB H' Mexry riutoso-
JIEM Y 3aMKHYTBIM BHYTPUMHUTOXOHIPUAIbHBIM MPOCTPAHCTBOM. MIOHBI BOJIOpO/1a B HOPME CLIOCOOHBI
BO3BpALIaThCsl B MATPUKC MUTOXOHIPUN TOJIBKO OJTHUM CIIOCOOOM — yepe3 crennaibHblii (hepMeHT,
obpazyromuit AT® — AT®-cuHTAa3zy.

BHyTpeHHs MUTOXOHIpHalIbHAs MeMOpaHa COIEPKUT Psii MyJIbTU()EPMEHTHBIX KOMIUIEKCOB,
BKJIIOUYAIOUIUX MHOECTBO (PepMEHTOB. DTU (epMEHThI HA3bIBAIOT JbIXaTEIbHBIMU (pepMEHTaMHU, a
MOCJIEIOBATEIILHOCTD UX PACIIOI0KEHUS B MEMOpaHe — IbIXaTeJIbHOI Lenblo.

NMPUHUUN PABOTHI ObIXATENBbHOW LENMNU

B nenom paboTa qpIxaTesbHOM LHEenH 3aK/IF0YaeTcs B CIEAYIOIEM:

1. O6pa3yromuecs B peakiusax katadonusma HAJIH u @A JIH2 nepenator arombl Bojgopoaa (T.e.
HPOTOHBI BOIOPO/IA H DJICKTPOHBI) Ha (DEPMEHTBI IbIXaTeIbHO LT .

2. DIJIEKTPOHBI ABWKYTCS IO IBIXaTEJIBHON LENH U TEPSAIOT SHEPTHUIO.

3. DTa sHeprus MCIONb3yeTcs Ha BhIKauuBaHue NpoToHoB H' 13 Matpukca B MexxMeMOpaHHOE MPO-
CTPaHCTBO.

4. B xoHIE JBIXaTEIbHOM LIENU IEKTPOHBI MOINAAA0T HA KUCJIOPOJ U BOCCTAaHABJIMBAIOT €ro J0
BO/JIBL.

5. IIpotonsr H' cTpemsaTcest 06paTHO B MAaTpUKC M MpoXxoaaT yepe3 ATd-cunTasy.

6. I[Ipu 5TOM OHM TEPSIOT PHEPTUIO, KOTOPAst UCTIONIb3YyeTCs s cuHTe3a ATO.
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OO0u1as cxema OKMCIUTENBHOTO (ochOopUapOBaHHs

PEPMEHTHbLIE KOMNNEKCbI AbIXATENbHOW LENMU

Bcero 1enpb nmepeHoca 371eKTPOHOB BKIIIOUaeT B cedst okosio 40 pazHooOpa3HbIx OenkoB. Bee
OHH OPraHU30BaHbl B 4 0OJILLIINX MEMOPAHOCBSA3aHHBIX MYJIb(EPMEHTHBIX KOMIUIEKCA.

i
2e
1 22 . Kosusam 0 —— [T —2°,. TV - 2° . o0

Brok-cxema pacnoiokKeHus: 1 B3auMOCBSI3H
KOMITJIEKCOB (DepMEHTOB AbIXaTeNIbHOI LienH

| komnnexkc, HAQH-KoQ-0KCUOOPENYKTA3A

| kommnexe Hocut obmiee HazBanue HA IH-nernaporenasa, conepxxut ®MH, 6enkoBbie MO-
JIEKYJIBI, U3 HUX 6 KeJIe30CepHbIX OENIKOB.

D yHKUUA
1. Ilpuaumaet snexkrporsl oT HAJIH u nepenaet nx Ha ko3H3uM Q (YOMXHHOH).
2. Ilepernocur 4 nona H' Ha HapyXHYIO TOBEPXHOCTh BHYTPEHHEH MHTOXOHIPHATBHOH MEMOPaHBbL.

XKenezocepusie Oenku (FeS-6enku) — 310 6emKu copeprkalue aToMbl JKene3a, CBI3aHHbIe
C aTOMaMH Cepbl. ATOMBI KeJie3a COCMHEHBI C aTOMaMHU CEPhI U C CEPO OCTATKOB I[H-
CTenHa, 00pa3ys ’Kejie30-CepHbIii HEeHTP.

Il KOMnnEKC

Il KoMIUIeKC — Kak TaKOBOM HE CYyIIECTBYET, €r0 BbIJICJIEHUE YCIOBHO, OH BKJIIOYAET B ceOs
®A/l-3aBucumble GepMeHTBI, PACIONOXKEHHbIE Ha BHYTpPEeHHEH MeMOpaHe — Hampumep, amui-
SKoA-neruaporenasa (OKHCICHHE KUPHBIX KUCIOT), CYKIIMHATAEIHIPOTreHasa (LUK TPUKapOOHO-
BBIX KHCJIOT), MUTOXOHApHaIbHAas! TIULEepoi-3-pocdar-aeruaporeHasa (Y€ THOUHBIH MEXaHU3M Iie-
peHoca aTOMOB BOJIOPO/Ia).

DyHKIUA
1. Boccranosnenne @A/l B OKUCIUTEIEHO-BOCCTAHOBUTEIBHBIX PEaKIUX.

2. Obecneuenue nepenauu 31ekTpoHoB oT DAJIH? Ha xene3ocepHble OeNTKH BHYTPEHHEH MeMOpaHbl
MUTOXOHApHIL. Jlasee 3T IeKTPOHBI OMAAAI0T Ha KOAH3UM Q.
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[l komMmnneEkc. KOQ-YUTOXPOM C — OKCUJOPEQYKTA3A

Il komITIeKC — KOMILIEKC IIMTOXPOMOB D-C1, KpoMe IIUTOXPOMOB B HEM UMEIOTCS 2 JKEJe30-
CEpHBIX OerKa.

D yHKUUA
1. IlpuHMMaeT 31eKTPOHBI OT KOAH3UMA (Q U NEepeNaeT UX Ha UTOXPOM C.
2. Tleperocut 2 nona H Ha Hapy»KHYIO TOBEPXHOCTH BHYTPEHHEH MUTOXOHIPHUAIEHOR MEMOPAHEI.

IV KOMMNJNEKC, UUTOXPOM C — KNUCJIOPO4-OKCUOOPELYKTA3A

IV xomIiekc — HUTOXPOMBI aa3 WK HMTOXPOMOKCH/IA3a, COJAEPKUT 2 MOHA MEIH.
D yHKUUA
1. [IpuHMMaET 31EKTPOHBI OT HUTOXPOMA ¢ U MEPEAaeT UX Ha KUCIOPOJ C 00pa30BaHUEM BOJIBI.
2. Tleperocut 4 nona H Ha HapyKHYIO TOBEPXHOCTH BHYTPEHHEH MUTOXOHIPHAIEHOR MeMOPAHEI.

\V KOMIJEKC

V xomiieke — 310 hepmeHT AT®-cuHTa3a, COCTOSIINI U3 MHOXKECTBA OCIIKOBBIX LIETICH, TIO/I-
pazaenieHHbIX Ha JBe Oosblue rpynnsl: OaHa rpynna gopMmupyeT cydobeanuuny Fo (mpousnocurcs
co 3BykoM "0", a He "HOJIB" T.K OJIMTOMULIMH-UYBCTBUTENIbHASA) — €€ (PYHKIUS KaHaooOpa3yomas,
110 Hell BbIKaYaHHbIE HApY)KY MIPOTOHBI BOJIOPO/Ia YCTPEMIISIFOTCSI B MaTpuke. Jpyras rpymnma o6pa-
3yeT cyobenununy F1 — ee pyHkuus kataauTruueckas, UMEHHO OHa, UCTIOJIb3Yys SHEPTUIO IPOTOHOB,
cuntesupyetr ATO.

s cuate3a 1 mostekyibl AT® HeoOX0MMO TTPOX0KACHUE PUOIIM3UTEIIEHO 3-X HOHOB H,
eIle OJIMH MPOTOH TpeOyeTcs A MmepeHoca yepe3 MeMOpany Heopranudeckoro ¢gocdara, ATD u
AJT®. Takum o6paszom, juis nosxyderus AT® uz AJI® B nesiom tpedyercst 4 nona H*.

PABOTA KOMNNEKCOB ObIXATENbHOW LENMU

Ha ocHOBaHMM BBINIEU3IIOAKEHHOTO MOCTPOCHA CX€Ma OKHCJIUTEJbHOro ¢gocdopuinpona-
HUSA!

1. ®epmeHThI ABIXaTEIbHOM LIEMU PACIOJIOKEHBI B CTPOro ONpeae/eHHON Mocjie10BaTe b-

HOCTH. KaX]IbI mocneayromuii 6enok o01anaeT G0JbUIMM CPOJICTBOM K AJIEKTPOHAM, YE€M IPE.Ibl-
nyuiid (oH 0oJiee AIEKTPOTIONOKHUTEIIEH, T.€. 00J1a7aeT 60J1ee MOJ0KUTEIbHBIM OKUCITUTEIBHO-BOC-
CTaHOBUTEJIHLHBIM MOTEHILIUATIOM). DTO 00ecrieunBaeT OJJHOHANPABICHHOE JBH)KEHHUE AJIEKTPOHOB.
CriocoOHOCTh OKUCIUTENbHO-BOCCTAHOBUTEIBHOM Mapbhl 00paTUMO OT/AABATh ANEKTPOH
BBIPAXKAIOT OKHUCIUTEIbHO-BOCCTAHOBUTENIbHBIM MoTeHIManoM Eq'. B Ouoxumuu mnpu-
HATO T0JIb30BAThCS MOHATHEM BOCCTAHOBHUTEIbHBIN moTeHuuan. Yem Oosee oTpuia-
TEJIbHOU BETMYMHOMN BBIPAXKACTCS BOCCTAHOBUTENIBHBIN MOTEHIIMANl CUCTEMbI, TEM BBIILIE
ee CIIOCOOHOCTh OTJaBaTh MEKTPOHBL. [Ipu cpaBHEHHHM BOCCTAHOBUTEIHHOTO MOTEHIIU-
ana mapel HAJTH / HAJT = -0,32 B 1 maps1t H2O / 10, =+0,82 B BH/THO, YTO 3JICKTPOHBI
OyayT mepexoauTh K Boje. B neiicTBUTeNsHOCTH MEKTy Ha3BaHHBIMH JJOHOPOM U aKIleM-
TOPOM DJIEKTPOHOB UMEETCSI MHOTO IPOMEXKYTOUYHBIX COCTMHEHUIA.

2. Bce aToMBbl BOJIOpOJia, OTIIEIUICHHBIE IeTHporeHa3aMu OT cyOCTpaToB B a3pOOHBIX yCi0-
BUSIX, IOCTUTalOT BHyTpeHHeH MeMOpanbl Mutoxouapuii B cocrabe HAJIH i @A TH?.

3. 3neck atombl Bogopoaa (or HAZTH u ®AJTH?) nepenaroT CBOHU 3JIEKTPOHBI B IbIXaTEIIbHYIO
(bepMeHTaTUBHYIO 1IeTlb, 0 KOTOPO#t aekTpoHsl Apmxkytest (50-200 mt/cex) kK cBoeMy KOHEUHOMY
aKkIenTopy — Kucjaopoay. B pesynbrare oOpaszyercs Boaa.

4. Tloctynaromue B IbIXaTEJIBbHYIO L€ 3JIEKTPOHBI 00raThl cBO00AHOI 3Heprueii. [Io mepe
UX MPOJIBUKEHHUS 110 LIEMU OHU TEPSIIOT 3HEpruto. Jta sHeprus ucnonsdyeres |, 11, IV kommnexcamu
JbIXaTeNbHBIX (DEPMEHTOB IS IEpEMELICHUs] HOHOB BOJOPOAA uepe3 MeMOpaHy B MexXMeMOpaHHOe
IIPOCTPAHCTBO.
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Kak n3BecTHO U3 PU3UKH, SHEPTUEH HA3BIBAECTCS CIIOCOOHOCTH Teja COBEpUIaTh padoTy.
[Tpu nmepemenieHnH IEKTPUUECKOTO 3apsiia SHEPTHsl HIIEKTPOHOB YOBIBAET M YaCTHYHO
IIPEBPALLAETCS B TEILJIOTY.

Jlpyras yacTb PHEpPrMM 3aTpauMBaeTCs Ha BBIKAYMBAHUE BOAOPOJA M3 MaTpUKCa B
MeXMeMOpaHHOE MPOCTPAHCTBO U CO3JaHNE TPAIUCHTA.

Mes>xmeM6paHHOE NPOCTPaHCTBO

+ + +
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" AL H* H*
HAOH+H
HALO* H20
; 02 Bk
OKUCHEHHbIi BoccTtaHoBnNEHHbIN AL
cybcTpar AT

Marpukc cybeTpar

CrtpoeHnue 1 paboTa AbIXaTeabHOI Lenu

5. TlepeHoc HOHOB BOJOPO/Ia UYepe3 MeMOpaHy (BbIKaunBaHUE) MPOUCXOAUT HE CITydaifHoO, a B
CTPOTO OTPECIICHHBIX YJaCTKaX MEMOpaHbl. DTH YJYaCTKH HA3BIBAIOTCS YYACTKH COMPSKEHUS
(wm, HE COBCEM TOYHO, MyHKTHI (pochopunupoBanusi). Ouu npeacrasiensl |, 111, 1V kommiekcamu
IbIXaTeIbHBIX (hepMeHTOB. B pesynbrare paboThl 3TUX KOMILIEKCOB (OPMHUPYETCS TPaIUEHT HOHOB
BOJIOPO/Ia MEXY BHYTPEHHEN M HAPYKHOM MOBEPXHOCTSIMU BHYTPEHHEH MUTOXOHIPUATILHOU MEM-
Opanbl. Takol rpaaueHT 00/1a1aeT NOTEHIHAJIBLHON IHePruUeii.

UsmeHeHue aHepauu  _ CosepweHue pabomei 4+ Bbidenenue

3/1IEKMPOHO8 (8bikaqusaHue uoHos H*) menna

I'pagueHT MOIyYnI Ha3BaHKE FJIEKTPOXUMHYECKHI HITH MPOTOHHBIA rpaaueHt (Ap, "nensta
Mi0"). OH UMeeT JABE COCTaBIIAIONIME — AMeKTpuueckyro (AY, "menbra rcu') ¥ KOHIICHTPAIMOH-
uyto (ApH):

Ap =AY+ ApH

6. IIpoTOHBI TEPSIOT CBOIO AHEPTHIO, TTpoxo s uepe3 ATd-cunrasy. YacTs 3TO# SHEprum Tpa-
Ttutcs Ha cuHTe3 AT®D.

VsmeHeHue aHepeuu  _  CoeepweHue pabomsl . BbideneHue
uoHos H* (cuHme3 AT®) mernna

Tak e Kak B cilyyae ¢ JIEKTPOHAMH, 3HEPrUsi HOHOB BOJI0poJia (IPOTOHHOTO I'PaiueHTa) He
pacxoayercs Mmomycry. /JIBUrasch 1o 31eKTpOXUMUYECKOMY I'PaIUEHTY, HOHBI BOAOPOAA BBIAEISAIOT
SHEPIHI0, 4YaCTh KOTOPOU ncnoib3yercs Ha cuHTe3 AT®.

PErynauuma OKUCNUTENbHOIO ®OC®OPUNTIUPOBAHUSA

PaboTa npIxaTenbHbIX (EPMEHTOB PEryaUpyeTcss ¢ MOMOIIbI0 3 deKTa, KOTOPHIM MOTydn
Ha3BaHUE JIbIXaTeIbHbII KOHTPOJIb.

JpIXaTeJbHbIH KOHTPOJIb — 3TO MPSIMOE MHTHOMpYIOIee BIUSHHE 3JeKTPOXUMHYECKOr 0o
rpajueHTa Ha CKOPOCTb ABMXKEHHs JIEKTPOHOB IO AbIXaTeNbHOW LeNU (BEIMUYUHY AbIXaHus). B
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CBOIO OU€pe/lb, BeJIMYNHA FPaJHeHTa HAPsIMYIO 3aBUCUT OT cooTHOIIEHUsI AT® u AJ/1D, konuue-
CTBCHHAsi CyMMa KOTOPBIX B KiieTke noctosiHaa ([AT®] + [AZ1D] = const).

Bo3pacTranue mpoTOHHOTO I'paJleHTa BO3ZHUKAET IIpHU Hcuepnanuu 3anacoB AJID u Hakorie-
uun AT®, 1.e. korga AT®-cuHTa3a IHMIIEHa CBOETO CybcTpaTa M HoHbI H' He IIPOHMKAIOT B MATPUKC
MuToxXoHApUH. [Ipr 3TOM HHTHOHpYIOIIee BIUSHUE IPAIUEHTa YCHIUBAETCHA U TPOIBIKCHUE 3JICK-
TPOHOB 1O LienH 3ameanseTcsi. DepMeHTHbIE KOMILIEKChI OCTAIOTCSI B BOCCTAHOBJIEHHOM COCTOSTHUU.
CnenctBueM sBisiercs: ymenbinenue okucienuss HAJIH u ®AJIHo na | u |l kommekcax u 3amense-
HUE KaTaboJM3Ma B KIIETKE.

N3meHeHne S/IEKTPOXUMNYECKOIro rpagueHTa

,/' \._ ,/' N, _/
e e, e S -
e N\ S s~ KoHueHTpauus ATD
~~~A 5% *,‘A /‘¢ ~~‘A

N3meHeHue CKOPOCTH ABU)KEHNA 3/1EKTPOHOB

3aBUCUMOCTb KOHUEHTpauun AT®D OT BeTUUUHBI
ANEKTPOXUMHUUECKOTO Ipajiu€HTa U CKOPOCTH JIBUKEHHUS HIIEKTPOHOB

CHuskeHMe TPOTOHHOTO TPAJUEHTa BO3HUKAET, HAIPUMED, TP HHTCHCUBHOM pab0Te MBIIIEY-
HOW WJIM MHOM KJIETKH, Korga konudectBo AT® B Hell HauMHaeT ymeHblIatbca. B 3ToM ciydae
AT®-cunTa3a HaunHAeT paboTath, HOHB H' uepes Hee yCTpeMIISIOTCS B MATPHKC, M BETHYHHA TeK-
TPOXMMHYECKOTO TPaJMeHTa CHIKAeTcs. B pesynpTarte moBbImaeTcs BeIkaunBanne noHos H' dep-
MEHTaMH JbIXaTEIBHOM IIeMu B MEekMeMOpaHHOe mpocTtpaHcTBO. depmenTHbie KoMrutekchl | u 1l
yceunuBaroT okucienne HAJTH u ®AJTH? (kak HCTOYHHUKOB 3JCKTPOHOB) ¥ CHUMAETCSI HHTHOUPYIO-
mee Bausaue HAJIH Ha nukin TMMOHHON KUCIOTHI M TUPYBATAETUAPOT€HA3HBIA KOMILJIEKC — AKTH-
BHUPYIOTCH peakluy KaTadom3Ma yrjieBo/i0B U )KHMPOB.

Taxum o6pazom, komaectBo AT®D ocTaeTcsi Ha MOCTOSTHHOM yPOBHE.

PA3OBLWUNTENN

Pa3o0mmurenm — 3TO BElIECTBA, KOTOPbIE CHUKAKT BEIMYHMHY 3JIEKTPOXUMHUYECKOTO T'pau-
€HTa, YTO MPUBOJUT K YBEIHMUEHHUIO CKOPOCTH JIBIKEHUS AJIEKTPOHOB 10 (hepMEHTaM JbIXaTeIbHOMN
uenu. B pesynbrare sToro ymenpiaetcsi cunte3 AT® u Bo3pacraer KaTaboau3m.

Tak kak AIEKTPOXUMHUYECKHI T'PAJHUEHT COCTOUT M3 JBYX KOMIIOHEHTOB (RJIEKTPUYECKOTO U
XMUMHYECKOTO0), TO CYLIECTBYIOT JBa MPHUHIMIIUAIBHBIX CIIOCO0a €r0 YMEHBIIUTh — HUBEIUPOBAThH
Pa3HOCTH 3apsiI0B WU PA3HOCTh KOHIIEHTPALIMH HOHOB BOJAOPOAA.

K pazobururensam B nepByro ouepeib OTHOCAT "mpoToHogopsl’’ — Be- OH
IIECTBA, MepeMelaolue HOHBI BOAOPOIa U3 MEKMEMOPaHHOTO MPOCTPaH- NO,

CTBa B MaTpUKC MUTOXOHIpUU. [Ipu 3TOM ymMeHbIIatoTcsi 002 KOMIIOHEHTA
AIIEKTPOXUMUYECKOTO TpagreHTa (PH u 3apsn), 1 3HEprusi rpaJleHTa He hc-
nosib3yetcst s cuHtesa AT®D, a paccenBaercs B Buae temna. Knaccuue-
CKUM IIPOTOHO(OPOM SIBJISIETCS IMHUTPO(PEH 0.1, ’KUPOPACTBOPUMOE COEIU-
HEHUE, NPUCOEANHSIOIINE HOHBI BOJOPO/1a Ha BHEIIHEN TOBEPXHOCTU BHYT-
pEeHHEN MUTOXOHJpPUAIBbHOW MeMOpaHbl M OTJAIOIIME WX Ha BHYTPEHHEH
noBepxHOCTU. [IpOTOHO(GOPHI OAHOBPEMEHHO CHIXKAIOT JEKTPUUECKYIO U XUMHUUECKYIO COCTaBJIsI-
0L YO IPOTOHHOTO IPaIn€HTa, SHEPTUsI KOTOPOTO PacCEUBAETCS B BUJIE TEILIA.
®Ou3H010rHYeCKUM TPOTOHO(OpOM sBIsieTcss OeIOK "TepMOreHMH", B M300UIMH UMEIO-
IIuiics B KJIeTkax Oypoii skupoBoit Tkanu (10 15% oT Bcex 6enkoB MuUTOXOHpUi ). CyIIeCTBEHHBIM

NO2

Jluautpodenon
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OTIMYMeM Oypoii )KUPOBOW TKaHU OT OeIoi siByisieTcs 00JIBIIOE KOJIMYECTBO MUTOXOHAPHIA, KOTOpBIE
NPUIAIOT KJIeTKaM Oypo-KpacHbIi 1BeT. [Ipu oxyiakaeHuH OpraHu3Ma 3TH KJIETKH MOJY4aloT CHUT-
HaJbl 10 CUMITATUYECKUM HEPBaM, U B HUX aKTUBUPYETCS PACLIEIUIEHUE KUpa — Junoan3. Oxucie-
HUe XupoB npuBouT K nonydernio HAJIH u ®AJIH2, aktuBu3anuu paboThI bIXaTeIbLHON HETH U
BO3PACTAHHIO AIEKTPOXUMUYECcKOro rpaauenta. OqHako AT®D-cuHTa3bl B MEMOpaHaX MUTOXOHIPHIA
ATHX KJIETOK MaJlo, 3aTO MHOTO TepMorenuHa. brnaromapst emy, Oombinasi 4acTe SHEPTUH HOHOB BO-
JI0poJia paccenBaeTcs B BUJE TeIUIa, oOecreunBas NoJepKaHUe TEMIIEpATyphl Tela IpU OXJIaxie-
HHH.

bypas xxupoBasi TKaHb IIMPOKO IIPEICTABIICHA B BEPXHEU YACTH CIIMHBI Y )KUBOTHBIX, BIT1a-
JAIOIIMX B 3UMHMNA COH (MEJBEAM), Y ACTEHBIIIEH KUBOTHBIX U YEJIOBEUECKUX MJIA/ICH-

1eB. OTnenbHbIe CKOIIIEHUS OYpBIX JKUPOBBIX KJIETOK €CTh U Y B3pOCJIOr0 YeJI0BEKA, OHU
PAaCIIOJIOKEHBI B BEPXHEH 4acTH CIIMHBI, MEXAY JIONIATOK, IO/ MBIIIKAMH, IT0 XOAY KPYII-

HBIX KPOBEHOCHBIX COCYJIOB.

i H
|
: R’
=
(T '
. |
I |
/ \ .
HAOH+H* L H* AT®-cunma3sa Tepuo:enun
®ALH> o v

Ponb TEPMOIrecHNHAa B MUTOXOHAPHUU

Kpome aunutpodeHona u TtepmMoreHnHa NPOTOHO(OpPaAMH, K TNPUMEPY, SIBISIIOTCS Calld-
LMJIAThI, )KUPHBIE KUCIOTHI U TPUHOATUPOHUH.

UHITMBUTOPblI PEPMEHTOB AbIXATENbHOW LEMNW

Psin BemecTB MOKeT HHTHOMPOBATH (PEPMEHTHI JBIXaTEILHON LIETH U OJIOKUPOBATH IBH)KCHHE
anexktpoHoB or HAJIH u ®AJIH2 Ha kucnopo.

2e
2¢ 2¢ 2e 2¢
I — KO3H3uM Q —> 111 e IV — H>O0
AmuTan AHTUMULMH A YrapHblii ra3
PoteHoH Lnanungpl

CepoBogopog
WNHrnoutops! pepMEeHTOB ABIXaTENIBHOMN LETTH U TOYKU WX BO3JIEHCTBHUS
BLI,[[GJ'IHIOT TPU OCHOBHBIX I'PYIIIIBI I/IHFPI6I/ITOpOBZ

o jeiicTByroure Ha | KOMILIeKe, HapUMep, aMUTAaJI (YCIIOKauBaroIee ¥ CHOTBOPHOE CPEJICTBO),
poTeHoH (IeCTHUIIU/T IUPOKOTO CIIEKTpPa),
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o neiictByromue Ha |11 komrieke, HanpuMep, aHTUMHMIIAH A (QaHTUTPUOKOBBIN MECTUITU),
o pedictByroure Ha |V komiuieke, Hanpumep, cepoBoaopoa (H2S), yrapusrii ra3 (CO), nua-
Huabl (-CN).

KOQPDOULUUEHT P/O

DHEepreTuyecKyro IEHHOCTh U BBITOJHOCTb OKMCIIEHHUS BEIIECTBA MOKHO MojacYuTaTh. Kosn-
YeCTBO 3allaCEHHOM YHEPIUU MPU OKUCIEHUH TOTO WM UHOTO COEIUHEHUS XapaKTepU3yeT KoJm4ve-
ctB0 AT®, a 5(h(heKTHBHOCTH UCTIOIB30BaHUSI PHEPTUH BEIIECTBA U €€ 3axBaTa — KO3 PULIHEHT
P/O.

Koadurment P/O — 310 OTHOIIICHHE KOJMYESCTBA HEOPraHUIecKoro pocgara, BKIIOUYCHHOTO
B Mosiekyny AT® AT®-cuHTa30i K KOJUYECTBY aTOMOB KHMCJIOPOAA, BKIIIOUEHHOTO B MOJIEKYITY
H0, npu nepenoce oaHO# napsbl 3JIeKTPOHOB 110 JbIXaTE€IbHOM LIEMH.

B HacTos111ee BpeMst uMeeTcs iBe TOYKH 3peHHs Ha 3PPEKTUBHOCTh OKHUCIEHHS BemecTB. [1o
nepBoii Bepcuu, B peakiusx ¢ yqactueM HAJI-3aBucumbIx neruzaporeHas cootHomenue P/O coort-
BercTByeT 3,0, M0 Oosiee coBpeMeHHBIM JaHHBIM 3TOT KodpduuueHT anst HAJIH pasen 2,5. Ana-
noruaHo st @A Jl-3aBHCHMBIX eruaporenas kodpoumuent P/O mubo npunumaercs 2,0, mi6o mo
COBPEMEHHBIM JIaHHBIM paBeH 1,5.

Jlst pacueta P/O npu okucIeHUN KaKOW-THO0 MOJIEKYJIbI HE0OXO0MMO 3HATH:

o BoccTaHoBIeHHBIN 3kBUBajieHT (Mosekyna HAIH nnn ®AIH?2) nepenaeT B 1ienb nepeHoca

AJIEKTPOHOB I10 2 3JIEKTPOHA.

JUIS. BOCCTAaHOBJICHUSI KMCJIOPO/Aa B BOY HE0O0xoauMa | mapa 3JeKTpOHOB,

MIPH MPOXOKICHUH Mapbl 3JIEKTPOHOB Yepe3 BCIO JbIXaTenbHYyo 1emnb (T.e. yepes |, 11, IV kom-

+ o
MIJIEKCHI) BBIKAYMBAETCS CTOJHKO MOHOB H', CKOJNBKO HEOOXOIMMO I CHHTE3a 2,5 MoJeit
ATO.

o TIPH MPOXOXKJICHHUH TMaphl AMEKTPOHOB TOIbKO uepe3 |11 u IV koMruiekcrl apixaTenbHBIX (ep-

MeHTOB HOoHOB H' BBIKauMBaeTCs CTOIBKO, CKOJIBKO HEOOX0AUMO 1t cuHTe3a 1,5 Mosteit ATO.

[ajiee mpu pacuerax JHePreTH4YeCKOM IEHHOCTH OKHMCJIEHHS BelecTB 0yaeT UCIO0Jb30BaThCS
pesnuuHa P/O nnsn HAJIH paBuas 2,5, 1 ®AJ[H2 paBuasn 1,5.

FTMNO3HEPTETUYECKUE COCTOAHUA

[IprurHaMy TUIIOAHEPTETUYECKUX COCTOSIHUN MOKET OBITh CJIETYIOLIEE:

o THMIOBUTAMHUHO3bI 3K30T€HHbIE U/WJIM SHJOTEHHBIE — CHUXKAETCS CKOPOCTh U 3((HEKTUBHOCTH
OKUCIUTEIBHBIX peakiuil. Bo3HuKaeT 0ObIYHO MpU HEXBATKE BUTAaMHUHOB Tpymibl B — B1, By,
HUKOTHHOBOM KUCIIOTHI, Be, MaHTOTEHOBOM KUCIOTHI U ACKOPOMHOBOI KUCIIOTHI.

o Jnebunut 0ejiKa B MUIIE — CHUKAETCS CHHTE3 BceX (EepMEHTOB U (pepMEHTOB KaTaboan3Ma, B
YaCTHOCTH.

CHIDKEHHE NOTPEONICHUS YI1€BOAOB U JMIMUAOB KaK OCHOBHBIX HCTOYHUKOB SHEPTHUU.
IeQUIUT KUCJA0POAA — OTCYTCTBHUE aKIENTOpa JUIs AJIEKTPOHOB BBI3BIBAET '"mepernoiaHeHue"
npIxatenbHbIX GepmenToB, Hakorienne HAJIH u ®AJIH2 B kieTke u npekpaiienue katabo-
TU3Ma.

o JeduIuT Kejae3a — KOMIIOHEHTA [IUTOXPOMOB, MUOTJIOOMHA U TEMOTJIOONHA, U MeIM — KOMIIO-
HEHTa HUTOXPOMOKCHIA3HI.
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MCNOJNIb3OBAHUWUE AT®
MWEO NPEAWLECTBEHHNKOB B MEAUWLUUWHE

1. BayrpuMmbliieyHbie HHBEKIHH pacTBOpa AT® ncnonb3yoT MpHU MBIIIEYHOW JUCTPODUH U
aTpoduu, crazme nepudepuueckux cocyaoB (0ose3np PeitHo, 00U TepupyOmuii TPOMOOAHT UUT),
JUIS CTUMYJIMPOBAHUS POJOBOM AEATEIbHOCTH.

2. ®ochanen — nexkapcTBeHHOE Ha3BaHne AM®. OcoOeHHOCTBIO Ipenapara sBJsIeTCsl €ro Co-
cynopacmupsromuii 3G dexT u cnocoOHOCTh yIIydIaTh nepudepudeckoe kpopooodpamienue. Pocda-
JIEH IPUMEHSIOT IIPU CBUHIIOBOM OTPAaBJIEHHUH, OCTPOM Mepemexaromiencs noppupun, CoCyaucThiX
HapyILICHUSIX U UIIEMUYECKOM 00Jie3HH cep/ilia, O0JIe3HIX EUEHH.

3. Puboxcun v MHO3MH SBIISIETCS HETIOCPEICTBEHHBIM IpeAmecTBeHHUKOM AT®. NHo3uH
CHOCOOEH MPOHUKATh B KJIETKH M MOBBILIATh UX dHEpreTudeckuit 6ananc. MimeroTcs JaHHbIE O CHO-
coOHOCTH TpernapaTa MoBblIaTh akTUBHOCTH (epmeHToB LITK, ctuMynupoBarh cuHTE3 HYKI€OTH-
JIOB U yJy4dlIlaThb KOPOHApPHOE KPOBOOOpaIeHHE.



OBMEH AMUWHOKWUCIIOT U BEJIKOB

A3O0TUCTbIN BAJNTAHC

Bo Bcex kieTkax opraHusma NOCTOSHHO MIYT Mpoliecchl aHaboau3Ma u karabonusma. Taxke
KaK U JI0ObIe APYrHe MOJICKYJIbI, OCIKOBBIE MOJIEKYJIbl B OPraHU3Me HEMPEPBIBHO PACHalatoTCs U
CUHTE3UPYIOTCS, T.€. UJET MPOLEecC cCaMOOOHOBJIeHUs 0eJIKOB. B 310poBOM Opranusme My 4HUHbI
Maccoi 70 Kr BeTMYrHa CKOPOCTH paciiajia COOTBETCTBYET CKOPOCTH cuHTe3a 1 paBHa 500 r Oenka B
CYTKHU.

Ecnu ckopocTh cuHTEe3a OEKOB paBHA CKOPOCTH MX paciaja, HacTylnaeT a30THCThIN 0alaHc,
WIH, TIO IPYrOMY, 3TO COCTOSIHHE, KOTJIa KOJMUYECTBO BBIBOJAUMOTO a30Ta PaBHO KOJIUYECTBY MOJY-
4aeMoT0 (Viocryn = Vasison)-

Ecnu cunTte3 0eiakoB MPEBBIIIAET CKOPOCTh MX paclaja, TO KOJUYECTBO BBHIBOJMMOIrO a30Ta
CHIDKAETCS U Pa3HOCTh MKy MOCTYHAOIINM a30TOM U BBIBOAUMBIM (Viocryn — Vaeisonr) CTAHOBUTCS
MOJIOKUTETHHOU. B 3TOM ciiydae roBOpST O MOJ10:KMTEJIbHOM a30TucTOM OanaHnce. [1o10KuTenbHbIiM
a30THUCTHIN OanaHc HaOIIOAAaeTCs y 3/J0POBBIX JIETeH, IPH HOpMaIbHOU OEPEMEHHOCTH, BBI3IOPABIIH-
BAIOIIMX OOJBHBIX, CHOPTCMEHOB MpU Habope GOpMBI, T.€. B TEX CIIydasiX, KOT/1a yCUJIMBAETCSl CHHTE3
CTPYKTYPHBIX U (YHKIIMOHATIbHBIX OCJIKOB B KJIETKaX.

[Ipu Bo3pacTaHuu J10JM BBHIBOJMMOTO a30Ta HAOIIOJaeTcs OTPHUATENbHBIN a30THCTHIN Oa-
naHc. OTpunaTenbHbli 6aaHc oTMeYaeTcs y O0JIbHBIX U TOJI0JA0IIHX.

BcemupHas opranuzainus 34paBoOXpaHEHHs] PEKOMEHAYET MPUHUMATh He MeHee 42 T MOJIHO-
LHEHHOI0 0eJIKa B CYTKH — 3TO (PpU3HOJIOTHYeCKUIT MUHUMYM. TOJIBKO B 3TOM clly4ae B OpraHu3Me
HAaCTyMaeT a30TUCTHINA OanaHc.

B peanpHOCTH HOpMBI MOTpeOsieHUsT Oelika yCTaHABIMBAIOTCS, UCXOS W3 MPEICTaBICHUN O
OETKOBOM COCTaBe MUIIEBBIX MPOJIYKTOB, O COOTHOILIEHUH MOJHOLEHHBIX U HETIOJTHOLEHHBIX OEJIKOB
B parnone. B Poccuyt HOpMBI CyTOYHOTO MOCTYIIEHUS TUIIEBOTO OeJKa /715l B3POCIIbIX YCTAHOBIICHBI
Ha ypoBHe 100-120 r, qisa neteit 1 roga ®u3HH — 2-3 T' HA KI' Beca TeJla, Y CTaplIuX JAETeH — OKOJIO
1,5-2 r/kr Beca. JKUBOTHBIX O€IKOB JOJDKHO OBITH HE MeHee 60% OT 00IIEro KOJInYecTBa.

OCHOBHOM TPYIHOCTBIO IPU pacueTe HOPMATHUBOB MOTpeOIIeHUs OENIKOB ABISIETCS pa3HOOOpa-
3l€ UX aMHUHOKHCIJIOTHOTO COCTaBa M HEOJIMHAKOBAs MOTPEOHOCTh OPraHM3Ma B Pa3HbIX aMUHOKHC-
noTax. B cBsi3u ¢ 3TUM BBe/IeHbI KpUTEPHUH KauecTBa OesKa:

o0 COOTHOLIEHME 3aMEHHMbIX U HE3aMEHHMbIX aMHUHOKHCIIOT — B O€JIKe JIOJDKHO ObITh HE MEHee

32% He3aMEHUMbBIX AMUHOKHCIIOT,

o ©0JHM30CTh aMUHOKHCIIOTHOTO COCTaBa Oelika K aMHHOKHUCIOTHOMY COCTaBY YCPEIHEHHOTO

Oernka Tena 4elnoBeKa,

o Jerkoctsb nepesapuBanus B JKKT.

CTpoeHue HEeKOTOPBIX OCITKOB CHMKAET HIIH JTaKe MCKITIOYAeT UX YCBOCGHHUE: HApUMeED,
TUIOXO TMepEeBapUBACTCs KOJUIareH, KepaThH (OelI0oK BOJIOC U HIEPCTH) BOOOIIE HE THAPO-
mu3yercst B JKKT, Tak kak cOIepKUT OU€Hb MHOTO AUCYIbPUIHBIX (S-S) cBs3e, ans
paciienieH!s] KOTOPBIX Y dKUBOTHBIX HET ()EpPMEHTOB.

CYH_ICCTByCT IIOHATUE OITHUMAJIBLHOTO II0O BCEM IIapaMe€TpaM HA€AJbHOI0 66.]'[1(3, K HEMY
HanOoJlee OJIM30K OelloK KYpUHOT'O saina. PacturensHblie OCJIKM CUHTAIOTCS HCIIOJIHOLCHHBIMHU, TaK
KaK B UX COCTAaBC MaJI0 HC3aMCHHUMbBIX aMHUHOKHUCIIOT, U TAKXKC A0JIA TCX HMJIIM MHBIX aMHUHOKHCIIOT B
PacCTUTCIIbHOM Oenke PE3KO OTIIMYACTCA OT TaKOBOH »KMBOTHOTO OCIKa.
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Tak Kak aMUHOKHUCIIOTHI HEOOXOAUMBI B OIIPE/IETIEHHOM COOTHOIIEHUH, TO BO3HUKAET ITOHATHE
"JIMMHUTHPYIOLIEH AMHHOKHMCJIOTHI", T.€. IOCTYMNAaOLEHd B MUHUMAJIbHOM U HEJOCTaTOYHOM KOJIU-
yecTBe. OTCYTCTBHE ATOW aMUHOKHUCIIOTHI MPEMATCTBYET MCIOJIb30BAaHUIO (BKIIOYEHHMIO B COCTaB
OenKa) Jpyrux aMUHOKHCIIOT, KOTOPBIX MOKET OBITh JIOCTATOYHO.

[Tpu HemocTaTKe OenKa B MUILE 3aAePKUBACTCS POCT Y ACTEH, OTCTaeT GU3NIECKOE U YMCTBEH-
HOE pa3BUTHE, U3MEHSIETCSI COCTaB KOCTHOM TKAHU, CHUYKAETCS aKTUBHOCTb UMMYHHON CHUCTEMBI U
CONPOTUBIIAEMOCTb K 3a00JIEBAHUSAM, TOPMO3UTCS JESATEIBHOCTh HJOKPUHHBIX Keie3. BripaxeH-
HBIM HapyIIeHHEM MOTpeOieHUs OETIKOB SBIISIETCS KBAIIMOPKOP — HEXBAaTKa OEJIKOB, 0COOEHHO KU-
BOTHBIX, B IUIIe. B pe3ynpTare BO3HUKAET AUCOaTaHC aMUHOKHUCIOTHOTO COCTaBa MUIIU M HETOCTa-
TOK HE3aMCHHMBIX aMHHOKHCJIOT. 3a00JieBaHNe HAanOOJee XapaKTepHO VI CIa0OPa3BUTHIX CTpaH
Azun u AQpuKH M €ro Hayajo COBIIAJAET C OTHATHEM pebeHka oT rpyau marepu (1,5-3 romuka),
KOI'/Ia OH JIMIIAETCs MOJIHOLIEHHOTO OelKa U MEePEXOIUT Ha CKYJHOE PaCTUTENIbHOE MUTaHUE B3pPOC-
JbIX. Y OOJIbHBIX HAaOJIOIa€TCsl UCTOIIEHUE, OCTAHOBKA POCTa, OTEYHOCTh, aHEMMUSI, HAPYIIIEHHE UH-
TEJUIEKTa U NaMATH, YMCTBEHHAs OTCTAJIOCTh, TUTIONIPOTENHEMUS U AMUHOALIUYPHUSL.

BHEWHWN OBMEH AMUHOKWUCIOT U BENKOB

[lepeBaprBaHue OENKOB HAYMHAETCS B JKENyJIKe, MPOJOJKAETCS B JBEHAALIATUIIEPCTHOMN
KHILKE U TOHKOM KHILIeYHHKe. Pacan 6eIKOB M1 aMUHOKHUCIIOT MOXKET IPOUCXOAUTD TAKKE B TOJICTOM
KHUILIEYHHUKE T0J] BIUSHUEM MUKPOQIIOPHI.

[Iporeonutuyeckue GepMeHTHI MOAPA3ALIAIOT IO OCOOCHHOCTH MX JEHCTBUS Ha IK30MeNTH-
Aa3bl, OTHICTUISIONINE KOHIIEBbIE aMUHOKHUCIIOTHI, U IHAONENTHAA3BI, ICHCTBYIOINE HA BHYTPECHHUE
MIENITHTHBIE CBSA3H.

XEnypok

B xenynke nuiia noaBepraeTcsi BO3ACHCTBHUIO JKEITYA0YHOTO COKA, BKIIOYAIOILIETO COJISTHYIO
KkucaoTy 1 pepmentsl. K epmenTam xemmynka OTHOCSATCS ABE TPYIIBI MPOTea3 ¢ pa3HbIM ONTHMY-
MoM pH, KOTOpbI€ yIPOIIEHHO HA3bIBAIOT MENCHH 1 TACTPUKCHH. Y TPYAHBIX JIeTell OCHOBHBIM (ep-
MEHTOM SIBJIIETCS PEHHUH.

PErynayns Xenygo4yHoro nuuEBAPEHNSA

OcyiecTBisieTcsi HepBHBIME (YCIIOBHBIE U 0€3YCIIOBHBIC PE(PICKCH) U TYMOPAJIBLHBIMH Me-
XaHU3MaMH.

K rymopaiibHbIM peryistopam jKeiayI09HOM CEKPEUU OTHOCSATCS TACTPHH ¥ THCTAMMH.

I'acrpun Beiensiercs cienupuaHbiMUA G-KIIeTKAMH:

o B OTBET Ha pa3/IpaKeHUE MEXaHOPEIEIITOPOB,
o B OTBET Ha pa3/ipaKEHUE XeMOPELENTOPOB (IMIPOYKTHI IEPBHYHOTO TUAPOIIN3a OCIKOB),
o TOJ BIMSHUEM N.vagus.

["acTpuH cTUMYIUpPYET TIIaBHbIC, OOKIIAI0YHbIC U TOOABOYHBIC KICTKH, YTO BBI3BIBACT CEKPE-
U0 JKEITYJI0YHOTO COKa, B OOJIbIIIEH Mepe COJISTHOM KUCIOThI. Takke racTpuH 00eCIIeUnBaeT CeKpe-
I[UI0 TUCTAMUHA.

I'mcramun, oOpasyromuiica B s3uTepoxpoMaddunononodusix kierkax (ECL-kierku, npunaj-
nexat QyHIATBHBIM Kelle3aM) CITU3UCTON 000J0UKH JKeTy/IKa, B3auMoIeiCcTBYyeT ¢ Ho-penentopamu
Ha OOKJIaJI0YHBIX KJIETKAX JKeIyIKa, YBEIMYMBAET B HUX CUHTE3 U BBIJICIICHNUE CONISTHOM KHCIOTHI.

3aKuCleHre KeTyJOUYHOTO COAECPKIUMOTO TMOJABIIeT aKTUBHOCTh G-KIIETOK U TI0 MEXaHU3MY
00paTHOM OTPHUIATENHEHON CBSI3U CHIYKAET CEKPELUIO TaCTPUHA U JKETYJOYHOTO COKa.

ConisiHasi kucrioma
O,ZLHI/IM N3 KOMIIOHCHTOB KCIIYJOYHOT'O COKa ABJISACTCA CcOoJIAHAA KUCJ0Ta. B 06pa3OBaHI/II/I CO-
JSIHOW KUCJIOTHI MNPpUHHUMAIOT Y4aCTHC napneTaanme (06KJIaILO‘-IHBIC) KJICTKHU KCIIydKa, 06pa3y10-
1€ MOHBI H+ 1 NCPCHOCAIINC HOHBI C|_ N3 KpPOBHU B MOJIOCTD KCJIIyIAKA.
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DYHKUUH COJNSTHON KUCTOTHI

JCHATYpalus OSIKOB ITHIIH,

BBICBOOOXK/ICHHE JKeJe3a U3 KOMITIeKca ¢ OeJIKaMu, YTO HE00X0IMMO IS €T0 BCaChIBaHUs. AHa-
JIOTUYHO BBICBOOOXKIAIOTCS U APYTHE METAJUIbI,

o BBICBOOOXIEHUE PA3IUYHBIX OPTaHUYECKUX MOJIEKYJI, TPOYHO CBA3A3HHBIX C OSIIKOBOM 4aCThIO
(rem, koepmeHTsI - THaMUHUBOoCchaT, DAJ], DMH, kobanamuH, OMOTHH), YTO TIO3BOJISIET UM
BIIOCJIEJICTBUU BCAChIBATHCA,

OaKTepUITUIHOE JICHCTBHE,

MpeBpaIieHue HEaKTUBHOTO TIETICHHOTE€HA B aKTUBHBIN TETICUH,

camwkenne pH xemynounoro coxepxumoro 1o 1,5-2,5 u cozmanue ontumyma pH amst paGoTsl
IeNCUHAa,

o TIocie nepexojia B 12-nepcTHyro KUIIKY — CTUMYJISILINAS CEKPELIMH KUILIEYHbIX TOPMOHOB U, CJIe-
JI0BaTENIbHO, MAHKPEATUYECKOTO COKa U XKEITYH.

Mnasma
KpoBuM

Mpocser
xenyaka

MapuneranbHas kKnerka

ClIm <« Clm =«

Y e
H* H* HCO3~ HCO5™
B \/

H2CO3 3Na*
Kap6o- ( )
aueudpaae% \ 2K*

A

H*,K*-AT®asa H0 CO; «———— COy
Knero4yHoe ,ab/xaHW

MexaHu3m 06pa3OBaHVIﬂ 1 CEKpPEeLUH COJISHOM KUCJIOThI

COBOKYITHOCTh BCEX BEIIECTB KEIYJAOUYHOTO COKa, CIIOCOOHBIX OBITH IOHOPAMHU IMPOTO-
HOB, COCTABJISIOT OOIIYI0 KHCIAOTHOCTh. COJISIHYIO KHUCIOTY, CBS3aHHYIO C OCJIKaMu U
MPOJAYKTaMH HMX TIEpeBapUBaHUs, HA3bIBAIOT CBSI3AHHOM COJITHOW KHCJIOTOM, a HaXOJIs-
LIYIOCS B HECBA3aHHOM BHJIE - CBOOOJHOM COISTHON KUCIOTOM.

lNencuH

[lencuH — 3H10NMENTHAA3A, TO €CTh PACIICIUISICT BHYTPEHHHE MENTHUIHBIE CBSI3U B MOJIEKYJIaX
0ENKOB U MENTH/IOB.

CuHTe3upyercs B IJIaBHBIX KJIETKAX JKeIyJKa B BUIE HEAKTUBHOTO MPOQPEepMEHTa MenCUHO-
reHa, B KOTOpOM aKTHBHBIA LIEHTP "MPUKPHIT" N-KOHIEBBIM (pparmeHToM. [Ipu Hamu4Iuu CoasTHOM
KHUCTIOTHI KOH(OpMAaIIKs MEeTICHHOTeHA U3MEHSAETCS TAKUM 00pa3oM, 4To "pacKphiBaeTcs' aKTUBHBIN
HEeHTpP (hepMeHTa, KOTOPBIH OTHICILISET ocTaTouHbIii menTua (N-KOHIIEBO GparMeHT), OI0KUPYIO-
it paboTy pepmeHTa, T.e. IPOUCXOAUT ayToKaTaau3. B pe3ynabTare oOpa3yercs akTUBHBIN TeM-
CUH, aKTUBUPYIOIIUHN U JPYTHE MOJIEKYIIbI IETICUHOTEHA.
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uY

MHrmﬁmposaHHm\,w __Hcr | HenHrMG1poBaHHbIiA
aKTUBHbIN LIeH aKTUBHbIN LIEHTP

[MencuHoreH

[MencuHoreH
) Aymokamanus
-
MencuH OTwernneHme
I'Iencvu-l OCTarto4yHoOro rnenruaga
OrTwenneHve
ocrajo4YHoro nenruvga )
\\’r MencuH
MencuH

MexaHu3M aKTUBALIMM MIETICUHA

Ontumym pH mns mencuna 1,5-2,0. Tlencun ruaponu3yeT nenTHAHBIC CBS3H, 00pa30BaHHbIE
AMHUHOTPYIIIAMUA apOMATHYECKHUX aMHHOKHUCIOT (THpPO3WHA, (eHUJIAIaHUHA, TpUNTodaHa), u,
3HAYUTENIBHO XYK€, KapOOKCH- M1 aMUHOTPYIIIIaMH JeHIIMHA, TIIyTAMUHOBOM KUCIIOTHI U TIp.

=0

(o] (o} (0] [0}
—NH—CH—g—NH—CH—H—NH—CH—(LI—NH—CH-—Q—- NH—CH—

IHZ Hy EIHZ Iin (.|7H3
H H / Q

CH3 CH3

CI'IeLlH(])I/l‘IHOCTb JICHCTBUSA MENCUHA

racmpukcuH

lactpukcuH 10 cBoMM (DYHKIUSAM OJIM30K K IEINCHHY, €r0 KOJUYECTBO B )KEIYIOYHOM COKE
coctaBiseT 20-50% ot konuyectBa nerncuHa. CUHTE3UpYeTCs II1aBHBIMU KIIETKAMU JKEeNyIKa B BUJIE
npodepMeHTa U aKTHUBUPYETCS COJSIHOW Kuciaotoil. Omtumym pH racTpukcuHa COOTBETCTBYET
3,2-3,5 u 3HaYeHHUE ATOT PEPMEHT UMEET IPH MU TAHUH MOJIOYHO-PACTUTEIILHOM MHUIIIEH, ci1abee CTH-
MYIUPYIOIIEH BBIICTICHUE CONSTHOW KUCIOTHI ¥ OJTHOBPEMEHHO HEHTPATU3YIOIIeH ee B IPOCBETE JKe-
nynka. ['acTpuKCHH ABIISE€TCS IHAOMENTUAA30M U THIPOIU3YET CBA3HU, 00pa30BaHHBIE KAPOOKCHIIb-
HBIMH TPYIIaMi JTHKAPOOHOBBIX aMUHOKHUCIIOT.
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OBEHAOUATUNEPCTHASA KNWKA U TOHKUA KULWIEYHUK

[ToKMHYB >KeIyI0K, MU TOBEPraeTcs ISHCTBUIO MAHKPEATUYECKOTO COKa, KUIIEYHOTO COKa
1 JKEJT4H.

Cok moKe Iy 104HOI 2KeJ1e3bl COICPKHUT MPOPEPMEHTHI — TPUIICUHOTCH, XUMOTPHUIICHHOTEH,
POKapOOKCHUIIENITHAA3bI, TTpotacTady. [IpodepMeHTH B IpoCcBeTe KHUIIEYHUKA aKTHBHPYIOTCS 10
TPUIICHHA, XUMOTPHIICHHA, KAPOOKCUTIEITH/IA3 U 31AaCTa3bl, COOTBETCTBEHHO. YKa3aHHBIC ()ePMEHTHI
OCYIIECTBIIAIOT OCHOBHYIO padOTy IO IIEPEBAPUBAHHIO OEIIKOB.

B kHMIIEYHOM COKe aKTHBHBI JUIIETITHIA3bl M aMuHONenTHIa3bl. OHM 3aKaHYMBAIOT TIEpeBa-
puBaHuE OEIKOB.

PErynayumsi KUWEYHOIo NULWEBAPEHUS

B TOHKOM KHUIIIEYHHKE 1101 BIMSHUEM HU3KOTO pH HaumHaeTcst ceKpenus TopMOHA CEKPeTHHA,
KOTOPBIH C TOKOM KPOBH JIOCTUTAET IOJHKEITYAOTHON JKEJIe3bl U CTUMYIIMPYET BBIICICHUE KHUIKOM
YaCTH MAHKPEaTHIECKOro COKa, borartoro kapoonar-uonamu (HCO3").

Taxoke 6maromapst paboTe KeTyJOUHbIX ((EPMEHTOB B XUMYCE UMEETCSI HEKOTOPOE KOJUIECTBO
AMHHOKHCIIOT, BBI3BIBAIONINX OCBOOOKICHHE X0JIENMCTOKHHHHA-TIAaHKpeo3uMuHa. OH CTUMYIH-
pYyeT CeKpeluio Jpyroi, 6oraroil mpogepmMeHTaMHU, 4acTH IOJHKEIYIOYHOIO COKa, U CEKPELHIO
skeTuu. B 00pa3oBaHuM KeTun TakKe MPUHIMAET y9acTHEe CEKPETHH, CTUMYITUPYIOIIHN PO TYKITHIO
OMKapOOHATOB AMUTEIUEM JKETUHBIX TPOTOKOB.

B memnom He#Tpanmm3ays KHUCIOro XUMyca B JIBEHAIIATUIIEPCTHON KHIIKE MPOUCXOANUT TPH
Y4aCTHHM MAHKPEATHYEeCKOro COKa 1 xea4M. B pezynbrare pH B 12-nepcTHOM KHIIKE MOBBIIAETCS
no 7,0-7,5.

TpuncuH
CuHTE3UpYyEeMBbI TOHKEITYA0OUYHOM KeJIe30M TPUIICMHOTeH B 12-epCTHON KUIIKE MOJIBEpra-
€TCsl YaCTUYHOMY MPOTEOJIH3Y MO AeCTBHEM (PepMEHTA IHTEPONeNnTHIA3bI, CEKPETUPYEMOM KIIEeT-
KaMH KHILIEYHOTO AIUTENHS. Or npodepMmeHTa OTAEeNseTCS rekcamnenTug
(Ban-Acn-Acm-Acn- Acn-JIuz), 94To MPUBOAUT K (GOPMUPOBAHHMIO aKTUBHOTO [IEHTPa TPHUIICHHA.

rucsEMC

S==S

\

CEP

dumeponenmuda3sa
MekcanenTug

BAI-ACN-ACN-ACN-ACN-Nn3

dbopmuposaHmne
aKTUBHOIro LUeHTpa

MexaHu3M aKTUBALUM TPUIICHUHA

Tpuncun cneunduyeH K NENTUAHBIM CBA35IM, OOpa30BaHHBIM C Y4acTHEM KapOOKCHIIBHBIX
IPYII JU3MHA 1 APrHHUHA.
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TpuncuH MOXET OCyLIECTBIATh AyTOKaTalu3, T.€. MPEBpAILEHHE MOCIECIYIOUIMX MOJEKYI
TPUIICUHOT€HA B TPUIICHH, €I[¢ OH aKTUBUPYET OCTAJIbHBIE TPOTCOIUTHIECKUE (PEPMEHTHI TaHKpea-
TUYECKOTO COKa — XHMOTPHIICHHOTeH, Mpo3JjacTady, nNpokapookcunentuaady. Takxke TPUICHH
y4acTBYET B IEPEBAPUBAHUH MMUIIEBbIX JUIHIOB, aKTUBHPYS PEPMEHT NepeBapuBanust GocoIumm-
10B — (pocoaunazy Az, 1 KoJaumna3y GpepMeHTa JUmnassl, OTBEUAIOIEeH 3a THIPOIN3 TPUALMITIINIIE-
POJIOB.

B takux npoaykrax, kak 6000BbIe (COsI, TOPOX, (acoiib) COACPIKUTCS MENTHT — HHTHOU-

TOp TPUIICHHA, YXYALIAIOIINI NepeBapuBaHue ITUX IPOIYKTOB B CHIPOM, TEPMUUYECKU

HeoOpabOTaHHOM BHJIE.

XumompurncuH
OO6pa3zyeTcst U3 XUMOTPUIICUHOT€HA [IPH Y4acTUU TpUM- | '

cuHa (pacIIeruisieT NeNTUIHYIO CBSI3b MEKIAY aprUHUHOM- 15 1 el il
U30JICHIIMHOM-16) ¥ TIPOMEXYTOUYHBIX, YK€ aKTUBHBIX, GOpM Tpuncun
XUMOTPHIICUHA, KOTOPBIE BBICTPUTAOT JABa AUIENTHAA U3
uenu npogepmenta. Tpu 00pa3oBaHHBIX (hparMeHTa yaepxu- n-XMMOTpUNCH
BAIOTCS IPYT € APYrOM MOCPEACTBOM AUCYIb(DUIHBIX CBA3EH. Ay raRarT
®epmeHT crienn(HUYCH K MENTHIHBIM CBSI3SIM, 00pa3o- Cep-Apr
BAaHHBIX C y4acTHEM KapOOKCHJIBHBIX TPYII eHUIaTaHUHA, 6-XMMOTpV|nCMH\
THPO3MHA U TpUNTO(aHa. AyTOKaTaNm3
dnacmasa e
AKTHBUpPYETCS B IIPOCBETE KHUIIEYHUKA TPUIICUHOM M3 ? ' =} J
npoanactassl. ['maponusyer cBsi3M, 0Opa3oBaHHBIE Kap- s_sl L_sl
OOKCUJIBHBIMM TpYNIaMU MaJlbIX aMUHOKHCIIOT aJIaHWHA, -XMMOTPUNCUH

Npo./InHA, TIUIHHA. MexaHu3M aKkTUBaLun XUMOTpHUTICUHA

Kap6okcunenmuoda3sbi
KapOoxcumnentnaassl SBISIFOTCS IK30MENTHAA3AMHU, T.€. THIPOJIU3YIOT NMENTHUIHBIC CBSI3H C
C-koHIIa menTuaHOM 1enu. Pa3nuyaroT aBa TUma KapOOKCHUIICNITHIA3 — KapOOKCHIIeNTHAA3bl A U
kapookcunenTuaasbl B. Kapookcunentruaaser A ormierisitor ¢ C-KOHIIA OCTaTKU alu(paTHIeCKuX
Y apOMaTHYECKUX aMHHOKHUCIIOT, KapOOKCUTIENTH a3kl B — ocTaTKu TM3WHA U apTHHUHA.

AMuHonenmuodas3sbi
SBistsce IK30NenTuaAaz3amMuu, aMHUHOIICIITUAA3bl OTHICIIIAOT N-KOHHGBBIG AMHWHOKHUCIIOTHEI.
BaxxapiMu MMPEACTABUTCIIAMMU SABJIAIOTCA AJITAHUHAMHUHOIICNITHAA3A U JICﬁHHHﬂMHHOHCHTHIlﬁ?-ﬂ, 06-
JJaJarouiue H.IPIpOKOfI CHCI_II/I(l)I/I‘IHOCTBI-O. HaanMep, HeﬁHI/IHaMI/IHOHeHTH,HaSa OTIICIIACT C
N-KOHI_[a 66.]11(3 HC TOJIBKO HeﬁHHH, HO M apOMAaTUYCCKUC aMHUHOKHUCIIOTHI U TUCTU/IUH.

Hdunenmuda3sbi
JlurenTiaasbl THIPOJIU3YIOT JUIIEHTHIIBI, B H300MIUN 00pa3yroIIuecs: B KUIICYHUKE TIPU pa-
6ote Apyrux hepMeHTOB.
Maitoe KOJIM4eCTBO JUICTITHIOB U MENTHI0B MAHOIUTO30M TOTA/Ial0T B SHTEPOLIUTHI U 371ECh
THJIPOJIM3YIOTCSI TIN30COMAIIbHBIMU IPOTEA3aMHU.

TONCTbIN KUWEYHUK

[Tpu Ooraroii Genkamu JUETE YacTh MENTHAOB, HE yCIIeBasl PaCIICUThCS, TOCTUTAET TOJICTOTO
KUIIIEYHHUKA U TOTPeONsIeTCs JKUBYIIMMU TaM MUKpoopranusmamu (cMm "['HueHune O6eaKkoB B KUIIEU-
Huke").

OCOBEHHOCTU NEPEBAPUBAHMUA
BENKA Y OETEHX

Cpazy nocie poxJieHHs: pedeHKa KHCJIOTHOCTD JKeITyI0YHOTO COKa cocTanisieT okouo 6,0, 3a-
TEM OH B TeueHHe MepBbIX 6-12 u cHmwkaerca 10 1-2 exunun pH. OqHako K KOHILY epBOil Henenu
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*u3HU pH BHOBB moBkImaercs 10 5,0-6,0 u coxpaHsieTcs Ha 3TOM YPOBHE MPOI0DKUTEITBHOE BpEMS,
MMOCTETICHHO CHIDKASACh K KOHITY TiepBoro roja xu3Hu 1o Benuunasl pH 3,0-4,0. B Bo3pacte 4-7 net
ypoBeHb pH B cpenHem cocraBiseT 2,5, B JalbHEUIIEM OH CHWKAETCS 10 BEJIMUMHBI B3pOCibIX 1,5-
2,0.

Eme ogHOH 0COOCHHOCTBIO SBIJISIETCS TO, YTO KHCIOTHOCTb JKETYJOYHOTO COKA Y TPYIHBIX JIe-
Tel o0ecreynBaeTcss B OCHOBHOM MOJIOYHOI, a HE COIITHOM KUCIIOTOM.

[IpoTeosnTudeckas aKTUBHOCTH KeJYJA0YHOr0 COKAa K

KOHI[y IIEpBOT0 Iojia *HU3HU BO3PAcTaeT B 3 pa3a, HO OCTAETCs [mko-

BJIBOE€ HMJKE, YEM Y B3pOCIbIX. M3-3a CHUKEHHON KUCIOTHOCTH ALY ]
JKeJly/lka B IPyZIHOM BO3pacTe (3a MUCKJIIOYEHUEM IEPBBIX JAHEU KasenH

YKU3HU) NETNCUH HE UTPAeT CYIIECTBEHHOH poJIM B IepeBapuBa- — - —
HUM OeJIKa ¥ OCHOBHBIM ()epMEHTOM >KEITy/IKa TPYAHBIX JeTEH 5B- nentua

nsieTcsi peHHMH. Ero akTMBHOCTH OOHApyKMBAeTCs €llle B aHTe- l )
HAaTaJbHOM IIEPUOJIE, SIBISAACh MAKCUMAJIBHON K MOMEHTY POK/Ie- NapakaseuH
HUs U He MeHssich A0 10 mHs xu3Hu. CuHTE3upyeTcs peHHHH WoHbl Ca2*
[JIaBHBIMU KJIETKaMH Kelly/IKka B BUJE NpodepMeHTa (IIpopeH- f

HUHA) U akTuBHpyercs npu pH menee 5,0. OnTumanbHas KUCIOT-
AeHatypauns (cTrBopakuBaHue)

HOCTbH cpejibl st pernnHa 3,0-4,0. 1 3a8epxKKa B KenyaKe
PennunH (XMMO3MH) UMeET 3HAYEHUE TOJIBKO Ui MepeBa-
pUBaHUA MOJIOYHOT'O OeJIKa Ka3euHA. OTH_[eH.]'IeHI/Ie TJINKOIICII- MexaHu3M OCaKJIeHHUs Ka3zenHa

THAA OT Ka3eWHa IMpeBpallaeT MOCICIHUN B Mapaka3enH, KOTO-

PBIN CBSI3BIBACT MOHBI KaJIbIIHS, CTBOPAKMBACTCS U 00pa3yeT He-

pacTBOpPUMYIO COJIb. braromapst ’ToMy MOJIOUHBIH OEITOK 3aJIep)KUBAETCS B )KEITY/IKE U TTOABEPraeTCs
YaCTUYHOMY NE€PEBAPUBAHUIO TACTPUKCUHOM. Y B3pOCIbIX (DYHKIMIO peHHUHA OepeT Ha ce0s coisi-
Hasl KUCJIOTa, ACHATYypHUPYIOIIasi Ka3euH.

B panHeM rpyaHOM Bo3pacTe aKTUBHOCTH MO/IKeTY/I0YHOM Kejle3bl OTHOCUTEIHLHO HU3KA, O
HaKoO B T€YEHHE MEPBOro roja )KU3HU CEKpelus MaHKpeaTudeckux (epMEeHTOB BO3pacTaeT OT 2 /0
10 pa3 u y’xe B TpyJTHOM BO3pacTe BcachbiBaeTcs 0koji0 98% moCcTynmuBIIMX aMUHOKHUCIIOT.

Huskas kucmoTHOCTH kenyaka u "cinabas" mporeonutrdeckas akTuBHOCTH JKKT B mepswie
Yachl, THU U MECALbI KU3HU 00ecrednBaioT (GopMupoBaHUE MACCHBHOTO MMMYHUTETA MJIa/ICHIIa,
T.K. aHTUTeJIa MOJIO3MBA U TPYIHOTO MOJIOKa BCachIBAlOTCs, HE NepeBapuBasch. brarogaps stomy
JIeTH, HaXOJSIIHecs Ha TPYJHOM BCKapMJIMBAaHUU, TOPa3/I0 MEHEE MOIBEP)KEHBI AETCKUM OOJIC3HSIM,
MIEPEHECEHHBIMHU MATEPhIO B €€ IETCTBE, U B3POCIIBIM HH(PEKIUIM.

TPAHCNOPT AMUHOKUCIIOT YEPE3 MEMBPAHDBDI

IlepeHOoC aMMHOKHUCIIOT uepe3 MEMOpaHbl KJIETOK, KaK B KMILIECUYHUKE, TaK U B APYTUX TKaHSX,
OCYILIECTBJIISETCS IIPU NOMOLIM IBYX MEXaHU3MOB: BTOPHUYHBII AKTUBHBINA TPAHCHIOPT U IIYyTATHOHO-
Bas TPAHCIIOPTHAsI CUCTEMA.

1. TpaHcopT ¢ HMCIOJIb30BaHUEM I'PaJMEHTa KOHLEHTpAallUU HATpUs — BTOPUYHBIH AKTHBHBIN
TPAHCHOPT.

B Hacrosiee Bpems BBIACIAIOT 5 TPAHCIOPTHBIX CUCTEM:

IUIsL KPYIHBIX HEMTPaJIbHBIX, B TOM YHCie ali(aTHIECKUX U apOMATHYECKUX aMUHOKHCIIOT,
JUIsL MQJIBIX HEUTPAJIbHBIX — allaHWHA, CEpUHA, TPEOHUHA,

JUIsL OCHOBHBIX AMUHOKHUCJIOT — apTMHHUHA U JIU3HHA,

JUISL KACJIBIX aMUHOKHUCIIOT — acliapraTta v riryraMmara,

JUISL MQJIBIX AMUHOKHUCIIOT — TIMLHHA, IPOJIUHA U OKCUIIPOJIMHA.

BTopuyHbIii aKTUBHBINM TPAHCIIOPT OCHOBAH HA UCIIOIb30BAHUY HU3KOM KOHLIEHTPALUK HATPUs
BHYTpH KJIETOK, co3naBaemoii Na',K'-AT®as3oii. Creruduueckuii 6e10K-TpaHCIOPTEP CBA3BIBAET
Ha alMKaJIbHOM IOBEPXHOCTH HHTEPOLUTOB AMUHOKHUCIOTY U MOH HaTpus. Mcnomnb3ys NBHKEHHE
HaTpUs 1O TPAIMEHTY KOHIIEHTPAIUH, OEJIOK IEPEHOCUT aMUHOKHUCIIOTY B LIUTO30JIb.

O O O O O
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lMpocBer TOHKOro KnNWe4YHuKa

Y
AMUHOKUCNOTBI
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B3anmogenctene memOpaHHbIX TPAHCNOPTEPOB
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nepeHoca aMMHOKUCTOThI U uoHa Na*
Yyepes anukanbHyto MeMopaHy
3HTepouuTa

BcacbiBaHMe aMUHOKHUCIIOT B TOHKOM KHUIIIEUHUKE
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COOH
SH

CTpoeHue riytTaTioHa

AMUHOKMCNOTA
y-Fnymamun-mpatncgepasa

KneroyHas
mMeMmbpaHa

myTaTtvoH Lincrenn-nuumH
y-nytamun
AmMuHoKucnora
TAVUMH Livctenn
Okco-
y-Tnytramun-LncrenH NponuH
myTtamar 4/
AmMuHokucnora

Cxema ydacTus rNIyTaTuOHa B TPAHCIIOPTE
AMHUHOKHCJIOT 4€pEeE3 MCM6paHBI

2. TpchnopT AMUHOKHUCJIIOT B KOMIIJICKCE C IJIYTATUOHOM IIpH IMOMOIIHU Q)epMeHTa Y-IJIyTaMuJI-

TpaHc(epasbl.

[lepeHOCYMKOM HEKOTOPBIX aMHHOKUCIOT (OOBIYHO HEUTpalIbHBIX) MO 3TOM CXeMe SBISETCS
TPUTICTITU/T TIIyTATHOH (Y-TJTyTaMUJI-IIUCTEHI-TIIMIKH). [IpH B3aUMOICHCTBUH TIIyTaTHOHA C aMHHO-
KHCIIOTOM Ha BHEUTHEH CTOpPOHE KJIETOYHON MeMOpPaHbI IPU y4acTUU TIIyTaMUiITpaHchepassl. Y-TIIy-
TaMUJIbHBIA OCTATOK CBSI3BIBAET AMUHOKHCIOTY U MPOUCXOJIUT €€ MepeMElIeHne BHYTPh KIIETKU.
['myraTnoH npu 3TOM pacnanaercs Ha cocTapistouue. [locne oTneneHnus aMMHOKUCIOTHI TPOUCXO-

AUT PECUHTE3 ITyTaTUOHA.
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HAPYWEHWE NMPOLECCOB
NMEPEBAPUBAHWUA BEJIKOB

U3MEHEHWE KUCJIOTHOCTU B XEJYAKE

I'unoanuaHoe COCTOSIHNE PA3BUBACTCS IIPH CHIDKEHUW AKTHBHOCTH HM/HMJTU KOJTMYECTBA 00KIIa-
JOYHBIX KJeToK, cuHTesupytonux HCl. B pesynbTaTte MOTyT pa3BUBaThCs camble pazHOOOpa3HbIE
MOCJICJICTBUS, PSMO HJIM KOCBEHHO CBSI3aHHBIC C HEBBIMIOJTHCHUEM COJITHOW KUCIIOTOU e¢ PYHKITHH:

o CHHWXXEHHUE IepeBapuBaHUs OCJIKOB KaK B )KEIIY/KE, TaK U B KUILIEYHUKE,

o AaKTHUBAIIUs MPOLIECCOB OPOXKEHUS B JKEIy/IKe, 3amax 130 pra,

o0 YMECHBIICHHE BEICBOOOKICHUS OT OCITKOB ¥ BOSHHKHOBECHHE Je(PUIINTa MUHEPATHHBIX BEIIESCTB
¥ BUTAMHHOB,

o CHHUXXEHHE CHMHTe3a OOKJIaJ0YHBIMU KJIETKaMu BHyTpeHHero ¢aktopa Kacna u cHmkeHue Bca-

ChIBaHMs BUTaMuHa B12,

aKTHUBAIUS MPOIECCa THUEHHUS OETTKOB B TOJICTOM KUIITKE, OypJIeHUE B KUILIEYHUKE U METEOPHU3M,

CHUKEHHUE CEKPEIIMH KUIIICUHbIX TOPMOHOB U, KaK CJIEJCTBUE, YMEHBIIICHUE BBIICTICHUS KEITUN

Y TTaHKPEAaTUUECKOTO COKa,
o W3-3a HEXBATKH >KEITYM HAPYIICHUE TIEPEBAPUBAHMS U BCACHIBAHMS JIUIUJIOB, pa3BUTHE aedu-
[IATA KUPOPACTBOPUMBIX BUTAMHUHOB.

I'mnepanuaHoe cocTosiHUe Pa3BUBACTCS MPU MOBBIIIIEHHON aKTUBHOCTH OOKIQIOYHBIX KIle-
TOK. MOKET MPUBOANTH K KIMHUYECKUM MPOSIBIICHUSM B BUJI€ BOCTIAJICHHS CTCHKH JKETy/IKa, dPO3UHU
Y SI3BEHHOM OOJIC3HM YKEeTyIKa U TBEHAIIATUTICTIEPCTHON KUIITKH.

MU EBBLIE AJINIEPTUN

B pannem noctHatansHOM Tiepro/ie (y HOBOPOXKACHHBIX U JI0 2-3 MeCsIeB) MPOHMIIAEMOCTh
CTeHKH KHMIIeYHHMKA Yy JIeTeil Jake B HOpME MOBbIIeHA. Takas 0COOEHHOCTh 0OecreynBaeT Mpo-
HUKHOBEHHE aHTUTEJ MOJIO3MBA U MaTEPUHCKOTO MOJIOKA B KPOBBb peOEHKA U cO3JaeT MJIa/ICHITy mac-
CHUBHBII MMMYHUTET. MOJIO3UBO TaKXKe COAECPKUT HHTUOUTOP TPUIICHHA, ITPEIOXPAHSIONINI UMMY-
HOTJIOOYJTMHBI OT OBICTPOTO THAPOJIN3A.

OpHako mpu HAJTUYUKA HEOIArOMPUATHBIX 0OCTOSTENbCTB (TUMOBUTAMUHO3bI, HHIUBUYallb-
Hble 0COOEHHOCTH, HEMPABUILHOE MUTAHKE) HApYIIAeTCd HOpMajbHas MPOHHUIIAEMOCTh KUIIEYHOM
CTEHKH M CO3JIaeTCsl MOBBIIICHHBIM MOTOK B KPOBb MIIAJICHIIA MENTHA0B KOPOBBETO MOJIOKA, SIUI U
JPYTUX — pa3BUBACTCS NUILEBasi ajljieprus.

AHanoruyHas CUTyalusi MOXeT HaOII0IaThCsl y CTApUINX JAeTel U B3POCIbIX IPU HAPYIICHUSIX
KEITYEBBIICICHUS, IPU TeIbMUHTO3aX, JUCOAKTEPHO3aX, MOPAKEHUH CIU3UCTON 000JI0UYKU KHIlIEY-
HUKA TOKCUHAMU | T.1. O370pOBIICHUE KEITYT0YHO-KUIIEYHOTO TPAKTa U BOCCTAHOBJIEHUE 1IETOCT-
HOCTH €r0 CTEHKH CYIIECTBEHHO 00JIeryaeT JieueHrne ajljiepruii u aTonu4ecKux 1epMaTHUTOB.

LENnAKus

HGHI/IaKI/IH — HACJICACTBCHHOC IPOTI'PECCUPYIOLICEC 3360HeBaHI/Ie, MMPpUBOAAIICC K NSMCHCHUSAM B
TOILEH KUIIIKE: BOCIAJICHUIO U CTIIQ)KMBAHUIO CIIM3UCTOM O6OJ'IO‘IKI/I, HCYC3HOBCHUIO BOPCHHOK, aTpO-
(1)I/II/I IIETOYHOM KaeMKHU U MOSBICHUIO KY6OBI/I)IHBIX OHTCPOLMTOB. HpH‘IHHOﬁ SABJIACTCA BpOXKICHHAA
HCIICPCHOCUMOCTDb OenKa KIEHKOBHHEI 3J1aKOB IrJIIOTEeHAa, NI TOYHEC — €ro paCTBOpHMOﬁ (I)paKL[I/II/I
rJimaauHa. 3aboJieBaHue MMPOABJIACTCA MOCJIC BBCACHUA B paAllUOH MJIAJCHIIA ITIMAWH-COACPIKAITNUX
IMPOAYKTOB, B IICPBYIO OUCPCIb MaHHOU Kami. TOYHBIN maToreHes3 3a00JIeBaHUs A0 CHUX IIOP HE BbI-
SICHCH, UMCIOTCA T'HII0TE3a O IPAMOM TOKCHYCCKOM BO3JCHCTBUHU Ha CTCHKY KHIICYHUKA U THUIIOTC3a
HUMMYHHOT'O OTBCTA Ha OCJIOK B CTECHKE KHUIIIKH.
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THUEHUE BEJIKOB B KULWEYHUKE

[Ipu yxynmeHuu BcachIBaHUSI aMHUHOKHCIIOT, IPU U30BITKE OEIKOBOM MHILH, IPU HAPYIICHUH
JEeATeIbHOCTH MHUILEBAPUTEIIBHBIX JKEJIe3 HeJoNepeBapeHHbIe ()parMeHThl OSIKOB JTOCTUTAIOT TOJI-
CTOTO KUIIEYHHKA, TJIE TTOABEPTaIOTCS BO3ICHCTBHIO KUIIIEUHOW MUKPO(IOPHL. DTOT MpOIece MOIy-
YHJI HA3BaHUE THHEeHNe 0eJIKOB B KuleyHuke. [Ipu 3TomM 00pa3yroTcs MpoayKThl pa3iioKeHUs aMu-
HOKHCIIOT, IPEICTABIIAIONINE COO0M Kak TOKCHHBI (KaJlaBepHH, IyTPECIHH, Kpe3oJ, (heHo, cKarod,
WHJI0JI, TUIIEPUINH, TUPpOSHIuH, cepoBonopoa (H2S), merunmepkanrtan (CH3SH)), Tak u Heiipo-
MeIUATOPbI (CEPOTOHUH, TUCTAMHUH, OKTOIIAMUH, THPAMUH).

['HreHne GeNKOB TaKk)Ke aKTUBUPYETCS IPU CHUXKEHUU NEPUCTANBTUKY KUILIEYHUKA (3aTI0PBHI).

HaN— CH— COOH

I
CHap CH3
OH OH CHy4 OH

muyuH

Tvpo3uH Kpeson deHon

HoN—CH— COOH

MmuyuH CHgy

TpuntodaH Ckaton Wupon

Peakiuun NpeBpaliCHUuA apOMaTUICCKUX aMHUHOKHCJIOT B TOJICTOM KHIIECYHUKE

HoN— CH— COOH HaN—CHy
(CH2)4 T (CH2)4
&Hz r!le
JTn3nH CO2 KapasepuH
HoN— CH— COOH HoN— CH— COOH HaN—CH3
(CHg)3 (CHp)3 (CH2)3
r:m ﬁ' NHa T’ NH2
E:ZN“ COoy s COy
AprvHuH OpHUTYH MyTpecuvH

Peakiun npeBpauieHus JU3MHa U apruHiHa B TOJICTOM KULIEYHUKE

CQpOTOHI/IH BJIHACT HA MO3T'OBOC KpOBOO6paIJ_IeHI/Ie, HU3MCHSA TOHYC COCYIOB, U Y4acCT-
BYCT B MIATOT'CHE3C MUTI'PDCHU. OKTONmaMMH BBI3BIBACT U3MCHEHHS Ha BBF, XJIOIAIOIIHM
TPEMODP, U3BPAILICHUEC CHA. TI/IpaMI/IH CIIOCO0eH MMpOBOLUPOBATHL TMIICPTCH3ULO.
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AETOKCUKALMWOHHBLIE CUCTEMbI NMEYEHW

B nedyenu npoucxoaut o0e3BpeKUBaHNE TOKCUYECKUX BEIIECTB, NOCTYNAIOUIUX U3 TOJICTOTO
KHILIEYHHKA, C IOMOUIBIO ABYX CUCTEM:

o cHucTeMa MUKPOCOMAJIbHOTO OKUCIIEHNH,

o cHucTeMa KOHbIOTALNH.
Lenb paGoThI CUCTEMBI MUKPOCOMAJIBHOTO OKUCIICHHUS 3aKITF0YaeTCsI

0 B YBEJIMYEHUHU PEaKIHMOHHOM CIIOCOOHOCTH MOJIEKYJIbl U €€ BO3MOXHOCTU BCTYIUTh B peak-
110 KOHBIOTallUH,

o B IPUAAHUU THAPOPHUIBHOCTH MOJIEKYIIE, UTO CIIOCOOCTBYET €€ BHIBEJICHUIO C MOYOI U OTCYT-
CTBHIO HAKOIUICHUS B HEPBHOM U JKMPOBOM TKaHMU.
[enb paboThl cucTEMBbl KOHBIOTAIMH 3aKIF0UAETCs

0 B MAaCKHPOBKe TOKCHYHBIX Iy (Hampumep, B penose rokcuuna OH-rpynmna).

MWKPOCOMANBbHOE OKUCNEHMUE

MukpocomManbHOE OKUCIEHUE — ATO MOCIEA0BATEIBHOCTD PEAKIUN C yJaCTHEM OKCHIEHAa3 U
HAI®H, npuBoAIMX K BHEAPEHUIO aTOMA KHACIOPOAA B COCTaB HEMOJIAPHOM MOJIEKYJIbI U TIOSIB-
JICHUIO Y Hee TUApOo(UIbHOCTH.

Peakuuu ocymiecTBisOTCS HECKOJIBKUMU (hepMEHTaMU, PACIIOJIOKEHHBIMU Ha MeMOpaHax 3H-
JI0TUIa3MATHIECKOTO PETUKYITyMa (B ciIydae iN VItro OHM Ha3bIBAIOTCSI MUKPOCOMAJIbHBIC MEMOpPaHbI).
depMEeHTHI OPraHU3YIOT KOPOTKYIO IIETTh, KOTOPast 3aKaHUIUBAETCS MUTOXpOMOM Pyso. Llutoxpom Pasp
BKJIIOUYAET OJIMH aTOM KHCJIOPOJa B MOJIEKYIy cyOcTpaTa, a Apyroil — B MOJIEKYIy BOJIBI.

HAfQo*
_ 26
2e ®naeo- = HoO
4:’ npomeux 2
v R—OH
HAQ®H+H* 2H*

02
YpoleHHasi cxeMa MUKPOCOMaJIbHOTO OKUCIIEHUS

CybcTtpar okucIeHHS] HEOOSI3aTEIbHO SBISIETCS Yy KEPOIHBIM BEIIECTBOM (KCEHOOMOTHUKOM).
MukpocoManbHOMY OKUCIICHHUIO TAaKXKe MOABEPratoTCs MPeIIeCTBEHHUKH KEIYHBIX KHCIOT U CTe-
POUIHBIX TOPMOHOB U IPYTH€ METa0OIUTHI.

KoHblorauyusa

HJ'ISI MAaCKUPOBKH TOKCHUYHBIX I'PYIIII U ITPUAAHU OoJIbIIIEH FI/II[pO(i)I/IJ'IBHOCTI/I MOJICKYJIC CYIIC-
CTBYCT IPOLUECCC KOHBIOTIallUHU, T.C. €€ CBA3BIBAHUA C OUCHDb ITOJIIPHBIM COCAUHCHHUEM — TAKUM COCIN-
HCHUCM ABJISIFOTCA INIYTAaTUOH, CEpHast, INIIOKYPOHOBAsA, YKCYCHAA KHUCJIOTHI, I'NIMIIUH, TJIYTaMUH.
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CrpoeHue akTUBHBIX ()OPM ITFOKYPOHOBON M CEPHOM KUCIIOT

B xieTkax oHH 4acTo HaxXoIATCd B CBA3aAHHOM COCTOSHHHU, HAIIPUMEDP:

o CepHas KucioTa cBszaHa ¢ 3'-pocdoanenozun-5-pocharom u odbpaszyer pocdoanenosznHpoc-
¢docynbdpar (PADC),

o TIJIOKYpOHOBAs KHCIIOTa CBsi3aHa ¢ ypuawiaudochopHoit kucaoTo u 00pazyet ypuamiaudoc-
dormokypoHoByro kucioty (Y API'K),

o YKCyCHas KHCJIOTa HaXOJUTCS B BUe aneTmi-SKOA.

OBPA30BAHWE XUBOTHOIO MHOUKAHA

[Ipumepom peakiuii 06e3BpeKUBaHMS BEIIECTB SBJISIETCS MpPEBpaIleHne HHI0JAa B )KUBOTHBIN
uHauKaH. CHavana MHI0JI OKUCIISIETCS € y4acTueM HuTtoxpoma P4so 10 MHIOKCHIIA, 3aTEM KOHBIOTH-
PYET C CEPHOM KUCIIOTOM ¢ 00pa3oBaHNEM MHIOKCHIICYIb(aTa U Jajiee ero KaJIMeBOW COH — )KHBOT-
HOTO MHJIMKaHa.

®A® o o
] + ]
Humoxpom on PA®C 0—S—0- K 0—S—0—K
P450 Il Il
_ —_—— o o
I | | |
NH NH NH NH
WHpon MNHpokenn MHpokeun-cepHas YKMBOTHBIVN MHAVKAH

Kucnorta

Peakun O6pa3OBaHI/IH JKUBOTHOI'O HHIAWKaHa

HpI/I IMMOBBIIICHHOM IIOCTYIIJICHUH MHAOJIA M3 TOJICTOI'O KHIICYHHUKA O6pa30BaHI/IC HHJIWKAaHa B
NICYCHHN YCUIIMBACTC, NAJICC OH IMOCTYIACT B IIOYKU U BBIBOAUTCS C Mouoii. ITo KOHIOCHTpAUU KU~
BOTHOT'O HHJAWKAaHAa B MOY€ MOKHO CYIUTb 00 MHTEHCUBHOCTH MpoueCCOB 'rHMCHUA OeaKka B KHIIIEU-
HHKEC.

BHYTPUKNETOYHbIN OBMEH AMUHOKNCNOT

CYyObBA AMUHOKUCNOT B KNETKE

CYH_ICCTByIOT TPpU UCTOUYHHUKA aMHUHOKHUCIIOT B KJICTKC — IMOCTYIJICHUC U3 KPOBH, paciajg co0-
CTBCHHbBIX BHYTPUKIICTOYHBIX OCJIKOB Ml CHHTE3 3aMEHUMBIX aMHHOKHUCJIOT.

HYTI) JaJIbHEHIIIETO npeBpaliCHusA aMUHOKUCIIOT 3aBUCUT OT BUJId U q)YHKI_II/II/I KJICTKHU, YCJIO-
BUII ee CYIICCTBOBAaHUA U TOPMOHAJIBHBIX BJIIUSTHUM.
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CuHTes 6enkos

CuvHTE3 BUOreHHbIX aMVUHOB,
HepoMeaMaTopoB, rOPMOHOB

CvHTE3 TPpUaLMnrnMLEPOrIoB,
XOMnecTepuHa, KETOHOBLIX TeN

Pacnap 6enkos /
CuHTE3 3aMEeHNMbIX
CVHTE3 3aMEeHMbIX / AMAHORVICHOT.
aMVHOKMCIOT ﬁ"fg:ﬂi;‘:g,’g: ___—" CuHTEe3 Nypu1HOBbLIX U
/v y: NUPUMUANHOBBLIX OCHOBaHWI
e
Moctynnexve CWHTE3 rMHoKO3bl
C nnLen s:

CuHTe3 KpeaTtuHa, KapHUTUHa 1 ap.

Katabonuam go CO2 1 HoO
¢ obpasoBaHvem 3Heprum

M cTOuHUKH U cy;u:6a AMHWHOKHMCIIOT B KJIETKE

Peakuuu npeBparieHnss aMMHOKHUCIIOT B KJIETKE YCJIIOBHO Pa3fENsioT HAa TPU YacTH, B 3aBUCH-
MOCTH OT pearupyrouiei rpymnmsl:
o IO pajuKay,
o 10 KapOOKCUIILHOM IpyIIe,
0 € ydyacTHEM aMHHOTPYIIIbI.

MPEBPALWIEHNE AMUWHOKWUCNOT NO PAOUKANY

B opranusme mpucyrctyeT 20 MpOTEeHMHOTEHHBIX U €11le 00JIbIIIe HEMTPOTEHHOTEHHBIX aMHHO-
kucioT. COOTBETCTBEHHO, CYIIECTBYET aHAIIOTMYHOE KOJTHYECTBO CIEIUPUICCKIX ITYTEH I KX Me-
TabonmM3Ma.

[Ipu onpeneneHHbIX YCIOBUSX (TOJIOaHUE, JUIUTENbHAS (pU3HUecKas Harpyska) yriepoaHbIi
CKeJIeT aMUHOKHUCIIOT HE CTOPAeT MOJHOCTHIO, 3 MOYKET Y4acTBOBAaTh B CHHTE3€ YIJIEBOJIOB B IICUEHU
(rJroKoreHHbIe aMUHOKHUCIIOTHI) U JTUIHI0B (K€TOreHHbIe aMHUHOKHCIIOTHI).

K riiokoreHHbIM OTHOCATCS aMUHOKHUCIIOTHI (MX OOJIBIIMHCTBO), IIPU pacajie KOTOphIX oOpa-
3ytotcs upyBaT u Mmetadbonutel LITK, Hanpumep, okcanmoarneraT, pymapaT Win o.-KeToTiryrapaT. OTH
MeTabOIUTHI CIOCOOHBI BKIIOYATHCS B CHHTE3 TJIFOKO3bl, HAIPUMED, IIPU TOJI0JaHHH.

CepuH
AnaHuH
deHnnanaHnH s e P MmunumH
TUpoauH Mupygat LincrenH
l TpunTodaH
> Auetnn-SKoA
\ NenuvH
Acnaprar > U3NH
AcnaparvH Okcanoauerar Vi3oneiumH
Unkn
TPHMKap60OHOBbIX
Kucnor [myTtamar
> dymapar a-KetornyTtapar «——— ;’;);Li’::“
CykuvHUn-SKoA Plfg_’;"‘;';'_‘
MeTUoHWH
TpeoHuH
BanuH
N3onenuvH

l'lyTn NnpeBpaleHusa yraepoaHoro pajgukajia npoTeMHOT€HHbIX aMUHOKHUCIIOT
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KeToreHHbIMHU SIBISIOTCS JU3UH U JICHIMH, IPH UX OKUCICHUU 00pa3yeTcsl TOJIBKO aleTHJI-
SKoA. OH B COCTOSIHUM IIPUHSTH YYaCTHE B CUHTE3€ KETOHOBBIX TEJl, )KUPHBIX KHCIIOT U XOJECTE-
poa.

Taxoke BBIIENAIOT HEOONIBIIYIO TPy CMEIIAHHBIX aMHHOKHUCIIOT, U3 HUX 00pa3yeTcs MH-
pyBar, meradosutbl L{TK u anernn-SKoA (denunnananus, THpO3UH, U30JICHLIMH, TPUNTO]AH).

[Ipu HanpaBIEeHUN aMUHOKHCIIOT Ha KATA00JM3M IIYyTH UX OOMEHa CXOAATCs K 6 IPOIayKTaMm,
KoTopsle BeTynaroT B L[TK 1 OTHOCTBIO OKUCIISIOTCS 10 YIVIEKUCIIOTO I'a3a U BOJABI C BbIACICHHEM
Heprum. M3 oOmiero koim4yecTBa YHEPTUHU, 00pa3ykolIeiics B OpraHu3Me, Ha 0TI aMUHOKHCIIOT
npuxoautcs okoiio 10%.

PACYET 9HEPrETUYECKOU LUEHHOCTU U KO3PPULMEHTA P/O
MPU OKUCJIIEHUUN HEKOTOPbIX AMUHOKNCIIOT

Panee npu pacuere apdexruBHoCTH okucienus kodpdunuent P/O s HAIH npunu-

Masicst paBHbIM 3,0, miss @AJIH2 — 2,0.

ITo coBpeMeHHbIM 1aHHBIM 3HaUeHue kodpdunuenta P/O nist HAJIH cootBerctByer 2,5,

s DAJIH2 — 1,5.

[Ipu pacuere sHEpreTUYECKON LIEHHOCTH, T.€. KoauuecTBa AT®, oO6pazyroieiics npu NOIHOM
OKHUCJIEHUH aMMHOKUCIIOT, U Koapduiuenta P/O HeoOXxoauMo npeacTaBisaTh ce0e BECh TyTh aMUHO-
KHCJIOTHI JI0 TIOJTHOTO OKHCIIEHUS ee yriiepoaHbix aToMoB B CO2. ITpu 3ToM HE00X0MMO yIUTHIBATH
YHCJI0 ATOMOB YIJIepo/a B MOJIEKYJIE.

Hanpumep, acmaprar conepxut 4 atroma yriepojaa U MO3TOMY €ro OCTaTKy HEe0OXO0JIUMO
npoiitu 2 obopora LITK, npexne uem Bce onn Beiaenstcsa B Buae COp. IloxcunteiBas yncimo Boc-
cranoBiieHHbIX HAJ/IH, ®AJIH2 u I'TD, o6pazyembix B aByx obopotax LITK, onpenensiem cymmy
AT® — 20 monekyn. [Ipu pacuere kosdpunuenta P/O yuntsiBaem Tos1bK0 hocdat, BKIIOUEHHBIH B
AT® pepmentom ATD-cuHTa30i, T.€. B MpOIECCe OKUCIUTEIHHOTO (hochoprmmmpoBaHus. ITO 3Ha-
4quT, 9T0 docdart, Bxomsauui B ['TD, He yuntsiBaercs!

W, HakoHer, MOMHUM, 4TO KaXK/1ash MOJIEKYJIa BOCCTaHOBJICHHOTO SkBuBajieHTa (T.e. HAJIH nmm
OAJIH?) mepenaet Ha ABIXaTEIbHYIO IIETTH IO OJIHOM Mape AJICKTPOHOB, KOTOPHIE MTPOXOIIT Pa3HOE
paccrosinue: oTr HAJIH — tpu xommnekca ¢pepmenton, ot DAJIH2 — 2 komriekca ¢hepMeHTOB, HO B
J000M ciTydae BOCCTaHABIMBAIOT J0 BOJIBI 10 OAHOMY aTOMY KHCIIOPO/a.

Cxoxxum 00pazoM paccuuThiBaeM TpeOyembie 3HaueHHS cyMMbl AT® u koaddumuenta P/O
JUIsl aJIaHWHA U TIyTaMara.

Acnaprar

Peakuyuns

TpaHCaMnHupoBaHus KOJ'I-89 Kon-8o Kon-go

monen Heopr. nap
Okcanoauerar, C4 ATD ¢ocarta 3MEeKTPOHOB
npO)Izlg‘/:'l(STCﬂ TpMKaL,é‘ggjl:,IOBle 3 HALH x2' | 3x2,5%x2 3%2,5x2 3x1x2
5 2 pasa KWNCsior
1 ®AH2 x2 1,5%x2 1,5%2 1x2
2x2C02 17T x2 1x2
> 20 r 18 x 8
KoadhdumumeHt P/O
18:8=2,25

Pacuet sHepreTnueckoro aexra OKUCIEHNUs acrnapariHOBOH KUCIOTbI
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JlBa aToma yriepoa ajanuHa nonazaatot B LITK mocne Toro, kak 6e3a30THCTBIN OCTaTOK ajia-
HUHA — TUPYBAT — OKUCIUTCS B TUPYBAT-ACTHAPOreHa3HOM KoMIuieKkce ¢ oopasoBannem HAJIH. O6-
pazoBanubii aretTui-SKoA Bxoaut B LITK u mosHOCTBIO OKUCHSIETCS B OJTHOM ero ob6opote. B pe-
3yJbTaTe B JbIXaTENbHYIO 1enb Hanpasisiercs 4 mosiekynsl HAJIH u 1 monexyna ®AJ[Ho.

AnaHuH
Peakuyuns
TpaHCaMuHUpoOBaHs
Mupyear, C3
Kon-Bo Kon-so Kon-so
Mornen Heopr. nap
AueTun-SKoA, C2 AT® docara 3MEKTPOHOB
1 HAOH x1 1x2,5x1 1x2,5x1 Tx1x1
npoenarcn ( ToUKapBOHOBLIX 3HAOH 0| 3-2,5%1 | 3<2,5% 3x1x1
x1 pas KUCsoT
1PAOH2 1 1,5x1 1,5x1 1x1
2C0O2 17T x1 1x1
2125 211,56 2.5
KoacppuumeHt P/O
11.5:5=23
Pacuet sHepreTrueckoro dexra OKMUCIeHNS alaHuHA
myTtamar
~
g Peakuyusi Kon-80 Kon-8o Kon-8o
g TPpaHCaMUHUPOBaAHUA Monen Heopr. nap
):: a-KeTornyTapar ATO docarta 3MNEKTPOHOB
E 1 HAOH 2,5 2,5 1
& CykumHun-SKoA
O
Q
) M 17T 1
X CykuuHat
Q
IS K’
[
5 1 ®AOH 1,5 1,5 1
< dymapar AH2
3
¥
o
) Manat
2
o 1 HAOH 25 25 1
Okcanoauerar, C4
nKn
I'lpO)lle,D,MTCﬂ TPMKE%%”(;}]-IOBI:IX 3HAOH %2 3x2,5x2 3x2,5x2 3x1x2
x 2 pasa KUNC/10T
1 PAOQH2 %2 1,56%2 1,5x2 1x2
2x2C02 17r1e x2 1%2
%275 %285 > 11
KoadhcpuumeHT
P/O
255:11=2,32

PacueT sHepreTnueckoro 3¢exra nojHOro OKMCACHHUs MTyTaMHUHOBOH KUCIOTbI
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B ciyuae ¢ rayramMaTom HaJo y4ecThb, YTO O.-KETOTJIyTapar, 00pa3yeMblil U3 TIyTaMHUHOBOU
KHUCTIOTHI, sIBJIsieTcs MeTabouToM 1ukina Kpedca. OH cpasy npeBpaimiaercs B CyKuHWwiI-SKoA u na-
nee, o peaknusiM L[TK, B okcanoanerar. [yis okuciienus okcanoanerara Tpedyercs aBa o0opoTa
HTK (cwm Baie).

MPEBPALWEHWE AMUHOKUCINOT NO KAPBEOKCUNBbHOW IPYNMNE

Takoe mpeBpaiieHue CBsi3aHO ¢ yAaJeHHEeM KapOOKCHIIBHOM TPYNITBI OT aMUHOKHCIIOTHI U 00-
pa3zoBaHuEM OMOT€HHbIX AMUHOB.

TmctaAmMuH

Peaxmus oOpa3oBaHus TucTaMHHA HanbOoJIee aKTUBHO MJET B TYUHBIX KJIETKAX JIETKHUX, KOXKH,
nevyeHy, B 6azoduiiax u r03uHOPuIax. B HUX THCTaMUH CUHTE3UPYETCSl M HAKaIlJIMBAETCs B CEKpe-
TOPHBIX TPaHyJIax.

+H3N—CH— COO~ Fucmudus- +H3N—CH,
| dexap6okcuna3sa |
CHp Mupudokcanbgpocgham CHp
NH* > NH*
) Y I ]
NH NH
CO2
metmavH 'mctammH

Peakuusi cMHTE3a rucTaMuHa

B kpoBb THCTaMHUH BBIZICNSCTCS TIPH MOBPEKACHUM TKaHW, TIPH yaape, MPHU JIEKTPUUECKOM
pasnpakeHuu. B KTMHUYECKON MPaKTHKE CEKPEIHs TUCTaMHUHA OOBIYHO CBSI3aHa C AJTIEPTUSIMH — TTPH
MTOBTOPHOM IOTIa/IaHNU aHTUI€HA B pPaHee CEHCUOUIN3UPOBAHHbIN OPraHnu3M pa3BUBAETCs aJuIepru-
yecKasi peakius.

dunsnonornyeckne adhPekThbl

1. Pacumpenue apTepron U KanuuIsipoB U, KaK CJIEICTBUE, TOKPACHEHUE KOKHU, CHUKEHUE apTepH-
AJIbHOT'O JaBJICHHUS,

2. IloBrlieHNE MMPOHUIACMOCTH CTCHKHU KAaITWJJIAPOB U, KaK CIICACTBUC, BBIXO A XKUAKOCTH B MEXKKIIC-
TOYHOE IIPOCTPAHCTBO (OTEYHOCTh), CHIXKCHHE apTePHAILHOTO JaBIICHHS,

3.Ecmmnml u?2 Ha6J'II-O,I[aI-OTC$I B I'OJIOBHOM MO3I'€ — IIOBBIIICHUE BHYTPUYCPCIIHOI'O JAaBJICHUA,

4. VBenuuuBaeT TOHYC I'IaAKHUX MBbIIIIIL 6pOHXOB, KaK CJIC€ACTBUC — CIIa3M U YAYLIbE;

5. Ci1abo moBhIIIIAET TOHYC MBIIII XKCITYJOYHO-KHIICYHOI'O TPaKTa,

6. CTUMYIUPYET CEKPELMIO CIIOHBI U COJISTHOM KUCIOTHI KETYI0YHOIO COKa.

CEPOTOHUH

CepOTOHI/IH AKTUBHO CUHTC3UPYCTCA B TYYHBIX KJIICTKAX KOXH, JICTKUX, IICUCHU, B CCIIC3CHKC,
LIHC.

T T T N cH— cnn- Hdexapbokcunasa T
H3zN—CH—CO0O0 H3N (l:H coo apomamuveckux H3N (I:Hz
CH, Tpunmoghan- HO CH amuHokucnom HO CH,
- | 2udpokcunasa 2 | Mupudokcanbghocgham
QLNHU /‘ \ X ' NHU \ NHI
02 Ho0 CO2
TpuntochaH 5-TnupgpokeutpuntodaH CepoToHWH

Tempaaudpo- [uaudpo-
6uonmepuH 6uonmepuH

Peakuuu cuHTe3a CEPOTOHUHA
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dusnonornyeckme apdeKTbl

1. CtuMynupyeT coKpallleHue IVIaJKUX MBIIIL] )KETyJ0YHO-KUIIEUHOTO TPAKTA U, KaK CJIEJICTBUE, I10-
BolieHue nepuctanbTuku JKKT.

2. Bblpa)k€HO CTUMYJIMPYET COKpAIEHUE TJIAJKUX MBI KPOBEHOCHBIX COCYJIOB B TKaHSAX, KpOMeE
MHUOKap/1a ¥ CKEJIETHBIX MBI, ¥, KaK CJICJCTBHUE, TOBBILLIEHUE apTEPUATILHOTO JaBJICHHUS.

3. Cnabo yBeIMUYUBACT TOHYC IIaJJKUX MBI OPOHXOB.

4. B neHTpaJIbHOI HEPBHOU cUCTEME SBJISETCS TOPMO3HBIM MEIUATOPOM.

5. B nepudepruecknx HEPBHBIX OKOHYAHUAX 00YCIOBIMBAET BO3HUKHOBEHUE 00U M 3yAa (Hampu-
Mep, NPH YKYCE HaCEKOMBIX).

FTAMMA-AMUHOMACI/ISIHASI KACJIOTA

Cunre3 y-amuHoMacisiHoM kuciaotel (I'”AMK) mpoucXoauT HMCKIIOYUTENBHO B IIEHTPAIbHOMN
HEPBHOM CHUCTEME — B IIOJIKOPKOBBIX 00pa30BaHUSX I'OJIOBHOTO MO3Ta.

rmymamam-
*H3gN—CH—COO0~ dekap6okcuna3a +H3N—CH;
IMupudokcanbghocgham
(ICHz)z > (T”Z)Z
coo~ \ coo-
[myTamuHoBasi CO2 v-AMnUHOMacnsHas
Kucnota Kucnora

Peakuus cuHTE3a Y-aMUHOMACISTHON KUCIIOTHI

dusnonornyeckme agdeKTbl

B nientpansHoii HepBHO#t cucteme ['AMK (Hapsiny ¢ TilyTaMUHOBOW KUCIOTOMN) SIBJISIETCSI TOP-
MO3HBIM MenuaropoM. Hanbosee BbICOKa ee posib B BUCOYHOM U JIOOHOM KOpe, TMIIOKaMIIe, MUH1a-
JIEBUJIHBIX U TMIIOTAIAMHUYECKUX SApax, YepHOH cyOCTaHLMH, sApax MO3KeuKa.

dooAMUH
Cunre3 nodamMuHa MPOUCXOIUT B OCHOBHOM B HEHPOHAX TPOMEKYTOUYHOTO M CPETHETO MO3Ta.
Hexkap6okcunasa

HN=CH— 00" Tuposun. —cH—coo™  SBOMATINECKI o,

CH 2udpokcunasa CH, Mupudokcanbgochpam CHy
02 H20 CO2
OH OH

OH OH OH

TuposnH gﬁ'gﬁ;ﬁ;ﬂﬁo' g{,’j,‘,’,‘?,’;‘,’;u,, 3,4-[nokcungeHnnanaqmH HodamuH

(DODA

Peakuuu cuHTesa nodammHa

dunsnonornyeckne apdeKThbl

SBnsiercs MeauatopoM 10(paMHUHOBBIX PELENITOPOB B MOAKOPKOBBIX oOpazoBanusx LIHC, B
0O0JIBIINX A03aX pacmupsA€eT COCYAbl cepaua, CTUMYIINPYCT YaCTOTY U CUITY CEPACYHBIX COKpaHleHHﬁ,
pacmupAaCT COCYAbI IMOYCK, YBCIINUUBAA JUYPC3.

OBE3BPEXWBAHWE BUOrEHHbIX AMUHOB

CymiecTBYIOT /1Ba THIa peaKUil MHAKTUBAIMs OMOT€HHBIX AMUHOB — JIE3aMUHHPOBAHUE U Me-
TUJIMPOBAHUE.

Jle3aMMHMpPOBaHHUe NIPOTEKAET ¢ 00pa30BaHUEM CBOOOAHOI0 aMmmMMaka u ¢ yyactuem ®AJI.
Kartanuzupyer peakiyio MOHOAMHHOKCH/a3a, OHA OOHAapy)XKeHa BO MHOTHX TKaHJX, HO Haubosee
aKTHBHA B MI€YEHH, KEITyJKe, T0OUKAX, KUIIIEUHUKE, HEPBHOM TKaHU.


http://humbio.ru/humbio/har_nevr/00077427.htm
http://humbio.ru/humbio/ishemia/0008a19d.htm
http://humbio.ru/humbio/har/001b1589.htm
http://humbio.ru/humbio/har/003988d0.htm
http://humbio.ru/humbio/har/003988d0.htm
http://humbio.ru/humbio/physiology/x0026963.htm
http://humbio.ru/humbio/car_g/000564d9.htm
http://humbio.ru/humbio/physiology/000cb293.htm
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MoHoamuHokcudasa P

rad m \ > R—C<H

BuoreHHbIn H-0O
pdinh 2 DAL ®ALH2 NH3  Anbgerup

R—CHy—NH3

H202 Oz
PeaKum{ I[e3aMHHPIpOBaHHﬂ 6HOFCHHBIX aAMHUHOB
MeTtuaupoBanne OHOTCHHOTO aMHHA TPOHMCXOIWT NPU HAJIUYUH Yy HETO THUAPOKCHUIBHOMN
rpynmnsl (1ogaMuH, CEpOTOHHMH). B peaknuu npuHUMaeT ydacThe akTWBHas (popmMa METHOHWHA —

S-anenosuwnmernonnt (SAM), obpasyercs MeTuarpoBanHas GopMa aMHUHA U S-aJCHO3UITOMOIIH-
creut (SAT).

Memun-mpancghepa3sa

R— OH » R—O—CHj3
BroreHHbIN S-apeHosun- S-apeHosun-
aMuH METUOHUH romoumncrenH MeTMﬂaMMH

Cxema pe€akuuu METHJIMPOBAHUA OMOTeHHBLIX aMUHOB

MPEBPALWEHWE AMUHOKUCINOT C YYACTUEM AMUHOTPYNMNbI

[IpeBpaienne aMuHOKUCIOT ¢ yuactueM NHo-rpynmbl cBoaUTCS K €€ OTIIETJICHUIO OT yIJle-
POJIHOTO CKeJleTa — MPOUCXOAT PEAKLUU ie3aAMUHUPOBAHMSA.

Tunbl QE3AMWHUPOBAHNSA

1. BHyTpuMoJieKyJsipHOe — ¢ 00pa30BaHNEM HEHACHIIICHHON KUPHOU KUCIIOTHI,

R—CHZ—CH—COO' T& R—CH=CH—COO~

HeHacblweHHas
AMUHOKMCIOTa Kucrorta

2. BocctaHoBHTeJbHOE — ¢ 00pa30BaHUEM HACBIIIEHHOM YKUPHON KUCIIOTHI,

R—CHz—CH—COO‘ T’ R—CHy—CHy—CO00~

HacblileHHas
AMUHOKMCIIOTa Kucrorta

3. 'mapoanTuyeckoe — c 00pazoBaHneM KapOOHOBOW THIPOKCUKUCIIOTHI,

R—CHy— CH— Co0~ T’ R—CHZ—CH—COO-
H

AMUHOKMCIOTa Mapookcukmcnorta

4. OkucauTeIbHOE — C O6paSOBaHI/IeM KCTOKHUCIIOT.

R—CHy— CH— C0oo~ T’ R—CHj —C—COO'
NH3+

AMUHOKMCNOTA KetokucnoTta

OKHCIUTEIbHOS JAC€3aMHUHUPOBAHUEC ABJIACTCA OCHOBHBIM ITYyTEM kaTaboM3Ma OOJIBIIUHCTBA
AMHWHOKHCIIOT. OI[HaKO TUCTUAWUH TCPIACT aMUHOTPYIITY C UCIIOJIB30BAHUEM BHYTPUMOJICKYIIAPHOT'O



biokhimija.ru TumunH O.A. Jlekumm no obuier Guoxmnmmm (2020r) 115

JI€3aMUHUPOBAHHUS, @ TPEOHUH U CEPHH Cpa3y II0JIBEPratoTCsl IPSIMOMY PAaCUIEIIEHUIO A0 TJIMIUHA U
arieTanpJeruja (TpEOHNH) WM THAPOKCUMETHIA (CEPUH).

OKNCIINTENNIbHOE AE3AMWHUPOBAHUE
Beiaensior qBa BapuaHTa OKUCIUTEIBHOTO 1€3aMUHUPOBAHUS: IIPSIMOE U HEIIPSMOE.

I'lpﬂmoe OoKucJ/iumeJsibHoe 6e3aMUHupoeaHue
[IpsiMoe ne3aMHUHHPOBAHUE KaTalM3HpYyeTCsl OAHUM (pepMEeHTOM, B pe3yabTare oOpaszyercs
NH3 u kerokucinora. [IpsMoe OKUCIUTENIBHOE €3aMUHUPOBAHUE MOXKET UJITH B IPUCYTCTBUU KHUC-
Jopoja (a3podHoe) 1 He HY)KJIAaThCs B KUCIOpoie (aHa3pooHOe).
1. AspobHoe mnpsMOe OKUCIUTEIBHOE JE€3aMHUHMPOBAHHE KaTaIU3UPYETCs OKCUAAa3aMu
D-amunokucior (D-okcumasbl) B kadectBe kodepmenta ucnosib3ytomumu OAJl, u okcumazamu
L-amunokucior (L-okenaa3ssr) ¢ kopepmentom GMH.

Okcuda3sa
D-amunokucnom (QAL)
unu

L-amunokucnom (OPMH)

R—CH2—|CH—COOH > R—CHz—ﬁ—COOH #' R—CHz—ﬁ—COOH
NH; /\ NH N\ o

0> Hp0y H20 NH3
AMUHOKMCNOTa NmMuHokncnota

KetokucnoTta

Peakuus [IPAMOro OKUCIIUTEIIbHOTIO A€3aMHUHUPOBAHUA

Haubonpmas aktuBHOCTh L-0kcuaa3 oOHapykeHa B IIEUYEHU U B MMOYKaX, HO POJIb UX HE
COBCEM fCHA, T.K. UX ontuMyM pH Haxomutcs okono 10 m npu BHyTpuKiIeTO4HbIX pH
(epMeHTHI IOYTH HE AKTUBHBIL.

Oxcupaspl D-aMMHOKHUCIIOT, UMEIOIIUX TOJIBKO OaKTepUaAIbHOE MPOUCXOXKIEHHUE, CHU-
AT X KOJIMYECTBO B TKAHAX. DTO MOJIYIHPYET OOHApyKEHHOE HeAaBHO BiusaHue D-
aMUHOKHCIIOT Ha aKTUBHOCTB 3HJIOKPHUHHBIX xkeie3 u [THC.

2. AHa’poOHOe MPSIMOE OKUCIUTEIFHOE Ie3aMUHIPOBAHNE CYIIECTBYET TOJIBKO JUTS TITyTaMH-
HOBOM KHCJIOTBI, KATAIM3UPYETCS TOJBKO INIyTaMaTAeruporeHa3ou, mpeppaaroniei riryramMmaT B
o-keroriyrapar. GepMeHT TiIyTaMaTAeTHIpOreHa3a UMEeTCs B MUTOXOH/IPHSIX BCEX KJIETOK opra-
HU3Ma (KPOME MBITIICYHBIX ).

DTOT THUII Ie3aMUHUPOBAHUS TECHEUIITMM 00pa30M CBsI3aH C TPAHCAMUHUPOBAHUEM aMUHOKHC-
70T (cM HIDKE) U GOPMHPYET C HUM MPOIECC TPAHCAe3aMUHHPOBAHMS (CM HUKE).

coo- ?oo-

CH—NH3+ c=0

| rnymamamdeaudpozeHasa |

CHjp > CHjp

CHjp HZO HA,q At ?Hz

+

coo- HALH+H 3 o
[myTamuHosas a-KetornyTapar
Kucrora

OKUCIUTENBHOE A€3aMHUHHUPOBAHHUE I“.l'])/TaMHHOBOﬁ KHCJIOTBI

Henpsimoe okucnumenbHoe de3aMuHUpoeaHue
(mpaHcde3amuHupoeaHue)

HerHMOC OKHCJIUTCIIBHOC N€3aMUHUPOBAHNUEC BKIIFOYACT 2 9Tamna ¥ aKTUBHO HUACT BO BCEX KIICT-
KaxX opraHusma.
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IepsBbiii 5Tan 3akimoyaercs B 00paTumMoM nepeHoce NHo-rpymnmbl ¢ aMMHOKHCIIOTH Ha KETO-
KHCJIOTY C 00pa30BaHWEM HOBOW aMHHOKHUCIIOTHI U HOBOM KETOKHCIOTHI — 3TOT EPEHOC HA3bIBACTCA
TpaHCaMHHUPOBaHHe (MEXaHH3M PEAKLUU CM HIKE).

Rq—CHy— CH—CO0~ R4—CHy—C—COO~
NH3+ !)l
AmMuHokucroTa 1 Ketokucnora 1
Ry—CH;—C—COO0~ Ry—CH;—CH—CO0O~
g bl'Hsll-
KeTokucnora 2 AMUHOKMCroTa 2

Cxema pe€akuun TpaHCaMUHHUPOBAHUA

B xadecTBe keTOKHCIOTHI-akuenTopa ("keTokuciora 2") B opranu3Me 0ObIYHO UCIIOJIb3YeTCS
O.-KeTOrJIyTapoBasi KUCJI0Ta, KOTOpas IpeBpallaeTcs B riayramar.

B pesynbTare TpaHcCaMUHUPOBAHUS CBOOOJHBIE AMUHOKUCIOTHI TepsitoT oi-NH2-rpynmsl u mpe-
BpAIIalOTCs B COOTBETCTBYIOIINE KETOKUCIIOTHL. Jlanee ux KeTocKeneT KaTaboIu3upyeT crenuduae-
CKMMH IYTSAMHU U BOBJIEKAETCS B LIMKJI TPUKAPOOHOBBIX KUCIIOT U TKAHEBOE JIbIXaHUE, II€ CropaeT 10
CO2 u H20. IIpu HeoOxomuMocTH (HampuMep, TOJI0JaHNE) YIIACPOIHBIN CKEIET TIFOKOTEHHBIX aMH-
HOKHCJIOT MOXET HCIOIb30BaThCs ISl CHHTE3Aa TIFOKO3BI.

BTopoii 3Tan cocTouT B OTHIEMJIEHUH aMUHOTPYMIBI OT HOBOOOPAa30BaHHON aMHUHOKHCIIOTHI
(Bcerma rayramar) — NPOMCXOIUT JIe3aMUHHPOBAHUE, KOTOPOE OCYIIECTRIISCTCS TIyTaMaTIeru/I-
poreHasoii (peakiivio cM BBIIIIE).

Y4uThIBask TECHYIO CBSI3b 00OUX ITANOB, HEMPSMOE OKUCIUTEIbHOE JI€3aMUHUPOBAHNUE HA3bl-
BAIOT TPAHC/Ae3aMHMHHPOBAHHE.

R{—CHz—CH—CO00~ R{—CH; —C—CO00~
| Il
NH3+ (o]
AmunHokmcnoTa 1 KetokucnoTa 1
1 sran

Peakuyns TpaHCaMnHUpoBaHs

-ooc—(CHz)—ﬁ—coo- ~00C—(CH3)—CH—CO0O0~
NH3*
a-Ketornytapar [nyTamvHoBas kucnota

/v 2 aran

NH3 Peakuyns ge3aMuHUpOBaHUs

O6LLlaﬂ CcXema peakunﬁ HEMNMpAMOro OKMCJIIUTEJIbHOTO A€3aMUHUPOBAHUA

Hwxe noipo6Ho pazdbuparoTcs peakiuy TpaHCAMUHUPOBAHUS U 1I€3aMUHUPOBAHUS.

MexaHn3m TpaHCaMUHMPOBaHUSA

MexaHu3M peaknMH TPaHCAMHUHHMPOBAHUS JOCTATOYHO CJIOXKEH. KaTaln3upyroT peaxuuro
(bepmenTs aMuHOTPaHcdepa3bl, OHU SABIIAIOTCS CI0XKHBIMH (DepMEHTaMH, B KauecTBe KopepMeHTa
OHHU UMEIOT MUpHAOKcanbdochar (akTuBHAS popMa BUTaMHHA Be).
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Becw nepenoc amuHOTrpynmsl coBepmaercs B aABe craauu. K nupunokcansdocdary cHavana
MPpUCOCIUHACTCA IICPBAsA aMUHOKHUCIIOTA, OTAACT aMUHOTPYIIITY, ITPEBPAIIACTCA B KETOKUCIIOTY U OT-
nensiercs. AMUHOTPYIIA MPH 3TOM MEPEXOJUT Ha KOPEepMEeHT U 00pa3yeTcss MMpUAOKcaMHHpOc-
¢ar. Ilocne »TOr0 Ha BTOpPOM CTaIuMU NPUCOEIUHSETCS Apyras KETOKHUCIOTa, 3a0MpacT aMUHO-
rpyImny, IpeBpaasich B HOBYI0 aMHHOKUCIIOTY, MUpHI0OKcanbhocdar pereHepupyer.

H
coo- o cI: coo-
Rq— CH—NHz* | Ry— CH— NH3+
Mupudokcanb-
¢gocham
AmMuHokucnora 1 | AmMuHokucnoTa 2
®epmeHm
HoN—CHj
(|:°°_ lMupudokcamuH- (|:°°—
R4—C=0 ocgpam Ry—C=0
KeTokucrora 1 ®epmerm KeTokucriora 2

anomeHHaﬂ CXeMa IBYyX cTaaui TpaHCAMUHHUPOBAHUSA

Ponp u npeBpaiienne nupugokcaibpocdara cBOIUTCA K 00pa30BaHUIO MPOMEKYTOUYHBIX CO-
enuHeHnd — mu¢¢oBbIX 0OCHOBaHUI (AJIbIUMUH U KETUMUH). B nepBoil peakunu nocne oTmierie-
HUS BOJbI 00pa3yeTcs UMHUHOBAs CBSI3b MEXIY OCTaTKOM aMUHOKHUCIOTH 1 n mupuaokcanbdocda-
ToM. [losrydyeHHOE coenMHEHrEe Ha3bIBAeTCs aJbJAUMHUH. [IlepeMenienre qBONHON CBSI3U MPUBOIUT K
00pa3oBaHUI0 KETUMUHA, KOTOPBIA THAPOIU3YETCS BOJOW MO MECTY ABOMHOM cBs3u. OT dhepmeHTa
OTLIETJISIETCSA TOTOBBIM MPOAYKT — KeTOKHcIoTa 1.
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Cragus 2 Cragmnsa 1
Ccoo~ coo~
Ry— CH— NH3* R{—CH—NH3*
AMuHokucroTa 2 AmMuHokucnoTa 1
I-Il COo0o~ I-II
o= (|: R{—CH— N=(I:
—_
lMupudokcarpb- /’ lMupudokcarns- lMupudokcarb-
gocham gocgham gocgham
AnbayMUH H20 HoO AnbavMUH
A
H>0
= H20
i N J P
Ry—C=N—CH HzN—CIHz Rq{—C=N—CH
lMupudokcamuH- lMupudokcamuH- lMupudokcamuH-
¢ocgpam gocgpam ¢ocgpam
?OOH (IZOOH KeTmuH
KeTumuH
R;—C=0 R4—C=0
Ketokucnora 2 KeTokucnora 1

MexaHu3m obenx craguii TpaHcaMUHUPOBAHUS
(Hannuue pepMeHTa U OOPATUMOCTD peakLuii He moKa3aHbl)

[Tocne oTmieneHnst KETOKUCIOTH 1 K KOMITIEKCY MUPUIOKCAMUH-(PEPMEHT PUCOEAUHSACTCS
KETOKHCIIOTa 2, ¥ TIPOIIECC UAET B 00paTHOM MOPSIKE: 00pa3yeTcsi KETUMUH, 3aTeM allbUMUH, TIOCIIe
9ero OTJEINSETCS] HOBasi aMUHOKHCIIOTA 2.

Yarmie Bcero aMMHOKHCIIOTHI B3aUMOACHCTBYIOT CO CIIEAYIONIMMH KETOKHCIOTAMH: TMPOBHHO-
rpaaHoii (c oOpa3oBaHHeM alaHUHA), MIABEJEBOYKCYCHOI (C 00pa3oBaHHEM acrapraTa), o.-KeTo-
riayTapoBoii (¢ oOpasoBanueM riyramata). OHAKO allaHHH M acrapTar B JajbHEHIIEM BCe PaBHO
MEepeaoT CBOK AMUHOTPYIIITY HA O.-KETOTIYTAPOBYIO KUCIIOTY.

B Tkansx HacuuthiBaoT okojo 10 amuHOTpaHchepas, KOTOpele 00JaAal0T TPYIIIOBOI
CHEeU(UYHOCTHIO U BOBJIEKAIOT B PEAKIMH BCE aMUHOKHCIOTHI, KPpOMe IPOJIMHA, JIU-
3WHA, TPEOHMHA, KOTOPbIE HE MO/IBEPraloTCsa TPAHCAMUHUPOBAHHUIO.

Takum O6p330M, B TKaHAX OCYHICCTBIISICTCA ITOTOK H30BITOYHBIX AMHUHOT'PYIIII Ha OAUH O6H.IPII>1
AKILCIITOP — OL-KETOTJIYTAPOBYIO KHUCJIOTY. B utore 06pa3yeTc;1 00IBIIOE KOJMIECTBO FJIyTaMI/IHOBOﬁ
KHCJIO0THI.

[esamuHupoBaHne

B OpraHru3MeE KOJUICKTOPOM BCEX aMUHOKUCIIOTHBIX aMHUHOT'PYIIIT (aMI/IHHOFO a30Ta) ABJISACTCSA
rJIIyTaMUHOBAas KHUCJI0TA4, U TOJbKO OHA IMOJABEPracTCca OKUCJIUTECIbHOMY 1€3aMUHUPOBAHUIO C 00-
Ppa3s0BaHUCM aMMHAKa U OL-KCTOFJ'IYT&pOBOfI KHCJIOTHI. qDepMeHT riyraMmataeruaporeHasa nMecTcsa
B MUTOXOHZAPUAX BCCX KIIECTOK OpraHnui3Ma (KpOMe MLII_HGLIHLIX) H KaTaJIM3UPYCT PCaKIUIO J€3aMHUHU-
PpOBaHUA TiIyTaMara.
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Ccoo~ (I:oo_
CH—NH3+ c=0
Fnymamamdeaudpoz2eHasa |

CHjp > CHjp

| N ) |

i H20  HAg NH i

* 3

o HALH+H | -
[nyTamuHosas a-KetornyTapar
kucrora

OKUCIUTENBHOE JA€3aMHUHUPOBAHHE FﬂyTaMHHOBOﬁ KHCJIOTBI

Tak kak HA/IH ucnonbe3yercs B IbIXaTeIbHOM LENH U OL-KETOTIYyTapaT BOBJIEKAETCS B PEAKIIUU
HTK, To peakuust akTUBUpYyeTcs Ipu aepuiuTe sHepruu npu nomomu AJI® u uHrubupyercs us-
osiTkoM AT® u HAJTH.

Ecnu peaknuus uaetr B MUTOXOHIPUAX IEYEHH, AMMHAK MCIIOJIb3YETCS JUIsl CHHTE3a MOYEBHHBI,
KOTOpas B JajbHEHIIEeM yJansercs ¢ MOYol. B snutenuu xaHaiblieB OYEK peakius HeoOXxoauma
JUISl yOAJIEHUs] aMMHaKa B IIpOLiecce aMMOHHeEreHesa.

AH3NMOQUATHOCTUKA C MOMOLbO AMUHOTPAHC®EPA3

B MenunmHe HauIo MpakTHYeCKoe MPUMEHEHNE OTPEISIICHIE aKTUBHOCTH JIBYX aMHUHOTPAHC-
depa3 — anannnamuHoTpancdepasnl (AJIT) n acmapraramuntpancdepasbl (ACT). XoTs akTuB-
HOCTB 000HX (PepMEHTOB 3HAUUTEITHLHO BO3PACTACT MPH 3a00JIEBAHUSIX CEPICIHON MBIIIIIBI ¥ TICYCHH,
NP TOPaXEHUHU KJIETOK MUOKapja HauOoJIbIIasi akTUBHOCTh B CBIBOPOTKE KPOBU OOHAPYKHBAETCS
st ACT, mpu renaturax — st AJIT.

B xnunnueckoit npaktuke onpeneneaue aktuBHOCTH AJIT n ACT ucnons3yercs as nudde-
PEHIMAIBHON TUAarHOCTUKU OOJIe3Hel MmeueHu U MUOKap/a, MIyOuHbI MOpakeHUs U KOHTPOJIA 3¢-
(EeKTUBHOCTH HX JICUCHHUSI.

O6a (epmeHTa 0OpaTUMO B3aUMOJCHCTBYIOT C O.-KETOTJIYTApOBOW KHUCJIOTOW M TIEPEHOCAT Ha

HCC aMUHOI'PYIIIEI OT COOTBETCTBYIOIIUX aMHUHOKHUCIIOT C 06p330BaHI/IeM FJIYTaMPIHOBOfI KHUCJIOTBI 1
KETOKHCIIOT.

coo- coo-
kel | AcnapmamamuHo ?00—
c=0 " CH—NH3*
CH—NHgz* | mpaHcgepasa =0 | 3
+ < > | +
CHap CHz
CHp | Mupudokcansgocgham CHz
CH CH
0o~ [ 2 éoo— 2
coo- coo-
ACnaparHoBas  ,_Kerornytapar Okcanoauetar [nyTamuHosas
Kucrora Kucrota
cI:oo- coo-
coo- - AnaHuHamuHo- coo- it
?_O mpaHcehepasa | GH—NH3
CH—NH3z+ 4 < > c=0 +
[ Mupudokcansoce | [
UpuogoKcanb@ocgam
CHj3 CHy CH3 CHy
coo- coo-
AnaHuH a-KetornyTtapat Mupysart [myTamnHosas
KucnoTa

[Tprmepbl peakuuii TpaHCAaMUHUPOBAHUS
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[ToBermenue aktuBHOCTH ACT dhepmenTa B
2-20 pa3 otmeuaercs B 95% ciyuaeB WH-
¢dapkra MHOKapAa, ¥ Aaxe MpH Takux (op-
Max HH(papKTa MHOKap/a, KOTOpbIe HE Tua-
rHoctupytorcs ¢ nomoibto DKI'. OnHako
13-3a HU3KOW OpraHHoOi creuu(puyHoCTH
(BpICOKasi aKTUBHOCTb (pepMeHTa OTMeua-
€TCsl TAK)KE B CKEJIETHBIX MBIIIIAX, [IEUEHH, - L

WHbapkT
Muokapaa

AktuBHocTe ACT

Bpems nocne uHgapkTa
1 =

>

SPUTPOLUTAX) ONIpPENECICHHE AKTUBHOCTH AHEED Sl S,
ACT s auarHocTUKH HH(apKTa MHO- M3menenune aktuBHOCTH ACT B CbIBOPOTKE KPOBU
Kap/a MOCTETICHHO CXOMT Ha HET. nocne uHgapkKTa MHOKapaa

Po/ib TPAHCAMUHUPOBAHUA U TPAHCOE3AMUHUPOBAHUS

Peakuum TpaHCaMUHUPOBAHUS:

o AaKTHBUPYIOTCS B TICUYCHH, MBIIIIAX U JPYTHX OpPraHax MPU MOCTYIUICHUU B KICTKY H30BITOY-

HOTO KOJIMYECTBA TEX MM MHBIX aMUHOKHUCIIOT — C IEITBI0 ONTHMH3AIUA HX COOTHOIICHHUS,

o 00ecreunBalOT CHHTE3 3aMEHUMBIX aMUHOKHCIIOT B KJIETKE MPH HATWYHH UX YTIIEPOJTHOTO CKe-
neta (KeroaHasora),

o HeoOXOJWUMBI MOCIIe TPEKPAICHHS HCIIOIB30BAHNS aMIHOKUCIIOT Ha CHHTE3 a30TCOICPIKAIINX
coenuHeHu (0enKoB, kpeaTuHa, (GocHOTUNUA0B, MyPUHOBBIX U MTUPUMUIUHOBBIX OCHOBAHMI)

— C IeNbI0 JANbHEHIIero karadoim3mMa 0e3a30THCTOT0 OCTaTKa aMUHOKHCIIOT M BBIPAOOTKH

SHEPIuH,

o HEO0OXOJHUMEI IPU BHYTPUKICTOYHOM T'OJIOAHUH, HAPUMED, TIPU THITOTITUKEMHUSX Pa3THIHOTO
reHes3a — JJIs UCIOJIb30BaHUs 0€3a30THUCTOT0 OCTaTKa aMUHOKHUCIIOT B MeYeHHM I KETOreHes3a

Y TJIIOKOHEOTEeHE3a, B APYTMX OPraHax Jjid ero npsMoro BopieueHus B peakiuu L[TK,

o TIPH MATOJIOTHSX (CaxapHbId Ara0eT, TUIIEPKOPTHUIIN3M) O0YCIOBIMBAIOT HAIMYKME CyOCTpaToOB

JUIS TJIFOKOHEOTeHe3a M CIIOCOOCTBYIOT MaTOJIOTMYECKOH TUIEePrIINKEMHUH.

[TpoaykT TpaHCAMUHUPOBAHUS — IJIyTAMHUHOBAsI KMCJIOTA: 1) SBIISCTCS OJHOW M3 TPAHCTIOPT-
HBIX ()OPM aMHUHHOTO a30Ta B TEMAaTOLHUTHI, 2) CIIOCOOHA pearupoBaTh CO CBOOOTHBIM aMMHAKOM,
ob6e3BpexuBas ero (cM "CBs3piBaHHE aMMHaKa').

[Ipouiecc TpaHcaAe3aMMHMPOBAHMS HJIET B OPraHU3ME HEMPEPHIBHO!

O CONpPSDKEHHBIE peaklMi TPAaHCAMUHHUPOBAHUS U J€3aMUHUPOBAHUS CO3JAI0T TOTOK AMHHHOIO
a3oTa U3 nepudepruyecKux KIETOK B MEeUeHb U1 CUHTEe3a MOYEBUHBI U B MOYKHU JJISi CUHTE3a

AMMOHHUUHBIX COJIEH.

HENPAMOE AE3AMUHUPOBAHUWE AMUHOKUCINOT B MbIWLUE

B MbIIeuHbIX KIIETKaX MpU HHTEHCUBHOM paboTe, KOTaa UAET paciajl MBIIICYHbIX OCIKOB, aK-
TUBUPYETCS AJIbTEPHATHBHBIN CIIOCO0 JIe3aMHUHUPOBAHMS AMUHOKHCIIOT.

OO6pazoBaBiiuiics npu TpaHCaMHUHUpOBaHUM TiyTamar npu ydactuu ACT pearupyer ¢ okca-
JI0ALETaTOM M 00pa3yeTcsl aclapariHoBasi KHCJIOTa. ACmapTar Jajiee rnepeaaet CBOK aMHHOTPYIITY
Ha UM® (uno3mHMoHO(DOCchar) ¢ oOpazoBanueM AM®D, KOTOPBIA B CBOIO OYEpPEb MOIBEPracTCs
JIe3aMHUHUPOBaHUIO ¢ 00pa3oBaHUEM CBOOOIHOTO aMMHAKa.

[Iporiecc HOCUT 3alIUTHBINA XapakTep, T.K. IPU padOTe BBIALISAECTCS MOJOYHAS KHCIOTA U aM-
MHaK, CBs3bIBast HOHBI H', peioTBpamaer 3akucIeHne MUTO3051 MUOIIUTOB.
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nyramuHoBas Okcanoauerar
Ketokucnor yT £ =

Kucnora Manat
TpaHc- ®ymapar
aMuHupoeaHue ACT
AMO®
AMuHOKucnorta

o-Kerornyrapar AcnaparvHoBa
nmo \
NH3

Kucnora
Hel'lpflMOC JAC€3aMUHUPOBAHUE aMUHOKHCIIOT B MBIIIEYHON TKaHU

OBMEH U PONlb KPEATUHA

KpeatnH — BemecTBO CKENETHBIX MBIIIL, MHOKap/a, HEpBHOM TKaHU. B Buae kpearuHgoc-
¢aTa xpeatun sBuseTcs "neno" Makpo3PruyeCcCKuX CBsI3ed, UCHOJb3YeTCs ISl OBICTPOTO PECUHTE3A
AT® Bo Bpems pabOThI KJIETKH.

Oco0eHHO MoKa3zaTeiabHa PoJib KpeaThuHa B MbleyHoil TkaHu. Kpeatundocdar odecneun-
BaeT pecuHTe3 AT® B nepBbie cekyH bl padboThl (5-10 cex), korna HU aHA3POOHBIN TNIMKOIN3, HU
a’poOHOE OKHCIIEHHE TJIIOKO3bl M KUPHBIX KHUCIOT €lle HEe aKTUBHPOBAHO, U KPOBOCHAOKEHUE
MBIIIILBI HE YBeJIMYeHO. B HepBHOM TKaHU KpeaTHH(oOchaT noaepKUBaeT HEKOTOPOE BPEMSI JKH3-
HECNOCOOHOCTh KJIETOK ITPU OTCYTCTBUU KUCIOPOJA.

Pa6or. NH
NH~ (P) a6ora NH, THN@ |
. (l:_ o C=NH C=NH
(|:_NH AL® AT® |_ [ Hegepmenmamuero | 5
- > N—CH
N—CHj T—CH3 e w [ =
> CH
CHy ¥ CH, ?Hz [
peamuHkuHa3la | COOH Pheopr c
COOH COOH \\0
KpeatuHdocdar KpeatiH KpeatuHdocdar KpeatuHuH
Hcnonb3oBanue kpeatundocgara ans pecunreza ATO OO0pa3oBaHue KpeaTHHHHA U3 KpeatnHpocpara

IIpu Mmpimeunoii paGore nonsl Ca®*, BEICBOGOAMBIINECS U3 CAPKOILIA3MATHIECKOTO PETHKY-
JTyMa, SIBJSIOTCS aKTHMBATOPAMM KpeaTWHKHHA3bl. [IpoJyKT peakiunyu KpeaTHH OCYIIECTBISET 00-
PATHYIO MOJI0KUTEJIbHYI0 aKTUBALIUIO (PepPMEHTa, UYTO MO3BOJISIET U30eKaTh CHUKEHUSI CKOPOCTHU
peaxiuu 1no xoay paboThl, KOTOPOE JOJHKHO ObLIO ObI TPOU30IMTH MO 3aKOHY AEMCTBYIOIIMX Macc U3-
3a CHWYKEHHSI KOHIIEHTpaluu KpeaTnHdocdara B pabOTArOMMX MBIIIIAX.

Oxono 3% kpeatuHdocdara NOCTOSTHHO B peakiuyd HedepMeHTATUBHOIO 1ehocPopriinpo-
BaHU MpeBpalacTcs B KpeaTHHUH. KomnyecTBo KpeaTuHrHA, BBIIEISIEMOE 3I0POBBIM YE€JIOBEKOM
B CYTKH, BCETJa MOYTH OJIMHAKOBO M 3aBUCHUT TOJIBKO OT 00beMa MBILICYHON MacChI.

CunTe3 KpeaTHa UJET MOCIe0BaTeIbHO B MOYKaX U MEYEHHU B JBYX TpaHC(eEepa3HbIX peak-

OHAX. HepBa;I pCaKuusd 3aKI04acTCA B IIEPCHOCC aMHHHHOBOﬁ TpyIIIbl OT apruHrHa Ha IIAIUH C
O6paSOBaHI/I€M ryanuipHanerara.
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CHa

CH—NHy

COOH
AprvHuH

NH2

| Fnuyux-amuuH-

CHy mpaHcgepasza
_—

COOH

MuuvH

NHg
CH2
CHy
CHy
CH—NHy

COOH

OpHUTWH

HepBaﬂ pe€aKkuusa CUHTE3a Kp€aThuHa

NH

Ha
COOH

lyaHunguHauetar

[Tony4deHHBIN B MOYKAX TyaHUAMHALETAT TOKOM KPOBH JOCTABIISIETCS B NIEYEHb U METUIIUPY-
eTCs C yJacTHeM aKTUBHOW ()OPMBI METHOHMHA — S-aJIeHO3MIMETHOHMHA. [l0 OKOHYaHWU CHHTE3a
KpeaTHH JI0CTaBJISIETCS B MBILIIBI UM MO3T. 3/1eCh NpH Hajau4uu 3Hepruu AT® (Bo Bpems NOKOs

WK OTAbIXa) OH (hochopunrpyercs ¢ oOpazoBaHueM kpeaTtuHpocdara.

MeyeHb

NH,
C=NH

.

NH <"

|
CHjp
COOH

lyaHuauk-
auetar

’

.
.

-(_CH3
+S—AneHo3uH

CHp Memun-
| mpaHcgepasa
CHy e e
CH—NH,
COOH

S-AneHosun-

METUOHWUH

NH,
C=NH
N—CH3
CHj
COOH

KpeatuH

BTOpaﬂ pe€aKnusa CHHTE3a Kp€aThuHa

Mbiwybi
Mos3r
NH»2
C=NH
N—CH3 KpeamunkuHasza
CHjp /-\
ATO
COOH Ao
lMokori
OTabix
KpeatuH

Peakuus oOpazoBanus kpeatuHgpocdara

@
C=NH

N—CH3

CHjp

COOH

KpeatuHdocdar

S —A[eHo3uH
CHjp

CHjp

CH—NHj

COOH

S-AneHosun-
METUOHNH

Ecnu cunTte3 kpeatnHa onepekaeT BO3MOKHOCTH €ro (PMKCAIIMU B MBIIICYHON TKaHH, TO pas-
BHUBAeTCS KPeaTHHYPHs — TMOSBICHUE KpeaThuHa B Moye. DU3HO0JIOrHYecKasi KpeaTuHypusi HaOlito-
JaeTcs B TIEpBBIE TOJIbI )KU3HU pebenka. HoTIa K PU3MOIOTHYEeCcKO OTHOCSIT U KpEaTHHYPHIO CTa-
PHUKOB, KOTOpasi BOZHUKAET KakK CJIEJICTBUE aTpO(UU MBIIII U HETIOJIHOTO UCIOIB30BaHUs 00pa3yro-
IIerocs B MIeYeHU KpeaTtnuHa. [1pu 3a00JI€BaHUSAX MBIIIIEYHOM CHCTEMBI (TIPH MHOTIATHH WK TTPOTPEC-
CHPYIOIIEH MBINICYHON TUCTPOGHH) B MOUYE HAOMIOAAIOTCS HAaMOOIbIITHE KOHIICHTPAIIUH KPeaTHHA —
NaTOJOrN4eCKas KpeaTUHYpHsl.



OBPA3OBAHWE N YBOPKA AMMUAKA

OCHOBHbIE ICTOYHUKN AMMUAKA
B OPTAHU3ME

AMMUak HenpepbIBHO 00pa3yeTcsl BO BCEX opraHax M TKaHAX opranusma. HamGonee akTus-

HBIMHU €T'0 MPOAYHCHTAMHA B KPOBb ABJIAIOTCS OpraHbl C BBICOKUM 00MEHOM aMHHOKHCJIOT U OUOI'CH-
HBIX AMWHOB — HEPBHAfl TKAHDb, NN€YCHb, KUINCYHUK, MbIIIIBI.

o O O O

OCHOBHBIMH HCTOYHUKAMHU aMMHUAKa SBIISIOTCS CIICTYIOIINE PEAKITHH:
BHYTPUMOJICKYJIAPHOC AC3aMUHUPOBAHUEC T'HCTHIWHA, KaTtaboJIM3M HEKOTOPBIX aMUHOKHUCIIOT
(cepuHa, TpEOHUHA, TTIMIIUHA) — B TIEUEHH,

OKHCJIIUTCIIBHOC AC3aMUHUPOBAHUC FHYTaMHHOBOfI KHCJIOTBI BO BCE€X TKAHAX (KpOMe MBIIIICY-
HOM), 0COOCHHO B IEYEHU U TIOYKaX,

AC3aMUHHUPOBAHUEC aMUJIOB FHYTaMI/IHOBOﬁ u aCHapaFHHOBOﬁ KHCJIOT — B [ICYCHU U IIOYKaAX,
KaTaboM3M OMOreHHBIX aMHHOB — BO BCEX TKaHsX, B HanOOJIbIIEH CTEIIEHN B HepBHOﬁ TKaHU,
KU3HECOACATCIIBHOCTD 6aKTepHﬁ TOJICTOTO KNIIICYHHKA,

pacnaa MypuHOBBIX U TUPUMUJIUHOBBIX OCHOBaHHUI — BO BCEX TKaHIX.

B MbI11e4HON TKaHU TP UHTEHCUBHOW HAarpy3Ke MPOUCXOAUT YaCTUYHOE JI€3aMUHUPO-
Banne AM® c obOpazoBanuem NM®. AMMmmuak, 00pa3yroOmMIACS MPU 3TOM, CBSI3BIBACT

+
noHel H', uTo 3ammenaunBaeT BHyTPUKIECTOYHYIO CPEY M MIPETSATCTBYET €€ 3aKUCICHHIO
MOJIOYHOU KHUCJIOTOM.

CBA3bIBAHUE AMMUAKA

B TkaHax CYmECCTBYIOT HCCKOJILKO peaKuHﬁ 0663Bpe>KI/IBaHI/I${ aMMHaKa — CMHTE3 I'NIyTaMHUHO-

BOM KUCJIOTHI U TITyTaMUHa, CHHTE3 aclaparvHa, CHHTe3 kapbamoudocdara:

o

o

CHHTE3 IJIyTAMHHOBO# KHCJIOThI (BOCCTAHOBHUTEILHOE aMUHUPOBAHKE) — PEAKIIHS 10 CYTH 00-
paTHa peaklUy OKUCIUTEIHLHOTO 1e3aMUHUPOBAHMS, OJHAKO B KayecTBe KOpEepMEeHTa UCTIOIb-
3yercst HAJI®H. [Tpoucxoaut npakTUUYE€CKH BO BCEX TKAHIX, KPOME MBIIIIEYHOM, HO UMEET He-
00JbIIOE 3HAYEHHE, T.K. JJIS TIIyTaMaTAeruaporeHasbl NpeAnoYTUTEIbHBIM CyOCTPaTOM SIBIISI-
€TCsl TNIyTAMUHOBAs KUCJIOTa U PABHOBECUE PEAKLIMHU CABUHYTO B CTOPOHY OL-KE€TOIJIyTapara,

?00_ coo-

S0 CH—NHz*

| Fnymamamade2udpo2eHasa |

CHjy > CHy

e 7 N )L

2 NH3 HAOOH+H* pago+ o | 2

coo- 2 coo-
a-Ketornytapar ImytamuHosas

Kncnora

Peakiust BOCCTaHOBUTETBLHOTO AMUHHUPOBAHUA

CHHTE3 IJIyTAMHHA — IVIaBHBbIH cnocod yoopku ammuaka. Hanbosee akTMBHO MPOMCXOIUT B

HepBHOﬁ U MBIIICYHOH TKaHsAX, B IIOYKaX, CCTUYATKE IJjia3a, ICYCHU. Peakmus IMPOTCKACT B MU-
TOXOHAPHUAX.
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coo- coo-

CH—NH3+ c|:H— NH3+

CHy Fnymamux cuhnmemasa CHj

I = 1

N )

coo-  NH3 AT® pneso, H.0 ¢=o
ImyTamuHoBas NH2
kucnora rnyTamuH

Peakuus cuHTe3a riyTaMuHa

Oo6pazoBanue OOJBIIOrO KOJMYECTBA IIIyTaMUHA TPU 00€3BPEKMBAHIH aMMHUaKa 00ecreqn-

BaeT BBICOKHE KOHIIEHTpaImu 3Toro Bemecta B kpoBH (0,5-0,7 mmons/n). Tak Kak riiyTaMmuH Mmpo-
HUKAeT 4epe3 KJIETOYHbIe MeMOpaHbl IyreM oOierdeHHod nud@dy3suu, To0 OH JIETKO MONaJaeT He
TOJILKO B IenaTOUMUThI, HO U B JIpyrue KJeTKHU, IJIe €CTh MOTPeOHOCTh B aMMHOTpyMmax. A3oT,
MIEPEHOCUMBIN TITyTaMUHOM, UCIIOJIb3YeTCs KIETKaMU JIIsl CHHTE3a TyPUHOBOTO U MUPUMHUIUHOBOTO
KoJjer, ryanosuaMoHodocdara (I'MD), acnaparuHa, TIIFOKO3aMHHO-6-(ocdaTa (TipemecTBeHHUK
BCEX OCTAIBHBIX aMHHOCAXapoB).

o

CHHTE3 acnaparnHa — sBJII€TCS BTOPOCTENEHHBIM CITIOCOOOM YOOpKH aMMHUaKa, SHEPTreTHUECKH
HEBBITOJICH, T.K. IIPH 3TOM TPATATCS 2 MaKPOIPTUUECKHE CBSI3H,

coo- coo-
CH—NH3* Acnapa2uH cuHmemasa CH— NH3*+
CHp /\ " CHy
(l:oo* NgAT@ \' cl;—
AMP+0® Hyo O
NH2
AcnaparvHoBas
KI/ICJ'KF))Ta Py AcnaparviH

H

Peakuusi cuHTe3a acrnaparmvHa

cuHTe3 kKapOamMomiagocdara B MUTOXOHAPHUSIX IEUEHU — PEAKIIUS SIBJISETCS IEPBOM B ITpoLiecce
CUHTE3a MOYEBUHBI (CM HUXKE).

TPAHCMNOPT AMMUAKA

TpaHCHOpTHBIMI/I (l)OpMaMI/I aMMMaKa 13 TKaHeHW B II€YCHb SBIISFOTCS rJIyTaMHMH, aJJaHUH, B

MEHBIIIEH CTEIICHU acnmaparvd v rjiyramMmart, HCKOTOPO€ KOJIMYECTBO aMMHUaKa HaXOAUTCA B KPOBU B
CBOﬁOI[HOM BHAC. FJ'IyTaMI/IH M aJIaHUH SBJISIOTCI HanboJiee OpeaACTaBJICHHBIMHA, UX JOJISA CPCAU BCEX
AMHUHOKHCJIOT KPOBHU COCTABJIACT 10 50%. bonpmas gacThb riIiyTaMUHa OCTYIACT OT MbIIII 1 HEPB-
HOM TKAaHU, aJJaHUH IICPEHOCUT aMMHHBIA @30T OT MBIIII ¥ CTCHKH KHIIEYHHUKA.

o

LlesieBbIMH OpraHaMu JUIsl TPAHCIIOPTA aMMHaKa SBJISIOTCS IEYCHb, TIOYKH U KUIIICYHHK.

B MEeYEHH: a) acTlaparvH U NIyTaMUH JIE3aMUHHPYIOTCSI COOTBETCTBEHHO acliaparuHa3ou U Iiry-
TaMUHa30H, 00pa3yIoIHiics aMMHAaK UCIIOIb3YyEeTCs 171l CHHTE3a MOYEBHHBI (CM HUXKeE), 0) ana-
HUH BCTYIMAaeT B PEAKI[UU TPAHCAMUHUPOBAHUS C O-KETOTJIyTapaToM, oOpa3yemas TITyTaMUHO-
Bas KHCIIOTA MOABEPraeTcs OKUCIUTETLHOMY JIe3aMHUHUPOBAHUIO,

B KMIIIeYHMKeE YacTh TIyTaMUHAa Ie3aMUHHUpYeTCs TiyramMmuHa3oi. [Tocie aToro o0pa3oBaHHbIiI
aMMUaK BBIJIEISIETCS B MPOCBET KUIIeUHHKA (He 6osee 5%) Uil B KPOBb BOPOTHOM BEHBI, a TITY-
TaMaT BCTYIMaeT B TPAHCAMUHUPOBAHKE C TUPYBATOM, B Pe3y/IbTaTe Yero aMHHOA30T MEPEXOIUT
Ha aJIaHWH ¥ C HUM TIOCTYTIaeT B ME€UYEHb,

B MOYKAX UeT 00pa3oBaHUE U BHIBEACHHE aMMOHHUITHBIX COJICH MOCIIe Ae3aMUHUPOBAHUS TITy-
TamaTa, IIyTaMHHA U acraparuHa (CM HIKe).
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rNnIoK030-ANTAHUHOBbIA LUK

B MbImmax 0CHOBHBIM aKLIEITOPOM JIMIIHET0O AMMHHOIO (T.€. OT aMUHOKHUCIIOT) a30Ta SIBJIsI-
erca nupysar. [Ipu karaboan3me OENKOB B MBIIIIAX MPOUCXOIAT PEAKIUKA TPAHCAMUHMPOBAHUS
AMHHOKHCIIOT C Ol-KETOTIJIyTapaToM, 0Opa3yeTcs riayraMmar, KOTOPbIi Janee nepeaaeT aMiMHOa30T Ha
nUpyBatT 1 00paszyercs alaHUH. M3 MBI ¢ KPOBBIO aJJaHUH IMIEPEHOCUTCSA B NeYeHb, e B 00paTHOM
peakuy nepeaaeT CBO aMHHOTPYNy Ha riryramat. OOpa3yromuiicsi mupyBaT UCHOIB3YETCs Kak
cyOcTpar B peakIusX CHHTE3a TIOKO3bI, a TITyTAMUHOBAsI KUCJIOTA JI3aMUHUPYETCS 1 aMMHUAK HMC-
I0JIb3YETCSI B CUHTE3€ MOYEBUHBI.

a Y { '
Mbiwuya Kpossb MeyeHb
[nioko3a < < [mtoko3za
I'nukonnsz I roKoHeoreHes
 /
Mvpysat Mupysat
a-KeTokucnoThbl m
My AnaHuHamuHoO- AnanHuHamuHoO- Y
mpaHcgepasa mpaHcgepasa NH3
AMUWHOKUCTIOTbI o-KT a-KIr
\ 4
AnaHuH > > AnaHvH MoyeBuHa
\ J . 7

I'roK030-aTaHMHOBBIN LTUKJT
(TOTOJIHUTENILHO MOKa3aHbl HCTOYHUKHU
aMHUHO0A30Ta B MBIIIILIE U €T0 Cyab0a B MEUEHH)

YOANEHUWE AMMUWAKA U3 OPTAHN3MA

[IpakTHuecku BeCh aMMHAK YAAISETCS U3 OpraHu3Ma 4epe3 MOYKH B BHJIC MOYEBHHBI, KOTOpast
CUHTE3UPYETCsl B MEUEHU, U B BUJIE OOPA3YIONMIUXCS B IMUTECINHA KaHAJIBIEB IMOYCK aMMOHHUITHBIX
coJIeid.

B kneTkn amMmMuak momajgaeT B COCTaBe TNyTaMHHA U aclaparvHa, rIIyTaMUHOBOM KHCJIOTHI,
aJlaHWHA ¥ B cBOOOIHOM BuJie. Kpome aToro, rpu Metaboim3mMe OH 00pa3yercs B 00JIbIIIOM KOJInYe-
CTBE M B CAMHX I'€IIaTOIUTaX.

CUHTE3 MOYEBWHDBI

B neuenu Bech ynanseMplii aMMHaK UCIOJIb3YyeTCs ISl CHHTE3a MOUEBUHBI. Y BeJIMYeHue CHH-
Te3a MOYEBUHBI HAOJIOAAETCs IPU pacrajie TKAHEBbIX OEIKOB U a30TUCTBIX COSAMHEHMH (roJI0JaHue,
BOCHAJIMTEIbHbBIC IPOLIECCHI, CaXapHbli 1nadeT) Wik Ipu U30BITOYHOM OEIKOBOM IMUTAHUU. Y MJla-
JICHLIEB CUHTE3 MOUYEBUHBI MOXKET ObITh CHHKEH 110 JIBYM IPUYMHAM: HE3peJOCTh EUYEeH! U aKTHB-
HBIH CUHTE3 OEJTKOB U HYKJIEMHOBBIX KUCIIOT IPU POCTE OpraHu3Ma.

Peakiun cuHTE3a MOYEBHHBI SABIISIOTCS LUKIMYECKUM MPOLIECCOM U MOJYYHUIN Ha3BaHUE Op-
HUTHHOBBIA UK. CHHTE3 MOUEBUHBI HAUWHAETCS B MUTOXOHAPHUAX (IIEpBasi U BTOpasi peakuu),
OCTaBIIMECS TP PEAKLUUU UAYT B HUTO30Je. [[JI nepeHoca UUTPY/UIMHA U OPHUTHHA Yepe3 MUTO-
XOH/IpHAIIbHYI0 MEMOpaHy CYLIECTBYIOT CIeIUaIbHbIE TEPEHOCUUKH.

B 06pa3oBaHuy 0HOI MOIEKyIbl MOYeBHHBI yuacTByeT 1 Momexyna NH4", 1 monekyna COp,
aMHHOTpyNNa 1 MOJIeKyIbl acriapariHOBOM KUCIIOTHI, 3aTPauuBaeTCs 4 MAKpOIPruiecKue CBSI3H TpexX
Mounekyn ATO.
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coo-
dymapar

Peakiun OPHUTHUHOBOTI'O IIUKJIa CHHTE3a MOYCBHUHBI

B IIPOTHUBOIIOJIOKHOCTh aMMHAKY MOYCBHHA ABJISACTCA HCTOKCUYHBIM U HCfITpaJ'IBHBIM CO-
CINHCHHUEM. Omna HCIIOJIB3YETCA HeﬁKOHHTaMH KakK 63KTCpPII.[HI[HBII>i arcHT, B IIOYKaX AB-
JIACTCA CTUMYJIATOPOM OCMOTHYECKOTO ANYpPE3a; ITOCJIC BBIACICHHA B KUIIICYHUK €€ a30T
MOKET BKIIHOYATHCA KHUIICYHBIMU 6aKTepI/I${MI/I WKW JaXX€ OHTCpOLIUTaMHu B COCTaB aMU-
HOKHCIJIOT.

HpI/I XpOHPI‘ICCKOfI MMOYCYHOM HEAOCTATOUYHOCTH, KOT'Jda IMTPOAYKTBI a30TUCTOTO obMeHa
HC BBIBOIATCA U3 OpraHU3Ma, TOKCUYHOC ,Z[CflCTBHe Ha OpraHu3M OKa3bIBA€T COBCEM HC
MOYCBHUHA, 4 COBOKYIIHOCTb 6osee yem 200 APYrux BCIICCTB.

CUWHTE3 AMMOHUWWHBIX CONEW

HenocpencrBeHHslil CHHTE3 aMMOHUMHBIX COJIEN NI AMMOHHeEr eHe3 IIPOMCXOINUT B IPOCBETE
KaHaJIbLIEB MOYEK U3 CEKPETHPYEMBIX CIO/Ia aMMHaKa U MOHOB BOJIOPO/ia U (PUIIBTPYIOLIMXCS Opra-
HUYECKMX U HEOPTAaHUYECKUX aHMOHOB NepBUYHON MouH. Okosno 10% Bcero aMMuaka BBIBOJUTCS
MOYKaMU B BHJIE aMMOHUUHBIX COJIEH.

YacTs rimyramMuHa KpOBH, HE 3aJ1€p KaBIIasCs B IEYEHH, JOCTUTaeT NMovek. B kieTkax moued-
HBIX KaHAJIbLIEB, B OCHOBHOM B IUCTAJIbHBIX KaHAJIbLIAX, UMEETCs] PepMEHT IIyTaMMHa3a, TUAPOIIH-
3yrolllas aMMJIHYIO TpynIy ¢ oOpa3oBaHueM Iriryramata. ['nmyramar, B CBOIO ouepesb, Ae3aMUHUPY-
eTcs riayramataeruaporenasoii. Boigensemsrii ammuak 1udGyHaupyeT B MpoCBET KaHabIa, Te
coenuusiercs ¢ monom H', o6pasys nousr ammonns NH4*. OHE CBA3BIBAIOTCA ¢ HEOPTAHHUECKHMH
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(bocdartsl, xmopupl, cyabhaTel) WIK C OPraHMYSCKMMHA aHHOHAMH (YKCYCHOH, IIaBEJIeBOM, MOJIOY-
HOM KHUCJIOT).

MNMpocseer kaHanbya nurennoynr NMnasma kpoBu
HoPO4~ X
SO42_ myTamuH < T mytamuH
Cr- 4/1 Fnymamuna3ia
NH3
mytamar

fnymamam-
NH3 deaudpozeHasa

v o-Ketornytapar

NH
2 l \ mnioko3a —6—» mioko3a

UTK
CO2 H20
Na* \ Kap6o-
7 aHaudpasa
f H H2CO3
el N HCO3~
+
NH4 Na"’ HCO3_

Y
AMMOHUIHbIE COnmn

e

Dkckpeyns

[Tponiecc cuHTE3a aMMOHUMHBIX COJIEH

JlaHHBIH Mpoliecc IIaBHOE 3HAY€HHE UMEET HE B MpOIlecce BhIBEICHUS aMMHaKa, a Ipu
PEryJISIIIUKA KUCIOTHO-OCHOBHOTO cocTosiHus KpoBU. IIpu cmBurax KOC npoucxoaut
aJanTHBHOe N3MeHEeHHUe aKTUBHOCTH IityramuHasbl. [Ipu armnose (3aKuciaeHUH KPOBH)
HE0OX0IMMOCTh BEIBEIeHHs HOHOB H BEI3BIBaeT yBem4enne cuuTe3a GpepMEHTa U BO3-
pacTtaHue 3Kckpeuuu coseil ammonus. Ilpu ankanose (3amenaunBaHUM KPOBU) aKTHB-
HOCTB ITyTaMHMHA3bI CHIOKaeTcs u noHsl H cOeperarorcs B opranusme.

TMNEPAMMOHUEMUU

AMMUaK SIBJISIETCS TOKCHYHBIM COSTUHEHUEM, HaXOISIIIUMCS B KPOBU B OTHOCUTEIIFHO HEOOIIb-
X koHnentpanusx (11,0-32,0 mkMouib/m). CUMOTOMBI aMMHAYHOTO OTPABJICHUSI IPOSIBIISIOTCS ITPH
MIPEBBILLIEHUH STUX MPeIenoB Bcero B 2-3 pasa. [IpenenbHo n1omycTUMBIN ypOBEHb aMMHaKa B KPOBU
60 MxMOJIB/11. [TpH MOBBIIIEHUH KOHIICHTPAIMKA aMMHUaka (rumepaMMOHHEMHS) 10 TPEICIbHBIX Be-
JUYUH MOKET HACTYMUTh KOMa U cMepTh. [Ipu XpoHWYEeCKOW TUIlepaMMOHUEMUHN PAa3BUBACTCS YM-
CTBEHHAs OTCTAJIOCTb.

Brigenstor Hac/ieAcCTBeHHbIE U PUOOpeTeHHbIe (BTOpUYHbIE) (OPMBI THIIEPAMMOHHEMHUH.

HACNEQCTBEHHbLIE ®OPMbI

HacneacTteeHHbie (I)OpMLI TUIICPAaMMOHHUEMHUHN BbI3BAHBI TCHETHYCCKUM ,Z[e(beKTOM 000ro u3
IIATH (I)epMeHTOB cuHTe3a MOYCBHHBI. COOTBETCTBEHHO (bepMeHTy 3a00JICBaHHE JCIINTCs Ha IIATh THU-
I10B. HepBI/IqHLIMI/I IIpU3HaAKaMU FI/IHepaMMOHI/IeMI/Iﬁ SABJIIFOTCA COHJIMBOCTB, OTKAa3 OT IIMIIU, PBOTA,
66CHOKOI>1CTBO, CYyAOPOrnu, HAPpYMCHUC KOOPpAUHAIINN I[BPI)KeHPIfI, TaxXHITHOJ, JIBIXaTeIbHBINA aJIKaao3.
MOFYT Pa3BUTHCA ICUCHOYHAA HEAOCTATOYHOCTD, JICTOYHBIC U BHYTPUUCPCIIHBIC KPOBOU3JIUAHUSA.



ObmeH aMmuaKka 128

Hawubouee gacroii siBisercsi runepammonuemust Tuna Il, cBs3anHas ¢ HEIOCTaTKOM OPHUTHH-
kapOamounTpancgepaspl. 3a00JieBaHUE CIEIUICHO C X-XpOMOCOMOW. Y MaTepu TaKkKe MOXKET
HaOJII01aThCsl TUIIEPAMMOHUEMHUS U OTBpAIIEHNE K OeNKOBBIM mpoaykram. [Ipu moaHom nedekre
(bepMeHTa HAaCIeICTBEHHBIE TUTIEpAMMOHIEMHH UMEIOT paHHee Havallo (B mepuo/ 1o 48 4acoB nocie
POXKJIEHUS).

JlaGopaTopHBIM KpUTEepUeM 3a00JICBaHUS SBIISICTCS HAaKOIUieHUE riayramuHa (B 20 u 6omee
pa3) ¥ aMMHaKa B KPOBH, JTUKBOPE U MOYE.

IpuHumMn JeyeHus: TUMEPAMMOHHEMHUN CBOJHUTCS K OTPaHUYCHUIO O€lKa B JHeTe, yXKe 3TO
II03BOJISIET IIPEIOTBPATUTH MHOT'ME HAPYIIEHNs MO3rOBOM AedrenbHocTu. [lapamiensHo npuMeHsoT
rjayramMar (CBsI3bIBAlOIINI aMMHUaK) U (peHnJIanerarT, oOpasyrouuil ¢ rIyTaMUHOM BOJIOPACTBOPHU-
MBII KOMIIJIEKC, KOTOPBIN BBIBOJUTCS C MOYOM.

[1PNOBPETEHHBIE ®OPMbI

[IpuobOpereHHast TUIIEpaMMOHHUEMHUST pa3BUBAETCS BCIIEACTBUE 3a00JI€BaHMIA TIEYCHH U BUPYC-
HBIX UH(DEKITUH, KOTOPhIE MOTYT IMPUBOIUTH K CHIDKCHHUIO CHHTE3a ()ePMEHTOB OPHUTHHOBOTO IIUKJIA
U, B pe3yJbTaTe, K TUIIEPAMMOHUEMHH. B TSHKENBIX clydasx OHa MPOSBIISIETCA KaK TOIIHOTA, PBOTA,
CYyIOpOTH, HEYJICHOpa3eJbHasl peyb, 3aTYMaHUBAHHUE 3PEHUS, TPEMOP, HAPYIICHUE KOOPIUHAIUU
TIBVKEHHH.

Ha done nzbprTounoro conepkanus 6enka B nutie, 3aboneBanuii XKKT nmm npu kumed-
HOM KpOBOTEUYEHHH (TIOsIBIIEHUE OelKa B HIPKHUX OTJIeNIaX KHIIeYHUKa) MUKpoiopa Ku-
II€YHHMKA aKTUBHO MPOJIYHUPYET aMMHAK, KOTOPBIM CIOCOOEH MEepeXonuTh B KPOBb BO-
poTHOM cucteMbl. Ecnu y 60J5HOTO UMEETCs COMYTCTBYIOIUN LIUPPO3 MEeYeHH (TP KO-
TOPOM Pa3BHBAIOTCS KOJUIATEPATH MEXIY BOPOTHOI BEHOU M OOJIBIINM KPYroM KpoBO-
oOpallieH ), TO Pa3BUBACTCS THIICPAMMOHUEMHUSI.

FTMMNOTE3bl TOKCUYHOCTU AMMUAKA

TokcuuHOCTh aMMHaka 00yCIIOBJICHA CIIEAYIOUTUMHU IPUYHHAMH

1. IIpu cuHTE3€ TIIyTamMaTa MPOUCXOIUT OTTOK a-ketortyrapara u3 LITK, mpu aTom nmoHmwkaercs 00-
pazoBanue 3Heprun AT® u yxyamaercs AesiTeIbHOCTh KIETOK (TUIIOIHEPTEeTUYECKOE COCTOS-
HUE).

2. AMMuaK BbI3bIBAET 3allelayuBaHue I1a3Mbl KpoBH. [Ipu 3TOM MOBBIIIa€TCS CPOACTBO IeMOTJIO-
ouHa K kuciopony (3ddext bopa), reMorioONH Xyke OTAaeT KUCIOPO B KAMWLIsApaX, B pe3yilb-
TaTe HACTYMAeT TUIOKCHS KIETOK.

3. Haxomenne cBo6ou0ro nona NHs" B 111T03071€ KOHKYPEHTHO BIIMSET Ha paboTy BHYTPHKIETOY-
HBIX (DEPMEHTOB, M OH KOHKYPUPYET ¢ HOHHBIMH Kananamu s Na™ n K,

4. I'myramMuH, SBJISISICH OCMOTUYECKH aKTUBHBIM BEIIECTBOM, MMPUBOAUT K 3a/I€P3KKE BOJIBI B KIETKAX
1 X HaOyXaHHIO, YTO BBI3BIBAET OTEK TKaHEW. B cilydyae HepBHOM TKaHU 3TO MOKET BBI3BATh OTEK
MO03ra, KOMY U CMEpPTh.

5. Wcnonb3oBaHue o-KETOrJyTapaTa M riiyTamaTa JJis HeUTpajlu3allii aMMHaKa BbI3bIBAET CHMXKE-
nue cunre3a 'AMK, Topmo3HOro Meauaropa HepBHOW CUCTEMBI.



OBMEH OTAOAENBbHbLIX AMUHOKUCIIOT

NYTU UCNOJNIb3OBAHUA
rMYTAMUHOBOW N ACNMAPATMHOBOW KUCNOT

B opranusme acnaprat u riryramaT MCHOJIB3YKOTCSI BCEMU KJIETKaMM /ISl CUHTE3a ITyPHUHOBBIX
Y MUPUMMJIMHOBBIX OCHOBAaHUI. AMUJIHBIE IPOU3BOIHBIE ATUX AMUHOKHCIIOT SIBJISIFOTCSI TPAHCIOPT-
HBIMH (pOpMaMU aMMHaKa U3 TKaHel B OYKU U NedeHb. Kpome 3Toro, riayraMuHOBasi KUCJIOTa BXO-
JUT B COCTAB ITyTaTHOHA — BELIECTBA, BHINOJHSIOUIETO JIBE€ pa3iMuHble (QYHKIIMH — NEPEHOC aMUHO-
KHCJIOT yepe3 MeMOpaHy U KIIF0UEBOE 3BEHO B aHTHOKCHJIAHTHOW cucTeMe KJIeTKH. Takke riryramar
U €ro MpOU3BOJAHOE Y-aMUHOMACISIHAs KUCI0Ta ABistoTcst MenuaTtopamu B LIHC.

CuHTEe3 AM®
NH3* i NH3*

—_— CuHTE3 Ny, MMUAOHOB
HC—CHy— COO- &

> CuHTE3 MOoYeBUHbI

y-AMYHOMAaCnsHasa KucnoTa

— (TAMK)

HC—(CHp) — COO~ ——> [nyTaTunoH

> CMHTe3 6esnikoB

coo- Coo-
AcnapariHoBas Cutres 6enkos rmyTamuHosas I'nyTaMMH
KucroTa f KMcnoTa e
Tl AcnaparuH / \ CuHTE3 rnypuHoOB
l CuHTes CuHTes
Okcanoaugerar Cinres a-Ketornytapar MUPUMUANHOB ~ aMMOHUIHbLIX COJEL

aMMOHUUIHbBIX COJ1EH

nyTM UCIO0JIb30BaHUsA acnaparuHOBoﬁ H l“J'IyTaMl/IHOBOH KHUCJIOThI

NYTU UCNONNTb3OBAHUA ULUCTEUHA

[ucrenH sBAseTcs 4pe3BbIYAHHO BaXKHOM amu-
HOKHUCJIOTOU B CBA3H C TEM, YTO 3TO €IMHCTBEHHBIN HC-
TOYHHUK OPraHUYEeCcKOU cepbl /UId KIETOK opranusma. B
pe3ynbTaTe peakiuii MeTabosr3Ma 3Ta cepa nepexouT
B COCTaB JPYrUX cepycoepxaiiux BemecTs — Gocdo-
anenosundocgocepnas kucnota (DADC), ko3H3UM A,
[JIyTaTUOH, CYJIb(UPOBAHHBIE MPOU3BOJHBIC YIIEBO-
IOB (XOHApOUTUHCYIbGAT, KepartaHcynbdar, nepma-
TaHCYNb(}aT) UK BHIBOJUTCS MOYKAMU B BUJIE CYyiIb(a-
TOB.

OpHMM U3 MPOU3BOIHBIX IUCTEHHA SIBIISIETCS Ta-
ypUH, 00IaJarouii CIeAYIOIUMHA QYHKITUIMU: SBIIS-
eTcs 00s3aTebHBIM KOMIIOHEHTOM JKE€TYHBIX KUCIOT U
UTpaeT POJib BHYTPUKIETOYHOTO aHTHOKCUAaHTa. ECTh
JTaHHbIE O (PYHKIMU TayprHa KaKk TOPMO3HOTO HEipo-
Meararopa.

TaypuH —> TaYpPOnpon3BoaHbie
XKEeIN4HbIX KUCNoT

/ [nyTaTtnoH
NH3* / [Mupysat
Hé—CHz— SH e

— > CuHTes 6enkoB
coo-

LinctenH T KoaHaum A

\ \ docdoaneHos3nH-

doctocepHas kucnoTa

XoHApouTUHCEpHas
kucrora

l'lyTn HCIMOJIb30BaAHUA IUCTECHUHA
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NH3* NH3* NH3*
OkucnerHmne OkucneHne
HC—CH;—SH ————% HC—CH;— S0~ ———— > HC—CH;— SO3~
coo- coo- coo-
LvicTenH Lincreunn-cynbcrHosas LincrenHosas
Kucnora kucnora
N CO2 l\* CO2
NH3+ NH3+
OkucrneHune

HpC—CHy— S0~ ——— & HC—CHy;—SO03~

MnotaypuH TaypwvH

CxeMa peakuuii cHHTe3a TaypHHa

YnctnHos

JdTHoN0rus. AyTocoMHO-perieccuBHasi 00JIe3Hb JIM30COMAIILHOTO HAKOTIIEHUS, 00YCIOBJIEH-
Has HapyIIeHWeM OeJKa IMCTUHO3MHA, 00eCTIeYHBAONIETO TPAHCTIOPT MUCTHHA U3 JM30COM. Bo3-
MOJKHO, UMEETCSl SH3UMATHUYECKH OJIOK Ha TMYTH TPEBPAlICHHUs UCTHHA, PE3yTbTaTOM KOTOPOTO
SBIISIETCSI HAKOTUIEHUE B OpraHu3Me ero kpucramioB. Yacrora — 1:100000 (B Anrnmu u @pannmm —
1o 1:25000).

IMaTorene3. IIponcxoauT OTIOKEHWE NUCTHHOBBIX KPHUCTAIIOB B PETUKYJSPHBIX KIETKaX
KOCTHOTO MO3Ta, B KJIETKaX MEYEHH, MOUYEK, CENIE3EHKH, CIM3UCTON 000JIOUKH MPSIMOH KUTITKH, B JTHM-
(daTHyecKuX y3/1ax U JEUKOIUTAX, B KIIETKaX POTOBUIIBI H KOHBIOHKTHBBI, B OCTPOBKOBBIX KJIETKAX
MOJKETYA0YHOH JKeNe3bl, a0pTe, aTPOPUUECKUX IMUHUKAX U MO3TE.

Jnarno3. IlepBbIMU CUMIITOMaMU SIBJISIIOTCS TOJIMYPHSL, TTOJIUIAMUIICUS, JIUXOPaJKa HEU3BECT-
HOro npoucxoxaeHus. Ilpu uccnenoBanum Mo4u BeIsIBIIsETCs 1esiouHON pH, riroko3ypus u npote-
UHYpPUSL, YTO CBUJICTEIBCTBYET O CUHAPOME HapylIeHUs (PYHKLIMHU TOYEYHbIX KaHAJIbLIEB — CHHAPOMeE
DaHKOHH.

Ha BTOpoM roay *xusHu yxyamaercs (yHKIHs MOYEK U pa3BUBACTCS aMUHOALMIYpHUs, C I10-
BBILICHHBIM BBIBEJICHHEM LIICTHHA C MOYOii, 00HAPYKMBAIOTCS KPUCTAIUIBI IMCTUHA B MOYe (IIHCTH-
HypHs).

Kiaunnueckas kaptuna. Paznuuarot 3 kiimHHYeckue Gopmbl (IPOSIBIAIONINECS B PAHHEM JIeT-
CTBE, B IOHOILIECKOM BO3PACTE U y B3POCIIbIX).

LinctnHos paHHM HedhponaTnyeckmi

3aboseBanue Ppa3BHUBACTCA HA 1-M roay ’KU3HHU. OTMeuaroTcsl OTCTaBaHHUE MacChl TCJ1a, IICUXU-
YCCKOI'o pa3BUTHUs, 4aCTO PA3BUBAKOTCA aHOPCKCH, FI/IHOTpO(I)I/ISI U NOTCpA alllICTUTa, OTCTABAHHC B
POCTC, MHUOIIATHA, 06111a;1 MBbIIIICYHAas CJ'Ia6OCTI>, paCCTpOﬁCTBa ImaMsATH, anO(l)I/ISI MoO3ra, 4aCcTto BO3-
HUKAeT METa00INYECKUI alfnua03, pBOTa, 3allOpPbl, NOJUYPUS U IMOJIUIUTICHS. MOFYT Ha6J'II-O,I[aTBC$I
MOABEMBI TEMIICPATYPLI TCJId, HC CBA3aHHBIC C I/IH(l)@KI.[PIGfI.

N3mensercs (byHKI_[I/I}I MOYEK, IMOABIIAIOTCA ITPU3HAKU, YKA3bIBAIOIIHNE HAa KaHAJIBIICBBIC ITIOBPE-
KICHUSA. K KOHITY IIE€PBOT'0 I'oJia )XM3HU HAPYIICHUE IMOYCK BbI3bIBACT PA3BUTUC PAXHTA U OCTEOIIO0-
po3a. YBeJIHUUYEHBI B pa3Mepax MeYeHb U CeJIe3eHKa.

B poroBume MOXHO O6Hapy)KI/ITB KPUCTAIINIMYECKHUE OTJIOXKCHUA U PETHHONATHIO I1I0 TUITY
«conu ¢ nepuem». IIporpeccuBHo HapacraeT ¢poTodhodus.

KpOMe YKa3aHHBIX OTMCYAIOTCA THIIOTHUPECO3, FI/IHO(I)yHKI_[I/I}I SAUYHUKOB, SHIOKPHUHHAA U 3K30-
KpHHHag HEAOCTATOYHOCTDb HOI[)KGJ'IY,I[O‘IHOﬁ JKCIIC3bI.

LInctnHos HedpponaTnyeckmi no3gHnn
OTianuaeTcst OT PaHHETO BapHaHTa HOPMaJbHBIM POCTOM M Ha4YallOM B IOJAPOCTKOBOM BO3-
pacre. [Iporpeccupyet 60ee MeIEHHO, OJJHAKO MIPOTHO3 TAK)Ke HEOIArOmpUsITHBIMH.
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LinctnHo3 nobpokayecTBEHHbIV B3POCHbIX

Hauunaercs Bo B3pocioM Bo3pacTe. XapaKTepHO OTCYTCTBHE aMUHOAIMIYPHH M HapYIICHUH
(byHKIMI TOYSUHBIX KaHabIeB. bone3ns nposiiseTcst GoTtododueis, roJIoBHEIMHU OOJISIMHU U CIIE30-
TEUYCHUEM.

OcHoebl nneyeHus

Ecnu GonpHOTO HE JIEUHTH, TO HAOIIOAACTCS PAaHHSS TEPMUHAJIBHAS MOYeYHas HEI0CTaTOY-
HOCTb, THPEOUIHASI HEIOCTATOYHOCTD U MYJIbTHOPTaHHas TUCHYHKITUS.

BBenenne nucTeaMuHa — Ka1asi €ro MOJIEKYJIa MOYKET CBA3BIBATH CYIIb(OTHIPHIbHBIC TPYIIIBI
1 KOMOMHHUPOBATHCS C TIOJIOBUHON MOJIEKYJIBI IUCTHHA (IUCTENHOM ). DTO 00JIer4aeT BBIXO0 ] IUCTHHA
13 JIN30COM M 3HAYUTEINILHO yiIy4dIllaeT TedeHue 3adoeBanus. [loctosHHOE MpuMeHeHue ucTeaM1uHa
3aMeJUIsIeT MOBPEKICHUE ITOYEK U IPYTUX OPTaHOB.

TpancniaHTauMs MOYKU — UMEET OTHOCUTENbHYIO 3PPEKTUBHOCTD, T.K. HE YCTpaHSET MpU-
YHHY, IPOJ0JIKAETCS JereHepalis BHYTPEHHUX OpraHOB BCJIEACTBHE HAKOIUICHUSI LIUCTHHA.

Taxoke nmpuMeHstoT Beicokue 70361 BUTamuHa D (100 000 ME B cytku), anHaboaudeckue rop-
MOHBI. /lueToTrepanusi c orpaHnueHNEM OEIIKOB, COAEpPKAIINX 3HAUNMOE KOJIMYECTBO CEPOCOIepKa-
IIMX aMUHOKHUCIIOT: METHOHHHA, IUCTENHA U I[UCTHUHA.

NYTU UCNMOJNIb3OBAHUA TMNLUUHA W CEPUHA

Ponpb peakiuu npeBpaliieHus: cepuHa B INIMLIKUH COCTOUT B 00pa30BaHUM aKTUBHOM (POPMBI TET-
paruzipodonreBoi KUCIOTHI — N° NC-mernaen-TT ®K. OIHOBPEMEHHO JTaHHAs PEaKIMs SBISAETCA
MepBOi Ha MyTH KaTabor3Ma ceprHa.

NSN10-yemunen-TroK  TroK

T Mo e ™
- > HC—CH—OH

CepuH-okcumemun-mpatHcgepasa

Ccoo- coo~
muumH CepwH

Peakuus B3auMOINpeBpalleHus IMUUnuHa U CEprUHa

CdoumHronunugpl
Meguwatop LIHC BetanH —» MeTUoHWH
NH3 + CO2 ChUHIO3MH
XonuH —» docarmann-
CuHTEe3 6esikos XONWH
NH3+ NH3*
CuHTE3 rnyprHoOB . Hy < > HC—CHy— OH STaHONAMUH
CuHTE3 rema «—_  COO~ coo~
muumH CepuH
myTtatvoH l
KpeatuH
Mvpysar
MukonpounssogHble
XKENYHbIX KUCNoT
PeaKuMM KOHBrOrayumm
[niokosa

(ne4yeHs)

ﬂyTn NnpeBpalleHus rNuiuruHa U CepruHa
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HecMmoTpst Ha IPOCTOTY CTPOCHHMS, TIIMIUH U CEPHH SIBJIIOTCS BECbMa BOCTPEOOBAHHBIMH aMH-
HOKHCJIOTaMH B KJeTKaxX. biarojgapst B3auMonpeBpallleHUIO NepeueHb BO3MOXKHBIX IyTell MeTabo-
JM3Ma 3TUX aMHHOKHUCIIOT e111e OOJIbIIe pacuInupseTcs.

B3IAUMOCBA3b OBMEHA NMNUUHA, CEPUHA,
LUWCTEUHA U METUOHUHA

OO0pa3oBaHHBIN B peakluy pacnaja ceprHa J0 INIMIUHA N® N1O-merunen-TTOK IIPU y4acCTUH
depmenta meruiieH-TI'®K-peaykrassl npeBpamiaercs B NO-mernn-TI'®K. Ona y4acTBYET B Me-
THOHUH-CMHTA3HOM PEaKI1 PEMETHIIMPOBAHNS TOMOLIMCTENHA B METHOHUH.

MeTHOHHH BIIOCIIECTBUHU MPUCOEIUHSAET a/IeHO3MWIbHBIA OCTaTOK M MpEBpaIllaeTcsl B aKTUB-
HYI0 QOpPMY METHOHUHA — S-a]eHO3WJIMEeTHOHUH, YIaCTBYIOIIMA BO MHOTHUX PEAKIIHSIX METHIIHPO-
BaHMS, B YACTHOCTH, IPU CUHTE3€ KpeaTuHa, (ochaTuIMIX0JINHA, aipeHaInHa. B pe3ynbrare nepe-
MEUIEHUs] METHJILHOW TpYyNIbl M OTIIETJICHUS aJIeHO3MHA OCTAETCS TOMOLMCTENH, UMEIOLUI 1Ba
nytu MeraboausMma. [lepBblil myTh — peMEeTUINPOBaHUE 10 METUOHMHA U BHOBb Y4aCTHE B PEAKIIUIX
MeTHWIMpOBaHUs. BTopoil myTh — B3aMOIeHiCTBUE C CEpPUHOM IIPHU YHACTUU HUCTATHOHMH-CUHTA3bI,
MIpEeBpALEHUE B IUCTATUOHHH C MOCJIEYIOIUM paciaioM B IIUCTEUH U O.-KeTOOyTHpaT.

NHg* CepuH-okcumemun- NHg*
CHy < mpancgepasa HC—CHy— OH
Ccoo~ Co0~
NSN10-yemunen-TroK
MuuvH CepwvH
Memunen-TroK- TroK
pedykma3sa
N5-memun-TroK
NH3* NH3*
f_ HC—CHy—CHy—SH » HC—CHy;—CHy—S—CH3
MemuoHuHcuHmasa |
Ccoo~ Memunko6anamuH Coo~
[omouucTeunH MeTnoHuH
AT®
ALEHO3UH
H <
Cepu S-apeHosun- < S-AneHosun-
rOMOLCTENH . /' METUOHUH
MeTUnbHasa rpynna CH3
Yyacrue B peakymsix METUTMPOBAHUS
rnpun cuHTese KpeatmuHa, KapHuTuHa,
YucmamuoHuH- aapeHannHa, ¢ocearnanaxonmHa
cuHmasa
Mupudokcanbgocgam
YucmamuoHuH-
nuasa
Mupudokcanbghocgham
————> LIucTaTnoHvH Yad » LluctemH + o-KetobyTupar
Hy0
2 NH4*

Cxema B3aUMOCBSI3H npeBpameHnﬁ rIIHa, C€puHa, METHOHHWHA U TUCTCHHA

Peakiun MeTHIMpPOBaHUS HEOOXOIUMBI JJIsl CHHTE3a, KpOME YKa3aHHbBIX, XOJIMHA, HYKJIEOTHU-
noB B JIHK u PHK, rucTtoHoB, ncnonb3yroTes 411 METHIINPOBAHUS YYKEPOJIHBIX COCIMHEHU, B TOM
YHCJIE JIEKAPCTBEHHBIX BEIIECTB.
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FTOMOYNCTEUHEMUS

B Hacrosiniee Bpems caMbIM aKTyaJIbHBIM HApYIIEHUEM SIBJISETCS TOMOLMCTEHHEMMS — HAKOII-
JIEHUE TOMOLIMCTENHA B KPOBH.

Ipuunnel. Bce npuyuHBl JAHHOTO HAPYIIECHUS ACIAT, KAK MUHUMYM, Ha JIBE TPYIIIIbL:

1. Becbma pacrnipocTpaneHHbIH aepuuut ButamMmuHoB B12, Bs, B, KOTOpbIE B3aMMOAEHCTBYIOT C KITIO-
4eBBIMU (DepMEeHTaMH MeTa00IM3Ma METHOHHHA i TOMOIIMCTENHA — METHOHUHCHUHTA3a, IICTaTH-
OHUH-cHHTa3a, MeTuieH-TT ®K-penykrasa.

2. HacnencrBeHHblii AedeKT yKazaHHBIX BbIIIE ()epMEHTOB:

o TOMO3UTOTHBIN (AYTOCOMHO-PEIIECCHBHO) Ne(PEKT HUCTATHOHMH-CHHTA3bI (BPOXJICHHAS TO-
MOIIMCTUHYPHS, MUPUIOKCHH3aBUCcHMast popma), yactota 1:100000, Habmr01a€TCS MTOBBILIICHHE
ypOBH# 00111ero romouucTenHa Haromak 10 40 pas.

Knununyeckue nposiBieHNs BKIIOYAIOT pa3INyHbIe I1a3HbIE OCI0KHEHUS, IPOOJIEMbI C MHTEI-
JeKToM, aedopMaliil CKejleTa, paHHUN aTepOCKIEepPO3 U COCYAUCTHIE (aTepOTPOMOOTHYECKUE)
ocyiokHeHus. [IpruMepHO y MOJOBUHBI HEJIEUEHBIX TOMO3UIOT COCYAUCTBIE OCI0XKHEHUs Ha0Jro1a-
1otest 10 30-neTHero Bo3pacta. ['ereposurotHas popma (mpumepro 1 Ha 150 yenoBeK B MOMYJISIINH )
4acTo CBsA3aHa C HOpMaJbHBIM 0a3aJIbHBIM YPOBHEM FOMOLIMCTENHA, U MTOKA HE SICHO, CBSI3aHa JIU Te-
TEPO3UTOTHOCTH C JIOTIOJTHUTEIbHBIM PUCKOM COCYAMCTBIX OCJIOKHEHUH.

o  dYalle NMPUYUHOW TUIIEPrOMOIMCTEUHEMHH SIBJISIETCS TOMO3UTOTHBIN Ne(PUIIUT MeTHJIeH-TeT-
paruapogoaaT-peayKkTasbl (MUPUAOKCUHPE3UCTEHTHas (opma), mpH KOTOpoil (epMeHT
MMeeT MOJOBUHYIO aKTUBHOCTH OT HOPMBI.

B 6enoit momynsmuu 10-13% nroeid SBISIOTCS TOMO3UTOTAMU TI0 3TOW MYyTalluH, U TPU HEJ0-
CTATOYHOM TMOTpebseHnn ¢osata y HuX npumepro Ha 50% MoBBIIaeTCsS YpOBEHBb 00IIET0 TOMOIIH-
CTEHHA.

o HapylleHHas aKTUBHOCTb METHOHMHCHHTAa3bl. ONICAHO BCEro HECKOJBKO CIIy4aeB TaKOTo Je-
¢ekra. [Ipenmonaraercs, uto neQeKTHBIM sBIsAETCS GEPMEHT KoOaJIaMHUH-peayKTa3a, padoTa
KOTOPOTO MPEIIECTBYET 00pa30oBaHUIO JIE30KCHAJICHO3MIKOOATaMUHAa U METHUIIKOOaIaMiHa,
T.K. OJHOBPEMEHHO HAaOJIO/IaeTCsl TMOBBIIIEHNE KOHUEHTPALMU METHJIMAJIOHOBOM KHCIOTHI
(cumritoM aeduiiuTa BuTaMuHa Bio).

IIaTorene3. ['oMoIMCTENH, PAaCTBOPEHHBIN B IUIa3Me, POBOLUPYET CBOOOIHOPAIMKAIHLHOE
OKHCJICHHE JTUNHIOB B JIMTIONPOTEHHAX KPOBHU U TEM CaMbIM HX 3aJIEP>KKY B KPOBHU, YCKOPSET arpe-
raiuio TPOMOOIIMTOB, BBI3bIBACT MOBPEKICHUE SHAOTEIHS COCYIOB.

ConyrcrByomme 3a60/ieBaHuA. ['OMOLIMCTEMHEMHSI CUUTAETCSI He3aBHCHUMBIM (HaKTOpOM
pucka u obHapyxuBaetrcs B 30% ciiyyaeB aTepockiiepo3a, TpoOM0030B, HIIIeMHYeCKOii 00Jie3HH
cepaua. OHa BbIsBIIsIETCS IpU 00Je3HU AlblLreiiMepa, HapylIeHUsIX OEpeMEHHOCTH — HEBbIHAIINBA-
HUE, MEPTBOPOXKICHUSI.

OcHoBbl Jieuenus. [Ipu nedexre HUCTaTHOHUH-CUHTA3bI IPUMEHSIETCS JICUEHHE BUTAMMHOM
Bs B 103¢ 250-500 mr/nens. [Ipu nedexre meTmneH-teTparuapodonar-peaykra3bl ypoBeHb TOMOIIH-
CTeHHA MOXET OBbITh CHIDKEH Osiarofaps ynorpebieHuto ¢oiueBoii KMCa0ThI 10 5 Mr/neHs. Bura-
MuH B12 OKa3pIBaeT MoJIOKUTEIHHOE BIUSHUE.

OnHOBpeMEHHO Ha3HAYaeTCs AUeTa CO CHUKEHHBIM COJIepP:KaHUEeM METHOHHMHA, YTO JIOCTHIa-
€TCsl CIIeUaIbHBIM MO0I00POM MPOIYKTOB, OETHBIX 3TOH aMUHOKHCIOTOH.

OBMEH ®EHUNANAHWUHA U TUPO3UHA

B OpraHu3Me (beHI/IJ'IaJ'IaHI/IH HCIIOJIB3YETCHd TOJIBKO B CHUHTEC3C OcnkoB. Bechk HeMCIIOIBL30BaH-
HBIN 3a1ac aMUHOKHUCIIOTHI mpeBpaacTcs B TUPO3UH. TI/IpOSI/IH, KpOMC CUHTE3a 6CJ'IKOB, HCO6XOI[I/IM
UL CHHTE3a TUPCOUAHBIX TOPMOHOB, KATCXOJIAMUHOB U IMT'MCHTOB.
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Myweson TMPO3NH

\

NH3+ NH3+ WunToBNaHas
xenesa
| | TupeounaHbl
HT—CHz@ _— Hclz—CH2—©—0H _— rop?nfgng 8
coo- coo-
deHnnanaHuH Tvpo3nH
NMurmeHTHBbIE HepBHasi TkaHb
KJIeTKH Haanoye4yHukn
3,4-[OuokcudeHnnanaHnH 3,4-OuokcudeHnnanaHuH
[ocdamuH
MenanuH
HopagpeHanuH
AdpeHanvH

Yuactue THPO3HMHA B CHHTETUYECKHUX MpoLecCax

KATABONN3M ®EHUNANAHUHA U EFTO HAPYLWEHNA

Dennmanadud OTHOCUTCS K HE3aMEHUMBIM AMHWHOKHNCJIIOTaM, IMOCKOJIbKY TKaHH XUBOTHBIX HE
00J1a1a10T CITOCOOHOCTHIO CHHTE3UPOBATH €r0 OEH30JIbHOE KOJIBI0. B TO ke BpeMsi THPO3UH TOJTHO-
CTBIO 3aMEHHM TIPH JJOCTATOYHOM NOCTYIUICHUH (peHmnanannHa ¢ numieid. OObSCHSIETCS 3TO TEM, YTO
OCHOBHOH TyTh IpeBpamieHus (heHIIaTaHnHa HAaYMHACTCS C PEaKIUU THIPOKCHIIMPOBAaHUS ¢ 00pa-
30BaHUEM TUPO3UHA.

HAQo* HALOH+H*
Huaudpobuonmepun-
pedykma3sa

Tempaaudpo- Huaudpo-

6uonmepuH 6uonmepuH

H20
e A
HC—CHz@ > HC—CH2—©—0H

| ®eHunanaHuH- |
eeleny 4-mMoHOOKCU2€Ha3a coo~
deHnnanaHnH Tvpo3uH

Peakuus NnpeBpalICHus (bCHI/IJ'laHaHHHa B THUPO3HWH

PEHUNITKETOHYPUS | (KITACCUYECKAS)

ITo Mc Kusick Bbinensiercst HeCKOIbKO THIOB (DeHUIIKETOHYpHHU: Kinaccudeckas (1 Tuma), Ba-
puaHTHas (2 Tuna), 3 THMa U MaTepUHCKas.

@dennnkeroHypusi 1 Tuma sBisieTcss HanboJee pacnpocTpaHeHHON aMMHoauuaonaTtued. Ya-
crota PKVY cpenu HOBOPOXKAEHHBIX MO JaHHBIM MacCOBOTO CKPMHMHIA B Pa3IMYHBIX CTpaHaX co-
crasysieT B cpenHeM 1:10000, ogHako 3HAYUTENBHO BapbUpPyeT B 3aBUCUMOCTH OT HOIMYJIALIMU: OT
1:4560 B Upnananu, no 1:100000 B SAnonun.


http://www.xumuk.ru/encyklopedia/218.html
http://www.xumuk.ru/biospravochnik/53.html
http://www.xumuk.ru/encyklopedia/2/4475.html
http://www.xumuk.ru/encyklopedia/2/4714.html
http://www.xumuk.ru/encyklopedia/2/4714.html

biokhimija.ru TumunH O.A. Jlekumm no obuier Guoxmnmmm (2020r) 135

JTHoJiorus. 3a00JeBaHNe HACIEAYETCs AyTOCOMHO-PelleCCHBHO 1 BBI3BAaHO MyTaIllMel, KOTO-
past BEI3bIBAET CHIKEHHE aKTHBHOCTH (hepMeHTa (heHUJIaTaHnH-4-MOHOOKCHT eHa3bl, 00ecreunBa-
IOlIe MpeBpaiieHue GpeHnnaganuia B THpo3uH. DepMEeHT UMeeTCsl TOJIBKO B MIEYSHH, TOYKaX, MOI-
YKEIyTOYHOM JKeJiese.

IMTatorenes. B matoreneze @KV nmeror 3HaueHrne MHOTHE 0OCTOATENLCTBA, B YACTHOCTH:

0 3HAYUTEIHHOE HAKOMJIEHHE B TKAHAX U XKUAKOCTIX OOJFHOTO OpraHu3Ma ()eHuIaIaHuHa U ero
MIPOU3BOJHBIX ((heHUINUPOBUHOIpagHAs, (EHUIMOJIOUHAs (MUHIANIbHAs), (DEHUITYKCyCHas,
THITITYPOBAast KUCIOTHI, (PEHUIITUIIAMUH, (DEHUITAETUITIIOTAMIH) U BI3BAaHHBIN HMU alluz03,

o NpsMoOe TOKCH4YecKoe JeliCTBUe YKa3aHHBIX BEIIECTB Ha [IECHTPAIbHYIO HEPBHYIO CUCTEMY, KO-
TOpPOE 3aKIIOYACTCs B TOPMOKEHHH (PEHWIIAJJAHWHOM aKTUBHOCTH psiaa (DEPMEHTOB, B TOM
YHUCJIe MUPYBATKUHA3bI (OKUCIICHHUE TIIIOKO3bI), THPO3UHA3HI (CHHTE3 MEJIaHWHA), THPO3UH-TH/I-
pOKCHUIIa3bl (CUHTE3 KaTeX0JIAMUHOB) U HapyIllIEHWE CUHTE3a MOHOAMHUHOBBIX HEHpoMeauaro-
pPOB — TUPAaMHHA, OKTOIIAMUHA,

o HapylleHHe CMHTe3a CEPOTOHUHA, T.K. peHIIaTaHUH-4-MOHOOKCUT€Ha3a OJJHOBPEMEHHO OCY-
LIECTBIIET TUJIPOKCUIMPOBAaHUE TpUNTOo(aHa 10 S-TUAPOKCUTpUnTodaHa, MpeaiecCTBeHHUKA
CEepOTOHMHA

o HapylIeHHe CHHTEe3a MPOCTHIX U CIOKHBIX OEJIKOB B TKAHSAX, UYTO BBI3BIBACT TSKEJbIE MOBpE-
XKJCHUS MO3ra U HapylleHne QyHKIUU IIeYeHU y OOJIBIIMHCTBA OOJIbHBIX.

Kannudeckasi kaptuna. PeGeHok ¢ (heHUIKeTOHYpHEH BRITJISIUT MPU POKIECHUHU 3J0POBBIM.
Manudecrauus @KY npoucxoauT Ha epBoM rojly >KM3HHU, 0OBIYHO B BO3pacTe 2-6 Mec.

[lepBpiM cumnToMOM 3a00JI€BaHUSI MOXKET CTaTh PBOTA. [[pyruMu paHHUMH MPOSIBICHUSIMU
00JIe3HU CIIy’KaT BSAJIOCTh peOeHKa, Ype3MepHas COHJIMBOCTb, OTCYTCTBHE MHTEpeca K OKpYXKaro-
1IeMy, MHOT/1a IOBBIIIEHHAS Pa3paKUTeIbHOCTb, 0€CIIOKOICTBO, MIIAKCUBOCTh, TAK)KE OTMEYAIOTCS
CPBITMBaHMSI, HApYIIEHNE MBIIIEYHOTO TOHYCA (Jallle MbIIIeYHAas TUIIOTOHHUSI ), CYAOPOTH.

XapakTepHbIM MPU3HAKOM SBJISIETCS MOBBIIIEHHAS MOTIUBOCTh, OT MOYH U MOTA UCXOJUT HE-
OOBIYHBIN 3amax PEeHUITYKCYCHON KUCIOTHI, KOTOPBIM XapaKTepU3yIOT KaK 3anJjiecHeBeJIbli, MbIIIH-
HBbII WIX BOJYHIA.

Jlet 0TCTaIOT B PU3NYECKOM U HEPBHO-TICUXUYECKOM Pa3BUTHUHU.

OcHoBbI JieueHus1. BoBpemst HayaTtoe JeueHne (IUeToTeparus) 00eCIIeUnBAET XOPOITHH KITH-
HUYecKuil 3pPeKT, HOPMATBLHYIO TPOIOKUTEIBHOCTD KU3HU.

EauHCTBEHHBIM METO/IOM JICUEHHUSI SABJISICTCS IMeTOTEePANMs — UCKIIIOUEHUE U3 MUTaHUs 00JIb-
HOT'O BBICOKOOEIKOBBIX MTPOYKTOB IMUTAHUS C BEBICOKUM KOJHMYECTBOM (heHUIamaHnHa (Msco, pbioa,
S110, MOJIOKO, Kpymibl). BMecTo HaTypanbHOTO Oelika MCHOJIB3YIOT ClieluaibHbIe TUIPOIU3ATHI
0ernka, YaCTUYHO WJIM MOJIHOCTBIO JIMIICHHbIE (PeHUIIATaHUHA.

Crporoe orpanuyeHre OEIKOB KUBOTHOTO MPOUCXOXKIEHUS TpeOyercs (MO pa3HbIM JTaHHBIM)
Ha TPOTSHKEHUU TMEPBBIX 2-3 JIET )KU3HU WM KaK MUHMMYM 10 6 jet, 5-10 ner, wiu 1o nepuoaa
MOJIOBOTO co3peBaHusa. Bo Bpemsi 6epeMeHHOCTH OOJIbHBIC JKEHIIIMHBI JOKHBI BO3BpAILlaThCs K JIU-
eTe, YTOOBI HEe JIOMYCTUTh PA3BUTHS Y peOCHKa YMCTBEHHOM OTCTAIOCTH.

BonbHbIe HYXAAIOTCS B I0NOJTHUTEILHOM BBeIeHHH BUTAMMHOB, 0cOOeHHO rpynnsl B, Mu-
HEpaJbHBIX BEIIECTB U MUKPOIJIEMEHTOB.

PEHUIIKETOHYPUA I

ITHOJIOTUsl. AYTOCOMHO-PELIECCUBHBIHN JIe(EeKT AUTMAPOOHONTePHHPEAYKTA3bI.

ITaTorenes. B pe3ynprare HeJOCTAaTOYHOCTH (pepMEHTA HAPYILIAETCs BOCCTAHOBJIEHUE AKTHUB-
HOM (OpMBI TeTparupoOUONTEepUHA, YUAaCTBYIOIIETO B KauecTBe KO(paKkTopa I'MIpoKcHiia3 (eHuI-
aJlaHMHa U TpunTogana. BenencTBue 3Toro HapylaeTcs mpeBpaileHie (peHuIalaHuHa B THPO3HH,
TpunTodaHa B 5-THAPOKCUTPUNITOPAH.

ITaTorene3. OT™MeuaeTcsi CHKEHHUE YPOBHS (OJIATOB B CHIBOPOTKE KPOBU, SPUTPOLIUTAX U I1€-
peOpOCHMHATIBHON KUAKOCTH. DTO 0OBSACHIETCS TECHOM B3aMMOCBSI3bI0 0OMeHa (oJIaTOB M OHOIITe-
pHHA, B YACTHOCTU y4acTHEM JUTHAPOOHONTEpUHPEAYKTa3bl B META00IM3ME TETParuapodoInueBon
KHCIIOTBHI.
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Kiaunnyeckasi kapTuHa. B ximnHn4eckoil kapTuHe npeoOiagaeT TsoKenas yMCTBEHHAs! OTCTa-
JIOCTh, CYJIOPOTH, MIPU3HAKH MOBBIIIEHHON BO30OYIMMOCTH, CyX0KHIIbHAsI TUIIeppedIIeKCHusl, MbIIIeY-
Hasl TUCTOHMS M TUIIOTOHHUSA, XOpen()OpMHBIC TBMKEHUS (HETPOU3BOJIbHBIE TPSCYIIUECS TBUKCHUS
TOJIOBBI, JIMIA WM KOHEYHOCTEH), CHAaCTUYECKUI TeTparapes.

Teuenne 60NE3HN MPOTPECCUPYIOLIEE U HEPEIKO MPUBOIUT K CMEPTH B 2-3-JIETHEM BO3pacTe.
[losiBneHME KIMHUYECKOW CUMIITOMATHUKH, KaK IPaBUJIO, Pa3BUBAETCS B HA4aJIe BTOPOTO MOIYTOHs
KU3HU, HECMOTPSI Ha JUETOTEPAIIHUIO.

OcHoBbI JeyeHus. B oTauune oT K1accuyeckoil (opMbl 3TOT BapuaHT He MOAAAeTCsl Jeve-
HUIO PAHHUM OT'paHHYEHHEM COJIepKaHusl (eHMUIIaJaHnHa B nuie. JleueHne TerparuapoononTepu-
HOM HEe3(D(PEeKTHBHO, TaKk KaK OH HE MPOHHUKAET Yepe3 reMaTIHIeGaTndecKuii 0apbep. 3aMeCTUTEb-
Has Tepanus L-JJODA u S-runpookcutpuntopaHoM 4aCTUYHO 00XOAUT OJIOK B CHHTE3e 10(paMHuHa
U CEpPOTOHHUHA.

DPEHUNTKETOHYPUS |1

Jtnonorus. 3aboneBaHue HacIeAyeTCs] ayTOCOMHO-PEIECCUBHO U CBA3aHO C HEJIOCTATOYHO-
CTBHIO G-MUPYBOMJITETPArHAPONTEPHUHCUHTA3BI, YIACTBYIONIEH B MPOIIECCE CHHTE3a TETParuapo-
OouonTepuHa U3 JUrHapoHeoNnTepuH-Tpudochara.

IlaTtorenes. KiroueByro posb B MaToreHe3e UrpaeT HapylUIeHHE CHHTE3a TeTparuapoOuonTe-
puHa. PazBuBaromiuecs npu 3TOM pacCTpoiicTBa CXOAHBI C HApyIIEHUIMHU, HaOmoaaeMbIiMu ipu OKY
.

Kannuveckas kaptuna. HeBposioruueckue HapylIeHHsl, B YaCTHOCTH MbIIIIEYHAS TUITOTOHUS
U 3a/IepKKa JBUTATEIBHOIO Pa3BUTHS, MOSBIIIOTCS paHbIe, yeM npu kinaccuuecko OKVY. [Jaxe
MIpH aJIeKBaTHOM CHIDKEHUHU YPOBHS ()eHUIIaJaHNHA B KPOBU C TIOMOIIBIO TUETHI, HapacTaHue KIIU-
HUYECKOM CUMNTOMATUKU He Mpekpamiaerca. B omnmuune ot 60nbHbIX DKV -l y aTX 6071BHBIX CY-
JIOpOT HE OTMEeYaeTcs (IpUYMHA HE SCHA).

OcHoBBI JieueHHs1. JIeueHne TeTparuipooMonTepuHOM HeIPPEKTUBHO, TaK KaK OH HE IIPOHH-
KaeT vepe3 remaTodHIehanndeckuii 0aprep. 3amecturenbHas tepanus L-JJODPA u S-ruapookcu-
TpunTohaHOM YaCTHYHO 0OXOIUT OJIOK B CHHTE3€e AodamMuHa U cepoToHuHa. /[uera HeaddekTrBHA.

[PYrue BAPUAHTbI ®KY

Taxoke uzBectHbl Apyrue Gopmel aTunuaHoi OKVY, cBsazanHble ¢ AehUITUTOM TETparuapoou-
ONTEpHUHA.

Henocrarounocts ryano3suHrpudgochar-uMKI0raapoaasbl onucaHa Mo KpahHel mepe y
MATU OOJILHBIX. DTOT (PepPMEHT KaTaIu3upyeT MEePBYIO CTYIEHb CHHTE3a TeTParuapoOouonTeprHa u3
I'T® u npu ero nedunure B Moue oOHApYKUBAeTCA KpaliHE HU3Kas KOHIEHTPALKs BCEX ITEPHUHOB.

MATEPUHCKAA ®KY

Jtuonorus. [losBieHre yMCTBEHHON OTCTAIOCTH cpeau MoToMmcTBa xkeHiud ¢ PKY, ue co-
ONIOJAIONINX AUETY B 3pEsIOM BO3pacTe, MOJIy4Yniio HauMeHOBaHue MaTepuHckoil PKY.

IlaTorenes. [larorenes maroyoruu Majiao MU3y4eH, OJHAKO MPEAINOJIaraeTcs, YT0 OH CXOJEH C
natoreHe3oM octaibHbIX popm OKVY. TsprecTs nopakeHus 101a KOppenupyeT ¢ ypoBHEM (eHUI-
allaHWHAa B IJ1a3Me MaTepu. M B cBsI3M ¢ HAKOMJIEHUEM 3TOM aMHUHOKUCIIOTHI B TUIALIEHTE, €€ COJIep-
’KaHUe B OpraHu3Me IJI0]]a OKa3bIBae€TCA BhIIIE, YeM y MaTepu. TeM He MeHee, TPSIMOe TOKCHYECKOe
neiicTBre peHuIaIaHHa TOYHO HE TIOTBEPKICHO.

OBMEH TUPO3UHA U EFO HAPYLIEHUA

TI/IpO3I/IH, IIOMHUMO Yy4YaCTHUsA B CHUHTC3C 6GJ'IKOB, ABJKCTCA TMPEAIICCTBEHHUKOM TOPMOHOB
HAaATTOYCYHUKOB aApCHAJIMHA, HOpaApPpCHAJIMHA, MEAUATOpAa I[O(i)aMI/IHa, TOPMOHOB IIUTOBUIHOM XKe-
JIC3bl THPOKCHUHA U TpHﬁOHTHpOHHHa, IITUIr'MCHTOB HeﬁpO-, Jy- U Q)GOMeHaHI/IHOB.


http://www.vitamax.dp.ua/?ingr_1183
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CUHTE3 MEJIAHUHOB

Menanun (OT rped. yehavog melanos — depHbIif) — 3T0 MUTMEHT, NPEACTABIISIFOIIUN CO00
aMop(HYIO B3BECh PA3IMYHBIX MOJUMEPHBIX COeNMHEHUH. Pasnmuyaror 3ymenaHunsbl, (peomena-
HHMHBI, MeJIAHUHBI, CMELIaHHbIE U3 JABYX MPEABIAYLINX, U HeHPOMeTaHUHBI.

3a BbIpaOOTKY MEJIAHMHOB B KOXE OTBevaeT 4 win 5 TeHOB (II0 Pa3HBIM JaHHBIM), PacIoJio-
KEHHBIX B pa3HbIX XpoMocomax. KoinyecTBo AECHCTBYIOIIMX I'€HOB OIPENEIseT MHTEHCHBHOCTH
cuHTe3a MenaHuHa. OOpa3oBaHWE MUTMEHTA IMPOUCXOJUT B MEIAHOLUTAX, JJIS 3TOTO B HUX CYIIlE-
CTBYIOT CII€LIUAJIbHBIE OPraHEIUIbl — MEJIAHOCOMBL. HarnoJIHEHHbIE METAHMHOM MEIaHOCOMBI ITPOIBU-
rarTCs K allMKAJIBbHON YaCTH KJIETKU U MUTPUPYIOT B KEPATUHOLUTHI.
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I NA OH

5,6-[urnppokcnmHaon

v
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OymenaHuHbl

BeHsoTnasmHun-anaHuH
I

'MMonumepuzaymns
deomenaHuHbl

Cxema OCHOBHBIX ATaIlloOB CHUHTE3a MEJIaHUHOB

HauanpHbIM 1 KIIIOYEBBIM (PEPMEHTOM CHHTE3a MEJIAHUHOB SBIIIETCS ME/Ib-CONepKaINi (ep-
MEHT THPO3MHA3a, UMEIOIINI TUPO3UH-TUAPOKCUIIA3HYI0 aKTUBHOCTb U JJODA-0oKcH1a3HYIO aKTHB-
HOCTh. Ee aKTUBHOCTD peryiaupyercs BIUSHHUAMHU SHKO3aHOUIOB U SHAOTENNHA- 1, KOTOpBIE pearu-
PYIOT Ha TOPMOHAJIbHBIE BIMAHUSA U (pu3nyeckue (hakTopsl (HanmpuMep, yabTpapHoIer).

CuHTE3 MEeNIaHMHOB HAUWHAETCS C TPEBpalleHus TUPO3UHA B AUOKCU(DEHMITATIAHUH T0]] BIMS-
HUEM TUpO3uHa3bl. Jlanee 310t xe pepMeHT 00pa3yeT 10(paxUHOH U 3/1€Ch IyTH CHHTE3a dyMEJIaH!-
HOB U ()€OMEIAaHNHOB PACXOJATCA, B CHHTE3€ (DEOMEIaHNHOB JOMOJHUTEIBHO YUaCTBYET IIUCTEHH.

DyMenaHuHbl 001a/1al0T KOPUYHEBBIM M YEPHO-KOPUYHEBBIM LBETOM, (hP€OMEIAHUHBI — JKEeJI-
ThIE€ MJTM KPACHOBATO-KEJIThIe. DyMEIaHUHBI M (peOMENIaHMHBI CHHTE3UPYIOTCS METaHOLIUTAMH KOXKH,
CeTYaTKH IJla3a M pagyXKH, BOJIOCSIHBIX JTyKoBuUll. Helipomenanunel o0pazyrorces B 10daMUHepruye-
CKUX HEMpOHAaxX YepHOU CyOCTaHIIMK FOJIOBHOTO MO3Ta.
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OyHKIMENH METaHWHOB SIBJISCTCS 3alMTHAsA. OHU MMOTJIOMIAIOT YIbTPa(HOIETOBBIC JTyUH, CTIO-
COOHBI CBSI3BIBATH KATHOHBI M aHWOHBI, XEJIATHPOBATh METAJUIbI (MEllb, MapraHell, XpoM, CBUHEII,
pTyTh). Taxke MelaHUHBI SBJISIOTCS MOILIHBIMU aHTHOKCUJaHTaMHU.

TUPO3UHEMMNA TUTA |

ItunoJiorus. Tuposunemus tumna | (remaropeHajbHasi THPO3HHEMUS) BO3HUKACT NIPU HEJO-
CTaTOYHOCTH (hymMapuIaneToaneTaT-ruaposaspl. [Ipu sToM HakamuBaeTcs: pymMapuiialeToaneTar
U ero MeTaboJIMTh (CyKIMHUJIAETOH), TIOpaXaroliue neyeHs u nouku. Yacrora 1:100000.

Kaunnveckas kapruna. CymectByer 1Be pOpPMBI — OCTpast U XPOHHUECKAsL.

OcTtpas ¢opma cocraisieT OOJBLIIMHCTBO CiIydaeB 3a00JIeBaHUS C Ha4ajaoM B Bo3pacte 2-7
Mec u cMepThio 90% 60JBHBIX B Bo3pacTe 1-2 roaa u3-3a HEJOCTATOYHOCTH TTEUCHHU.

K cumnromam oTHOCHUTCS TUIIOTPOGUS, PBOTA, 'KAITYCTHBIM 3amax" oT Tejaa U MOYH, 3aJiepiKKa
pa3BUTHS, KPOBOTOYMBOCTH, IHapesi, MeJIeHa, TeMaTypus, JKEJITyXa, aHeMus, nepudepudeckue
HEBPONATHH U MAPATHYIH, KapJHOMHUOTIATHSI, CTa00CTh MBIIII, AbIXaTebHbIE HapymeHus. OTMeqaroT
THITOTIIMKEMHIO BCIIEICTBUE THITEPILIA3UN OCTPOBKOBBIX KIJIETOK TOPKEITYIOYHOM KEIE3bl.

[Ipu xponnueckoii ¢popme 00sI€3Hb pa3BUBACTCS MO3HEE, MeICHHEe TTporpeccupyeT. [Ipo-
JOJKUTENIBHOCTD KU3HU 0KoJio 10 jer.

Habnromarorcsi THIOTpOQHS, Y3eTKOBBIA IUPPO3 TEYSHH W TMEYEHOYHAs] HEIOCTATOYHOCTD,
MHOY>XECTBEHHBIC JE(PEKThl TMOYEHYHONW KaHAIBIIEBOW peadbcopOumu ¢ TOSBICHHEM CHHApPOMA
dankonu (memnounas pH mMoun, TIOKO3ypHs, MPOTEUHYPHS), aMHHOAIUYPHS, JTCUKOTICHHS, TPOM-
OOIMTOTICHUS.

W3-3a mopakeHus MIEYeHN W TIOYEK BO3HHUKAIOT IMPOSIBICHUS PAXUTOTOJOOHBIX 3a00JIeBaHHUN
(ocTeonopos, octeoMasinus). B pe3ynbrare meueHouYHOW HeIOCTATOYHOCTH BO3HUKAIOT CUMITTOMBI,
HaTIOMUHAOIIKE OCTPYIO mopdupuro. HemocTossHHBIMI IpU3HAKaMU SBIISTIOTCSI YMCTBEHHASI OTCTA-
JIOCTh U HEBPOJIOTMYECKHUE N3MEHEHHUS.

OcHoBbI JieueHus1. JIekapCTBEHHBIM CPEICTBOM SBIISICTCS HUTU3MHOH, KOHKYPEHTHBIN WHTH-
ourtop 4-ruapokcudeHUINMUPyBaT-AMOKCUTeHa3bl. Takke UCIOIb3YyeTCs JUeTa CO CHUKEHUEM KOJIU-
yecTBa (peHUIANIaHWHA U THPO3UHA, UHBEKLIUU TTyTaTHOHA.

TnPO3UHEMMNA TUTA I

I'opazno 6omnee penkoe 3aboeBaHre TTO CPaBHEHUIO ¢ TUpO3uHeMueH | Tuma.

Ituosorus. Tuposunemus tumna Il (riaa3okoxHasi THPO3WHEMHsI) BO3HUKACT MIPHU HEAOCTA-
TOYHOCTH THPO3HH-aMHHOTpPaHcdepassbl.

Knaunnyeckasi kapruna. HaGmromaercs 3a7epikka yMCTBEHHOTO U (DU3MYECKOTO pPa3BUTHS,
MUKpoIedaus, KaTapakThl U KEPaTO3 POTOBHIIBI (TICEBIOTEPIIETHUECKUI KEPATHT), TUIIEPKEPATO3
KOH, WICHOBPEIUTEIbCTBO, HAPYIICHHE TOHKONH KOOPIUHAIIUN JIBHKCHUH.

[TopakeHus MOYEK U TICUCHH HE HAOI01aeTCSl.

OcHoBbl 1eyeHus. DPPexTHBHA TUETa C HU3KUM COAECP)KaHUEM THPO3UHA, TP ITOM MO paXKe-
HUS KOXKU M POTOBUIIBI OBICTPO MCUE3AIOT.

TUPO3UHEMMNA TUIMA Il

Ituonorus. Tuposunemus Il Tuna — pesynpraT reneruyeckoro nedexra 4-ruapoxrcudenna-
NUPYBAT-THOKCUTeHA3bl. 3aUKCHPOBAHO JIUIITH HECKOJIBKO CITy4aeB ATOU OOJIE3HU.

Kannuveckas kaprunHa. XapakTepHble 0COOCHHOCTH BKJIIOYAIOT YMEPEHHYIO YMCTBEHHYIO
OTCTaJIOCTh, CYIOPOTH U MEPHOJUYECKYIO TTOTEPI0 pABHOBECHS U KOOPAWHAIUY (TIPEPhIBUCTAsI aTaK-
cHsi).



biokhimija.ru TumuH O.A. Jlekuun no obuiern Guoxumum (2020r)

139

i MapKNHCOHN3M

NHgz* Tupo3uH- OH

| 2udpokcunasa I TH3+
He—cHy—{_H—on > G<
HC—CH OH
| Tupo3una3za (Cu2t) | 2

coo 00T Y ey Coo-

TVIpOSI/(H Seesscssusessassanssssnsnenened 3,4'ﬂ|/|0KCV|CbeHV|nanaHMH

Tupo3uH-
amMuHo-
mpaxcgepasa
IMupudokcans-

¢gocgham
o]
I
<I:—CH2 —OH

[ofeo

4-TnapokendeHnnnupysat
02

TuposuHemus Il Tuna

Auokcusenass TuposuHemus Il Tuna
¢ Tupo3nHeMUss HOBOPOXAEHHbIX

Ackop6uHoeas
Kucroma co2

OH
lMonmmepusaynsi B
-00C—CH, coeauHUTESIbHOM TKaHM= Oxp0H03§

OH
[omoreHTu3nHoBas
Knucnorta

02

Flomoz2enHmusam- : .
okcuda3sa : AnKanToHypus i

ymamuoH

O

—ooc—CHz—/c‘ ;

/
4
dA
o-0 Maneunayemoayemam
ManeunaueToaverar 2udponasa

Yuc,mparc-
u3zomepasa

H
AueTtoauertart
-ooc—CHz—i:—CHz—ﬁ—(I:=c—coo-
O H ManevHoBas kucnora
dymapunaueTtoaveTar

®ymapun- TuposnHemus
ayemoayemam- i | TMna H
auaponaaa A,

~00C— CHy—C—CH3 ~00C—C=C—C00~
H
Auetoauerar dymapat

[TyTy npeBpallieHHs] TUPO3UHA U UX HApyLIEHUS



ObmeH omOeribHbIX aMUHOKUCIOM 140

TNPO3NHEMMNS HOBOPOXAEHHbIX

Jtnonorus. Tupo3MHEMUs HOBOPOXAECHHBIX — PE3YIbTaT KPATKOBPEMEHHOIO CHWKEHUS aK-
TUBHOCTH 4-ruipoKcuGeHWINMNPYBAT-THAPOKCcHIAa3bl. Yaie HaOmo1aeTcsl y HEAOHOIIECHHBIX JIe-
TEH.

Kaunnveckas kapruna. HaOnronaercs cHIKEHHAsi aKTUBHOCTD U JIETaprus. AHOMAIUS CUM-
Taetcsa 0e3BpeqHou. Jledunut ackopOMHOBOM KUCIOTHI YCHIIMBAET KIIMHUYECKYIO KapTHHY.

OcHoBbI J1euenns. J{uera co CHIKEHHEM KoMuecTBa Oenka, (peHuIalaHiHa, THPO3UHA U BbI-
COKHE JI03bI aCKOpOMHOBOM KucH0THI (100 Mr/meHs).

AJIKANNTOHYPUS

JtuoJiorus. ['eHeTnyeckas ayrocOMHO-peliecCuBHas sH3uMonaTus. B ocHoBe 3aboseBaHus
JIEKUT CHIU)KEHHE aKTUBHOCTH MEYEHOYHOT0 ()epMEHTa FOMOreHTH3aT-0KCH/Ia3bl, B PE3yIbTaTe B
OpraHu3Me HaKaIIMBaeTCs TOMOTeHTU3NHOBas kuciota. Yactora B cpenrem 1:100 000.

Kiannuveckas kapTuHa. Tak Kak TOMOT€HTU3aT Ha BO3JyXe OKUCISIETCS M MOJIUMEPU3YETCS
B MEJIAaHWHOTIOJJOOHOE COETMHEHNE, TO Har0oJiee YaCThIM U ITOCTOSIHHBIM CUMIITOMOM SIBJIIETCSI TEM-
Has MOua, Ha MeJEeHKEe U HUKHEM Oellbe OCTaloTCs TEMHO-KOpUYHEBbIe NATHA. [Ipyrum oOpa3om B
JIETCKOM BO3pacTe 00JIe3Hb HE POSBISAETCS.

C BO3pacToM roMOr€HTU3MHOBAsI KUCJIOTa, HAKAIJIMBAETCS B COEIMHUTENbHO-TKAHHBIX 00pa-
30BaHHUAX, CKJIepaxX M KOKE€, BbI3bIBAeT MIM(PEPHO-TIYOOKUI OTTEHOK YIIHOTO W HOCOBOTO Xpsiilen
(0XpoOHO3), OKpaIIMBaET 01Ky, KOHTAKTUPYIOLIYIO C MOTEIONIMMH YYaCTKaMHU Tena (MOJAMBIILIKH).

W3-3a cBsI3pIBaHMSI TOMOTEHTU3aTa C KOJUIAr€HOM YXY/IIAETCS COCTOSHUE COENMHUTEIbHON
TKaHH, 4TO JIeJaeT XPYNKUMH XpsiieBbie oOpasoBanus. [locne 30 et pa3BuBaeTcs aereHepaTUBHBIN
apTPUT MO3BOHOYHUKA U KPYIHBIX CyCTaBOB (OelpeHHbIe, KOJIEHHBIE), MEKITO3BOHKOBBIE ITPOCTPAH-
CTBA CY)KEHbI, CHI)KAeTCsl MUHEpallbHas INIOTHOCTh KocTel. MoskeT HaOi01aThCsl MOpaskeHue MovYeK
U cepaua.

OcHoBbl JieueHusi. XoTs 3 pekTuBHBIE CIIOCOOBI HEU3BECTHBI, 110 AHAJIOTUHU C APYTUMHU aMu-
HOKHCJIOTHBIMH HapyLIEHUSIMU PEKOMEHYETCsl ¢ PAaHHErO BO3pacTa OrpaHUYUTh MoTpediieHue ¢e-
HUJIAJTAaHUHA U TUPO3UHA, YTO JIOJDKHO MPEMATCTBOBATH PAa3BUTHIO OXPOHO3a M CYCTaBHBIX Hapylle-
HUH.

Haznauatot Oosibiiine 10361 aCKOPOMHOBON KUCIIOTHI JIs1 CHUYKEHUS CBSI3bIBAHUSI TOMOTE€HTH-
3MHOBOM KHUCJIOTHI B CO€IMHUTENBbHON TKaHU. [Ipennaraercs ucnoJib30BaTh NpenapaT HUTU3HHOH,
KOHKYPEHTHBII HHTHOUTOP 4-TUpOoKCU(EHUIIUPYBAT-TUOKCUT €HA3bI.

AJIbBUHU3M

Itnojaorus. 3a0oyieBaHue 00YCIIOBICHO MOJIHBIM WM YaCTHYHBIM Je(eKToM cuHTe3a dep-
MeHTa THpo3uHa3bl (dactota 1:20000), HEOOXOAMMOM 11 CHHTE3a THOKCH(DEHUTATaHnHA U Mella-
HHMHOB B IIMTMEHTHBIX KJIETKAX.

Kaunnveckasi kapruna. [Ipu noiaHOM oTcyTcTBUU ()epMEHTa — TOTAJbHAS JCTTUTMCHTAIHSI
KOH, BOJIOC, TJIa3, IPUYEM OKpacKa OJMHAKOBA JUIS BCEX PACOBBIX I'PYIII U HE MEHSIETCS C BO3pac-
toM. Koska He 3aropaer, COBEpIIICHHO OTCYTCTBYIOT HEBYCHI, KaKHe-THMOO TUTMEHTHBIC TISITHA, pa3-
BHBarOTCS GoToaepMaTuThl. CHIBHO BRIPA)KEHBI HUCTArM, CBETOOOSI3Hb, JTHEBHAS CJICNOTa (T.K. HMe-
€TCs JICMTMEHTAIHSI CETYATKU M YCKOPSHHBIH paciiajl poJONICHHA), KPaCHBIN 3payKOBbIil peduiekc.

[Ipu yacTUYHOM HETOCTATOYHOCTH (PEPMEHTA OTMEUAIOTCS CBETIIO-)KEIThIC BOJIOCHI, CIIA00IIHT -
MEHTUPOBAHHBIE POJIMHKU, OUYEHb CBETIIAs KOXKa.

OcHoBBI JleueHnsi. PekoMeHIyeTcsl HCTOIb30BaTh Pa3IUYHbIE CPEJICTBA 3aIIMUTHI OT YIbTpa-
(buOoJIeTOBBIX JTyUeil.

TTAPKUHCOHU3M

JtmnoJorus. [IpuunHoit napkuHconnsma (yacrora nocne 60 net 1:200) saBruseTcst HU3Kas ak-
TUBHOCTb THPO3MH-THAPOKcWIa3bl win JODA-gexkap0oKkcuiIasbl B HEPBHOM TKaHU, IPH 3TOM
pa3BuBaeTcs qeQUUUT HepoMeanaTopa Jo(aMuHa U HAaKOIJICHWE THPaMUHa.
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Knaunnveckass kapruna. Haubonee pacnpocTpaHEeHHBIMH CHMIITOMaMH SIBJISIFOTCSL PUTHI-
HOCTb MBIIIILI, CKOBAHHOCTb JBM>KEHUI, TPEMOP U CAMOIIPOU3BOJIbHBIE JBH)KECHHUSL.

OcHoBbl JevyeHusi. TpeOyeTcs cucTreMaTHUECKOe BBEACHUE JICKAPCTBEHHBIX aHAIOTOB J0da-
MUHa U IPUMEHEHUE NHTMOUTOPOB MOHOAMUHOKCH/IA3bI.

KATABONN3M AMUHOKUCIHIOT
C PA3BETBJIIEHHOW UENbIO

K amuHOKMCIIOTaM ¢ pa3BETBICHHOW LENbI OTHOCATCS BaJWH, JICUIMH, U30JeiIH. Bece oHn
SIBJISIIOTCS. HE3aMEHUMBIMU U1 YeI0BeKa. AMUHOKHCIOTHI aKTUBHO YYaCTBYIOT B CUHTE3€ OCJIKOB,
0COOEHHO B MBIIIEYHOMN TKaHU, UTPAIOT POJIb B SHEPTETUKE U META00JIM3ME HEPBHBIX KIIETOK.

JIEWUNHO3
(BOJIE3Hb MO4YU C 3AMMAXOM KJIEHOBOIO CUPOIIA)

IIpuunnbl. B ocHOBE 3a001€BaHUs JICKUT ayTOCOMHO-PEIIECCUBHO HacaeayeMbIil (epMeHTa-
THUBHBIN OJIOK OKUCIIUTEIBHOTO JEKapOOKCHIINPOBaHNS KETOKUCJIOT € Ppa3BeTBJICHHOM enblo, (Ya-
crota 1:180000) oOpasyromuxcs Ipu pacraje JeHInHa, H30JeHIIMHA, BaTMHA. DTy PEaKIHIO OCY-
1iecTBIIgeT (ePMEHTATUBHBIN KOMIUIEKC JerHAPOoreHa3a o-KeTOKUCJIOT ¢ Pa3BeTBJIEHHOI 1eNblo.

IIaTorene3 0 cux MOp OKOHYATEIHHO HE BBIACHEH. HO, Tak Kak M3BECTHO, YTO JICUIIMH aK-
THUBHO TIOTJIONIAETCSI HEPBHOM TKAaHBIO, BEPOSTHO, HAPYIIAETCS €0 POJIb B SHEPTETUKE HEPBHBIX KIIE-
TOK ¥ CHUHTE3€ MUEITUHOBOUW 000710ukn. OOHApYKEHO TaK)Ke MOHWKEHNE aKTUBHOCTH TITyTamaT-Jie-
KapOokcunasel U obpazoBanusi [AMK B Mo3re OOJIbHBIX MO BJIUSHUEM TMOBBIIICHHBIX KOJIHYECTB
Pa3BETBIEHHBIX KETOKHUCIIOT.

HemooxucneHHbIe KETOKUCIOTHI BBIICSIOTCS C MOYOM M MIPUIAIOT € crieluUIeCKUi 3amax.

Kiannunuyeckass kapruna. Knuanuecku 3a0oeBaHuE MPOSBIACTCS HA TIEPBOM HEJENE KU3HH
PBOTOM, IPOH3UTEIBHBIM KPUKOM U IMOSIBJICHUEM XapaKTEPHOTO 3araxa MOYM, HAIOMUHAIOLIETO 3a-
Iax KJI€HOBOTO CUPOIIA, KapaMellu, IEPEKIKEHHOT0 caxapa Uiu OTBapa OBOLIEH.

OIDHOBPEMEHHO MOSBIIAETCS HEBPOJIOrHYECKasi CHMIITOMATHKA: OTCYTCTBUE CYyXOKHIIBHBIX
pedIiekcoB, MblllIeYHasi TUIIOTOHMSI, TeHEPATN30BaHHbBIE U OYaroBbI€ CyIOPOTH, HapyIlIeHWEe pUTMa
apixaHus. OTMeuaeTcs: 3aMeIJIEHHOE TICUXOMOTOPHOE pa3BUTHUE, B NaJbHENUIIEM — YMCTBEHHAs OT-
cTanocTb. Bo3M0OXHO pa3BUTHE KOMATO3HOTO COCTOSIHUS, PAHHUH JIETAJIbHBIN UCXO/,.

OcHoBBI JieyeHHsl. JIeueHue OCyIEeCTBIIAETCS TOJBKO JUETON ¢ UCKIOYEHUEM COOTBETCTBY-
FOLIUX AMUHOKHCIIOT.

WU30BANEPATALUUOEMUS

Cxo/HYI0 ¢ TEHIIMHO30M KapTHHY UMEET U CBsI3aHHOE ¢ AedekToM n3oBanepuia-SKOA-aeru-
poreHasbl H30JIMPOBAHHOE HapyllleHue oOMeHa JieilinHa — u3oBaJjieparanuaemMus. Hekotopeim oT-
JTUYHUEM OT JICHIIMHO3a SBIISETCS MOSIBIIEHUE Y O0IBHBIX 3amaxa "MOTHBIX HOT'"', HIYILEro OT Teja.
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NH3* CH3 THs" CH3 NH3* cHj :
HC—CHy—CH—CH3 H(I:—CH—CH3 HC—CH—CHy—CHj
coo- coo- coo- -
JenuvH BanuH M3onenumH

TpaHcamuHupoeaHue

o = - - -
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CoortsetcTaytoLme eHounn-SKoA-acbupbl

/\MG:MJ'IMaJ'IOHaT /\AueTMJ'I-SKOA

-AMuHOM300yTUpPaT
Auetun-SKoA MponuoHun-KoA

Auetoauetar /
MponuoHnn-SKoA —» MeTtunmanonnn-SKoA ——» CykumHun-SKoA

CxeMma 3TanoB kaTadoJnu3Ma aMUHOKHCIIOT € pa3B€TBﬂeHHOﬁ HENMbKO
1 KOHEYHbIC NMPOAYKTHI Mpouecca

OBMEH TPUNTODAHA

[TocTtynaromuii B coctaBe O€JIKOB MUIIM TPUNITOPAH B OCHOBHOM HCIIOJIb3YETCS Il OMOCHH-

Te3a OeJIKOB OpraHu3Ma U TOPMOHA MeNaTOHWHA. MeTaboau3M OCTalIbHOM YacTH OCYIIECTBIIAETCS B

TpeX HaIPaBJICHUAX, KOTOPbIE CJIOKHBI U HA HEKOTOPBIX Y4aCTKaX NEPEKPEIIUBAIOTCS JPYT C IPYTOM.

[TpuHIMIHATEHO MOYKHO BBIJICIUTD CIEIYIOIINE MTyTH:

1. KunypenunHoBbI#i (OCHOBHOI1) — OKUCJIEHHE U pa3pyIIeHHe HHIOJIBLHOTO KOJIbIa ¢ 00pa3oBaHUEM
MIPOU3BOJIHBIX KMHYPEHOBOW U aHTPAHUJIOBOM KHUCIOT. B OJHOM M3 OTBETBJIEHUI 3TOTO MyTU
onHa u3 60 Monekyn TpunrtodaHa MpeBpanlaeTcs B HUKOTHHOBYIO KUCJIOTY, Oojblllasg 4yacTh
Tpuntodana pacrnagaercs 10 anetui-SKoA.

2. CepOTOHMHOBBII TyTh — OKUCIICHUE JI0 S-OKcUTpUNTO(haHa u nanee npeBpaiieHrue B CEpOTOHUH
Y MEJIAaTOHUH.

3. Uua0abHbli TyTh — 00pa30BaHie WHIOIBHBIX MPOU3BOAHBIX, KOTOPBIE 3aT€M KOHBIOTUPYIOTCS U
BBIBOJISITCSA C MOYOM.

CUHOPOM XAPTHYIMNA (TPUMNTOPAHYPUSA)

XapTHy! — UMs 60JIBHOTO, POJUTENIN KOTOPOTO ObUIN ABOIOPOIHBIMH OpaTOM U CECTpPOi

ITHOJIOTUS. AYTOCOMHO-pEIIECCUBHOE 3a00JIeBaHNE, TOMO3UIOThl BCTPEUYAIOTCSI C YAaCTOTON
npumepHo 1:16000. ITpu cunapome XapTHyna B pesynbTare JedeKTa TpaHCIOPTHOTO Oenka uis
HEHTpaJIbHBIX aMHHOKHUCIIOT SMUTETHOIUTOB BO3HUKAET CHUKEHUE BCAChIBAaHUS (MaibaOCOpOIIHs)
TpuntodaHa B KUIIEYHUKE U YMEHbIICHHE ero peadbcopOLnu B KaHAJIbIaX MOYEK.
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IMaTorene3. OTMeuaeTcsi TUIICPAMUHOAUYPHS C OTCYTCTBHEM TPUTITO(AHA B KPOBH, B MOUE
npeo0IagaroT Ipou3BogHbIe Tpunitodana. Tak kak TpuntodaH HEOOXOAUM ISl CHHTE3a SHIOTCH-
HOro ButamuHa PP, To KiInHMYECKast KapTUHA XapaKTepU3yeTCs IPU3HAKAMHU HEJIOCTATOYHOCTU BU-
tamuua PP.

CHz—(l:H—COO_ Tpunm°¢an. HO CHz—TH—COO_
MOHOOKCU2€eHa3a m
+ * —_———
@'U/ NH3 NA NH3 1

TpuntodaH 5-OkeutpunTtodhaH
I 02 H20
Tempazudpo-
Okucnerme | 6uonmepuH gueudpo-
ruapon3| uonmepuH Hexap6okcunasa
Mupudokcane-
v Co2 ¢ocgpam
KuHypeHuH

' NHz

2-Akponeun-3-amvHodymapat

OkuncrneHue K HO CH—CHj
AnaHuH @:ﬂ/ |
H

CepoToHUH
/\ ®ocgpopubosun- N-aueTMﬂMpOBaHMeI
/ \ / dugpocgpam O-metunuposarme |
4 L (o0 * e
/ \ H MenaToHuH e"‘v‘v\e
\ ,ATO o e
/ W~
/ \L we'>”
/ \ (o107 Y
» A MeTookcumHaonaueTar
Auetun-SKoA HAOY ———» HA®* |
v
AT® ane KoHbroraums B nevyeHu

u BblgesieHue

[Tyt metabonu3ma Tpuntodana

Kiannuyeckasi kapTuHa. Y maiueHToB HaOJIIOAAIOTCS JI€PMATOJIOTHYECKHe, HEBPOJIOruie-
CKHE U TICUXWYECKHE MPOSABIICHUS MeUIarpbl, (POTOUYBCTBUTENbHAS KOXKHAS ChIlb, SMOLIMOHAIbHAS
1abUIIBHOCTD, BO3MOKHBI SHIIe(aIonaTus, Mpexo/aiias MO3KEUKOBasi aTaKCHs.

OAHMM U3 CUMIITOMOB SIBJISIETCSI CUMIITOM TOJIyOBbIX MEJ€HOK, BOZHUKAIOIIUNA M3-3a TOTO, YTO
M30BITOK TpUNTO(aHa B KUIIEUHUKE MO ACWCTBUEM MUKPOQIIOPHI MpeBpaliaeTcs B MHAWKAH, KOTO-
PBIii BBIBOJAUTCS C MOYOM U OKHCIISIETCS B MHAUTO CUHETO I[BETA.

OcHoBbl JieueHusi. CUMITOMBI 00JIE3HH YMEHBIIAIOTCS WK JJaKe UCYE3aI0T MPU KOPMIICHUH
pebeHka MpoAyKTaMu € BHICOKUM cojiepkaHueM Oernka (4 T Ha 1 Kr Macchl Tena B JIeHb) U Jo0aBJie-
HHUEM HHUKOTHHOBOM KUCIOTHI (110 40-200 Mr 4 pa3a B JieHB).

OBMEH APTMHUHA

ApPruHUH SBIISIETCA MOJIOXKHUTEIBHO 3apsSHKEHHON M YCIIOBHO HE3aMEHHMMOM aMUHOKHCIIOTOM.
[lonsTHE YCIOBHO-HE3aMEHUMAs UCIIOJIB3YETCS 110 TOM IPUUYUHE, YTO y JETEW U MOAPOCTKOB, Y TO-
KHJIBIX JIFOZIe CUHTE3 aprUHUHA He MOKPhIBAeT NOTPEOHOCTH OPraHu3Ma.

ApryuHMH B TKaHSX BXOJMT B COCTaB OEJIKOB M, B YACTHOCTH, TMCTOHOB, PETYJIHUPYIOLIUX CO-
crosinue JJHK. Merabonm3m apruHuHa o apruHa3HoOMY ITyTH BeET K CUHTE3Y PEryIsTOPHBIX MO-
JMaMHUHOB cliepMHHa U cnepmuauHa. [Ipespanienne no NO-cHHTa3HOMY ITyTH UCTIONb3YyeTCs JUIs
oOpa3oBanus okcujia a30Ta (NO), BEIIOTHSIOMET0 (YHKIUIO MECCEHKepa. APrMHUH UCHOJIb3YeTCsI
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B OPHUTUHOBOM LHUKJIC MOYEBHHDLI, I[TPU CUHTC3C Kp€aTUHA, BLIINOJIAIOIICTO (bYHKI_[I/IIO 3araCHoro

Makpoospra.
/ MouesuHa
NH3* NH,* / KpeatuH

HC—CHy—CHy—CHy—NH—C—NH, > Bernku
coo- > ArmatuH

AprvHUH §: Oxcug asota

MonuamuHbl

[Tyt npeBpalieHus apruHuHa

CUHTE3 OKCHUJA A30TA

Oxkcun azota oOpaszyercst pu pepMeHTAaTUBHOM OkuclieHnn L-aprununa. [lporecc crnoxxeH u
karanmuzupyetrcss NO-cuntazamu (NOS), kodakropamu B peakiuu BeictynatoT HAJI®H, TeTparua-
pobuontepun, ®AJl u ®PMH.

*H3zN—CH—CO00~ *HzN—CH—CO00~ *H3N—CH—CO00~

e e ¢H

2 2 2

+ +
<::H2 HA,C{OI-UHG’ (:2H2 1/2 HAQoH+H*+ 172 HAR® c::Hz
CH CH CH
[* > |2 > & + NO
riJH m rlu-l /\ riJH
C=NHy* 02 s (I.‘.=N—0H 02 Hts <|:=o
NH, 2 NH, 2 NH,
AprvHuH mapokcuaprHnH UwvTtpynnuH

Peakuus cuHte3a okcuaa azora (NO)

Oxcun a30Ta 001a7a€T MIMPOKUM CIIEKTPOM OHOJIOTUYECKOTO JICHCTBHS:

UTPaeT KIFOYEBYIO POJIb B PErYISIIUN COCYAUCTOTO TOHYCA,

paccialser TIaIKyro MyCKyIaTypy,

MPEJOTBPAIACT arperao TPOMOOIIUTOB U aIre310 HEUTPO(DUIIOB K SHIOTEIHUIO,

SIBIISICTCSI BAYKHBIM HEHPOMEINATOPOM,

o0ajaeT MUTOTOKCUIECKON 1 MUKPOOUIIUIHOM aKTHBHOCTBIO.

B mpakTrueckoM 3/paBOOXpaHEHUH NIMPOKO MCTIOIB3YIOTCS HUTPATCOACPIKAIINE TPOTUBOAH-
TUHAJIbHBIC TIPErapaThl (HUTPOTJIHIEPHH, HUTPOCOPOHA, AMHUJIHUTPHUT | Jp.), Je4eOHbIN dhdeKT
KOTOPBIX 000CHOBAHO CBSI3BIBAIOT C X CIIOCOOHOCTHIO BEICBOOOKIATh B OPTraHU3ME OKCH/T a30Ta.

O O O O O

CUHTE3 NOJINAMUHOB

JlelicTBUE apruHasbl Ha MOJIEKYJly aprMHMHA IPUBOAUT K 0Opa30BAHUIO MOYEBUHBI M OPHU-
tuHa. OpHUTUH JAekapOokcuiaupyercs 10 IyTpecuuHa. [lyrpecuuH B3auMOJEHCTBYeT ¢
S-MeTnnaIeHO3UH-—TOMOLMCTEaMUHOM (TIPOM3BOJHOE S-aJ€HO3WIMETHOHUHA, TAaK)KE Ha3bIBaeTCs
S-a/IeHO3WI-METWIITHOTIPOITMIIAMUH) U TIOCJIEJOBATENILHO MOJIyyaeT OT HEro NponujiaaMuH. B urore
B JIBYX peakLusiXx 0Opa3yloTCs MOJIMAaMHUHbBI CIIEPMHUMH U CIEPMHMH. OTH BBICOKOAKTUBHBIE Bellle-
CTBa COJIepKaTcs B KJIETKaX BCEX THUIIOB M XKM3HEHHO HEOOXOAMMBI Ul UX HOPMAJIBLHOIO POCTa U
npoiudepanuu.

CriepMHH ¥ CLIEPMUIUH:

o B3aumozerctByoT ¢ JIHK, PHK n Hykneonporennamu,
o CIY)XaT peryisiTopaMu aKTUBHOCTU ()epMEHTOB TPAaHCKPUIILIMH, PEIUIMKALIMU U perapaluu,
o abCOJIIOTHO HE3aMEHHUMBI IIPU CUHTE3€ 0JIHOTO U3 ()aKTOPOB MHUIIMALUH TP TPAHCIIALINY,
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PETYIUPYIOT MPOLECC MOJMMEPH3AIINHU TYOYITHHA.
o y4acTBYIOT B Peryisiuy Tpancropra nonos Ca®* u monos K*.

Ccoo~

HC—CHy—CHy—CHj
NH3*+

NH3+
OpHUTUH
OpHumun-
dekap6okcunasa
TMupudokcansb- co
¢gocgpam 2
NH3* CHj
THz—CHz—CHz—CHz HC—CHy—CHy—S*— AneHoaun
NH3+ NH3* (I:OO_
MyTpecunH S-afeHO3UNIMETUOHUH
Crnepmudun- AdeHo3unMemuoOHUH-
iy ":' —— dexap6okcunasa
CH3 co, Mupudokcans-
| ¢gocgpam
S— ApeHosun ‘/
S-MeTUNTNOaAEHO3NH
v NH3+ CH3
NH3* CHy—CHp—CH;—CHy

CHa —CHy—CHy—S™— AneHoaun
CH—CHa—CH—NH,+ NH3+

S-MeTunageHo3MHroMoLMcTeEaMuH
CnepmuauH

CnepmuH-
cuHmasa
il
S— ApeHosun J
S-MeTUNTUOaAEHO3UH
 /

NH3* CHp—CHp—CH;—CH, NH3*
CHy—CHy—CHy—NH* NHp*—CHy—CH,—CH,
CnepmuH

Peakuuy cMHTE3a MOTMaMHHOB CriepMuanHa U CricpMrHa



CTPOEHWE W OBMEH HYKJIIEOTUAOOB

BHEWHWN OBMEH HYKNNEOMNMPOTEUHOB

Hykneotuapl moCTynaroT B OpraHu3M C IMHIICH, TJIAaBHBIM 00pa3oM, B COCTaBE HYKIICONIPOTEHU-
HOB. [lociie BO3AEHCTBUS POTEOIUTHUECKIX (DEPMEHTOB KeNyaKa U KAIICYHHKA U3 HUX OCBOOOXK-
JA0TCSl HYKJIEMHOBBIE KUCIIOTHI U OENKOBasi 4acTh. benku nepeBapuBaroTCss OOBIYHBIM HOPSIKOM,
HYKJIEHHOBBIE KHCIJIOTBI C TIOMOIIBIO JIOTIOTHUTENbHBIX (hepmeHTOB. [laHkpeaTnueckuil cok conep-
KUT pUOOHYKJIea3bl U 1e30KCHPUOOHYKIIea3bl, THAPOIU3YIOLME HYKJIEMHOBBIE KUCIIOTHI /10 MOJIH-
HYKJIEOTH/IOB.

HykneonpoTenHb!

Benkn HyknenHoBble KucnoThbl

Pu6oHnyknea3sbl

npomeaaul HesokcupuboHyknea3sbi

TN — MonuHykneoTnabl

Monuxykneomuda3sbl

Hykneotuapl

Hykneomudassbi
@®ochamasel docar

Hykneoauapl

Hykneo3uda3sbil Piibosa

MypvHBbI
MupyMuanHel

Peakuun rnepeBapruBaHusd HyKJICOMPOTEUMHOB U HYKJIEMHOBBIX KHCJIOT

[Tocne neicTBUSA MaHKPEaTHYECKUX HYKIIea3 MOJHHYKJIe0THAa3bl (1iu (ochoamicrepasbl)
KHIIEYHHUKA TMAPOJU3YIOT HYKIEHHOBBIE KHUCIOTHI 10 MOHOHYKJIECOTHAOB. [lanee, nmox nencreuemM
HyKJeoTHAa3 U (ocharas npoucXoIuT rUAPOIN3 HYKICOTHIOB A0 HYKJIE€O3UI0B, KOTOPbIE OO
BCACBIBAIOTCS, MO0 NOJ JeHCTBUEM HYKJIEO3WAA3 CIM3UCTON KUIIEYHUKA JErpajupyroT 10 IMypH-
HOBBIX Y IMPUMHUIMHOBBIX OCHOBAHUM.

B npocsete KullleYHNKa ITypUHOBBIE OCHOBAHMSI MOT'YT IOJBEPraThCs OKUCIEHUIO 10 MO4YEBOM
KHCJI0ThI, KOTOpasi BCACBIBAETCS U 3aTEM BBIIEIAETCS ¢ MOUYOU. boJiblias yacTh T€X IIypHUHOB, YTO
BCOCAQJIMCh, B SHTEPOLUTAX TAK)KE OKHCJISACTCH B MOYEBYIO KUCIIOTY, IIPU 3TOM HE IIPOUCXOAUT UX
Iepexo/a B KpOBb, B JIpyTrue KJIETKU U BO BHOBb 00pa3yroIHecs: MOJIEKYJIbl HYKJICOTUIOB U HYKJIEU-
HOBBIX KUCJIOT.

Kak 1 mypunsbl, cBOOOAHbIE MUPUMUIMHBI B OCHOBHOM KaTa0OJM3UPYIOT U BBIJCISAIOTCS 0€3
UX HUCIIOJIb30BaHMs B OPraHU3ME.

Taxkum 00pazoM, HyKJIIEHHOBBIE KUCIIOTHI W/WIN OTJENbHbIE MOJMHYKICOTH bl MUIIEBBIX MPO-
JOYKTOB HE MOCTYIAOT U3 KUIIEYHUKA B KDOBOTOK M HE BBICTYIAIOT B POJIM MOCTaBLIMKA HENOCPEN-
crBeHHbIX npenmectBeHHrkoB JIHK u PHK knerox opranusma. M XoTs miekonuraronye notpeo-
JSIOT 3HAYUTEIIbHBIE KOJINYECTBA HYKJIEMHOBBIX KHCIOT U HYKJIIEOTUIOB, UX KU3HEIEATEIBHOCTD U
TEHOTHII HE 3aBUCSAT OT BCACBIBAHMS TUX BELIECTB MJIM COOTBETCTBYIOLINX IIPOJYKTOB pacmasa.
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NMYPUHOBbLIE HYKNEOTU[bI

CTPOEHMWE NYPUHOBbLIX OCHOBAHUW U HYKNEOTUOOB

K IMYPUHOBBIM a30TUCTBIM OCHOBAHHAM OTHOCAT aACHHWH U I'YaHHH. FI/IHOKCB,HTI/IH, KCaHTHH U
MOYECBasA KUCJIOTA ABJAKOTCA KOHCYHBIMHU IMPOAYKTAMU oOMeHa IIYpUHOB B OpPraHMU3MC 4YCJIOBCKa U
OOJIBIIMHCTBA MJICKOIIMTAOMIUX U ITTHUII.

. NH2 (0] (o} (o] (0]
5
1N;j5iN N7 - HN i HN % HN " HN N
SO0 D U0 10 °
2k\§ - k\N l o HZN)\\N l N k\N I N O)\NHl N O)\N l >=

g NH
[MypuHoBOE KOMbLO

ALEHWH [yaHuH [MNokcaHTUH KcaHTuH

MoueBas kucnota
CTpoeHHne OCHOBHBIX NPECTaBUTENEH MypPUHOB

Ha ocHOBe a30THCTBIX OCHOBAaHHMH CHHTE3HPYIOTCS HYKJICO3UABI, MPEACTABIAIONINE COOOM
KOMOHMHAIINIO a30TUCTOT0 OCHOBAHMS U pUO03bI (MIIH 1€30KCUPHOO03BI).

NH2

(0]
N~ N HN N HN "
> % >
k\Nl N HzNJ\\Nl N k\ | N
HOCH3 |

N
HOCH HOCH
OH OH

OH OH OH OH
AOEHo3MH

[yaHo3uH WHO3nH
CTpoeHne OCHOBHBIX NpeACcTaBUTENEl MypPUHOBBIX HYK/I€03110B

[IpucoenuHeHreM 0JIHOTO, ABYX MJIM TPEX OCTATKOB (hOCPOPHON KUCIOTHI K HYKJICO3HUY AO-
cTuraercs 00pa3oBaHUE COOTBETCTBEHHO HYKJICO3HI(MOHO-,1-,TpH)(HochaTos.

NHp NH2
N N
N7 N7
D |
& s
N~ N N~ N
P00
or-f—0—f—0—f—0—Cllg, ®-@-@—-0-¢Hz,
o 0 O
OH OH

OH OH
CTpoeHue MypHHOBBIX HYKJICOTUAOB Ha MpuMepe ajaeHO3UHTpUpochopHOoit kucinotTel (ATD).
[Toka3aHbl JBa BApHAHTa HAMKMCAHUS CTPYKTYPHI.
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CUHTE3 NYPUHOBbLIX OCHOBAHWUWN U HYKNEOTUAOB

CuHTe3 IMypHHOBBIX OCHOBAHUI MPOUCXOJIUT BO BCEX KIETKAX OPraHU3Ma, TJIaBHBIM 00pa3oM
B IICYCHU. VICKITFOYCHUE COCTABIISIOT SPUTPOLUTHI, HOJTUMOPPHOSICPHBIC JICHKOIUTHI, TUM(OIIUTHI.

VY Ci10BHO BCE peakliuy CUHTE3a MOYKHO pa3JeiuTh Ha 4 JTana:

1. Cunre3 5'-¢pochopudoznnamuna.

Pu6030-5-docdar sBisiercs TeM sIKOpeM, Ha OCHOBE KOTOPOTO CHHTE3UPYETCS CIIOKHBIN ITypH-
HOBBI UKL [lepBas peakiusi CHHTE3a IyPHHOB 3aKIII0YACTCsl B AKTUBAIMU YTJIepOia B TIEPBOM I10-
JokeHuu pubo030-5-pocdara, 3To mocturaercs cuHTe30M S-hochopudosmi-1-mudocdara (PPAD).

Bropas peakuusa — 3to nepenoc NHo-rpynnsl riiyramuna Ha akTuBupoBaHHbIA aToM Ci1 pu-
0030-5-(hocdara ¢ obpazoBanuem S-pochopubozmnamuna. Ykazannas NHo-rpymnma docdopudosn-
JaMUHA yXKe MPUHAUICKHUT OyyIeMy ITYpUHOBOMY KOJIBILY M €€ a30T Oy/JeT aToMoM Homep 9.

®—O—CH20 P - ®—O—CH20 ®PA®-amud- ®—O—CH20 NH2
cuHmemasa mpascgepasa
H ﬁ' NONG) Fﬁ'
OH OH OH OH OH OH
AT® AM® rnyTamuH 20y
MmyTtamar
e docthoprbosun- i
Pu6o3o-5-pocar ancpocehar 5-dochopurboannammH

Peakuun cuntesa S-¢ocdopudosnnammuna

2. Cunte3 nnosuamMonodochara (MMD). 5-dbochoprnboznnamuH BoBIEKaeTCsl B ACBAThH pe-
aKui, U B pe3yibTaTe 00pazyercs MepBblil MypUHOBBIN HYKI€OTH ] — MHO3MHMOHO(ochopHas Kuc-
nota (MM®). B 3Tux peakiusx UCTOYHUKAMHA aTOMOB ITYPUHOBOTO KOJIbIIA SIBJISIFOTCS TUIMIIMH, ac-
MapTar, eIle 0JIHa MOJIEKYyJla IIIyTaMuHa, YIJIeKUCIbId ra3 u npousBoaubeie TI'OK. B nenom Ha cun-
Te3 MypUHOBOTO KOJIbIIA 3aTpaurBaeTcs sHeprus 6 mouekyn ATO.

CO2 muumH

AcnaptaTt

i N ¥ <—— N5 N10-merenmnn-TroK
N N

)
N10-popmun-TroK 3 \ /

mytamuH

M cTOUHUKN aTOMOB MNyPUHOBOTIO KOJIbLIA

3. Cunre3 ageHo3unMoHopochara (AMD) u ryanozmamonodocdara (IMD).

I'M® obpa3zyercs B AByx peakuusx — cHauana UM® okucnsiercs UM ®-aeruaporenas3oi 1o
KCaHTO3WIMOHO(ochaTa, HCTOYHHMKOM KHCIOpoa SIBISETCSA BOJa, akienTtopoM Bogopoaa — HAJI.
[Tocne storo pabotaer 'M®-cuHTeTa3a, OHA KCIOJB3YEeT YHUBEPCAIbHBIA KIETOYHBIA JOHOP
NH2-rpynn — riryraMuH, HCTOYHUKOM SHEPTUu JJIs peakuuu ciayxut ATO.

AM®O Taxxe oOpasyercs B JABYX peakiusix, HO B KauecTBe JoHOpa NHp-rpymnmsl BeICTyMaeT
acraparuHoBasi KUCJoTa. B nepBoi, aIeHHI0CyKIMHAT-CHHTETAa3HOM, PEaKly Ha IPUCOEIMHEHNE
acnapTara Hcnojib3yercs 3Heprusa pacnaga ['Td®, Bo BTOpoil peakiuy aJeHWIOCYKIMHAT-JINA3a
MIPOU3BOJIUT YAAJCHUE YAaCTH aclapariHOBOM KUCIIOTHI B BUJe pymapara.



biokhimija.ru TumunH O.A. Jlekumm no obuier Guoxmnmmm (2020r) 149

HOOC—CH—CH;—COOH

o,
()
C‘o‘l 00000 y "
/ﬂ N | \>
rre 2. k\N N
Acnaprar
coon H20 ®-0-CHy |
NH, roo+oy
OH OH OH OH
KcaHTosnnmoHodochat AgeHvnocykunHaT
FmytamuH
AT®
AdeHunocykyuHam-
rM®-cunmemasa nuasa
Afld+dy J
nyTtamar HOOC~ ~~coom
v
dymapat
0 NH3
N N
T LY
N ks Aoy
HoN N N
®—O—CH20 ®—0—CH20
OH OH OH OH
Mo AM®

Peakiiun cunteza AM® u 'M®

4. OopazoBanue nykjaeosuarpupocdaro ATO u I'TO.
Cunre3 'TO ocymiecTBisieTcs B 2 CTaUHU TOCPEACTBOM TMEPEHOCA MAaKPOIPrudecKux (ocdar-
HbIX Tpynn oT ATO.

Hykneo3udmoHogocham Hykneo3zuddugocgham
KUHa3a KUHa3a

Mo m > Ao /_\ > [T
ATo Ao ATo Ao
o Aﬂ@\ \,

AM® U > ® > ATO
Hykneosudmonoghocgham AT®-cunmasa
KuHa3a

Peaunu ocdopunuposanus HykieosuamoHodocdaros u Hykneosuaanpocdaron

Cunte3 AT® mpoucxoaut Heckonbko nHaue. AJI® u3 AM® obpaszyercs Takxke 3a CueT Mak-
poapruueckux cBsizet AT®. J{ns cunreza ke AT® uz AP B MHUTOXOHIPUAX €CTb (PEPMEHT
AT®-cunraza, oopasyromuit AT® B peakusiX OKUCIUTEIBHOTO (PochOopHInpOBaHHUSL.
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PErynauunsa CUMHTE3A NYPUHOBbLIX HYKIIEOTUAOB

BHyTpl/IKJ'IeTO‘-IHaFI perynauuna

Perymnsiuus cuHTe3a MMypUHOB MIPOUCXOJUT IO MEXAHU3MY OOPATHOM OTPMLATEJLHOM CBA3H,
T.€. IPOJIYKT peakluu (WIX COBOKYITHOCTH PEAKIMil) MHIMOUpPYET HavalbHbIE 3Tarlbl npouecca. Jlis
CHHTE3a IIYPUHOB TaKUMU MHTHOUTOpaMu sBIsitOTCSI AM® u 'M®. M@ Gnokupyer nepBbie ABe
peakuuu cuaTe3a UM®, a takxe UM®-nerunporenazuyto peakuno. AM®D O61okupyer neppyto pe-
akuuo cuHTe3a MM® u aieHnnoCyKIIMHATCUHTETa3HYIO PEAKIIHIO.

KpomMme 31010, nmeercs noJ10KuTe1bHas NepeKpecTHas peryisinus co CTOpoHsl ATO uI'TO,
a MMEHHO — KaK YYaCTHUK PEaKLUM Ka)KIbIM U3 HUX OKa3bIBACT CTUMYJIMPYIOIIEE BIMSIHUE HA CUHTE3
JPyroro HykJeoTuaa. D10 3akiatodaercs B ToM, uto AT®, npunumas yyactue B ' M®-cunTeTazHoi
peakuuu, obdneruaer cunre3 [’ M®; B cBoto ouepenp, ' T sBusieTcs TOHOPOM SHEPTUU JIJIsl CUHTE3a
AM®, yyacTBys B aICHWJIOCYKIIMHAT-CUHTETa3HOW PEaKIINH.

[MupumuanHoBeIi HykiaeoTu 1 TumuanHupocdar (TAD) Takxe 6nokupyer pepment @PAPD-
CHHTeTAa3y, 4yTo CHWXKaeT cuHTe3 OPJID, KOTOPHIN UCIIONB3YeTCs IIPU CUHTE3€ KAK ITYPUHOB, TaK U
MMAPUMHTUHOB.

INekapcTBeHHas perynaumns

[Ipu pa3zpaboTke HOBBIX IPOTUBOOIYXOJIEBBIX CPEACTB OBLIH MPENTI0KEHBI HHTUOUTOPBI TAKUX
bepmenToB kak OPJIdD-amuarpanchepasa (azocepuH, auazoHopaeiiuun), UM®-aeruaporenasa
(MukodeHoI0Basi KHCI0TA, 6-MepKANTONMYPHH ), 3/ICHUIOCYKIIMHATIIHA3a (6-MepKANTONYPHH).

Pu6030-5-chbocar TuMUAVH-

© ®PA®-cunmemasza H— audocdar

dochopubosmngudocdar

@®PA®-amud-mpanchepasa o

5-chocchopmbosnnammH
nMo
HM®-3de2udpozenasa AdeHunocykyunam-
cuHmemasa
KcaHTosunmoHodocdar ® AneHvnocykumHaT

FM@®-cunmemasa

AM®

ATO

Perynﬂumi CHUHTE3a MYPUHOBLIX HYKJI€COTHA0OB
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PACnAO NYPUHOBBLIX HYKNEOTUOOB

Haunbosiee akTHBHO KaTabOIM3M IyPUHOB MJIET B MIEYCHU, TOHKOM KUIIIEYHHUKE (ITUILEBBIC ITy-
puHBI) ¥ o4kax. Peakuyuy pacnazna nypMHOB MOXHO YCIOBHO Pa3A€IuTh HAa 5 CTauil:

1. dedpocdopunupoBanne AM®D u I'M®D — epmenT 5'-HyKI1€0THIA3A.

2. l'maponutryeckoe oTiiernienne aMuHorpynsl ot Cg B afieH03uHe — pepMeHT Ae3amuHa3a. O6pa-

3yeTcsi HUHO3HH.

3. Ynanenue pu0o3bl OT MHO3HHA (C 00pa30BaHMEM I'MIIOKCAHTHUHA) U I'yaHO3MHA (C 0Opa3oBaHHEM

Ir'yaHHHA) C €€ OJIHOBPEMEHHBIM QochopunpoBaHueM — pepMeHT HyKJIeo3uadochopuiaza.
4. Oxucnenne Cy MypuHOBOTO KOJIBIIA: TUIIOKCAHTHH TPU 3TOM OKHUCIISETCS 0 KCaHTHHA ((pepMeHT
KCAaHTHHOKCH/Ia3a), TYaHHH Je3aMUHHUPYETCS JI0 KCAaHTHHA — ()EPMEHT Ae3aMHHAa3a.

5. Okucnenue Cg B KCAHTUHE C 00pa30BaHUEM MOYEBOM KHCIOTHI — (PEPMEHT KCAHTHHOKCHAA3A.
KoHeunbsIM MpoyKTOM pacnazia mypuHOB MOY€EBas KUCJIOTa ABJIAETCS y YEIOBEKa, IpU-
MaTOB, OOJIBIIMHCTBA MIJIEKOTIMTAIONINX W MTHUIL. Y OCTAJIBHBIX )KUBBIX OPraHU3MOB MO-
4eBasl KUCJI0Ta IPEBPAIIAETCS B aJUIAHTOMH.

Oxoio 20% MOoueBOIl KUCIOTHI YAAISAETCS C KENUbl0 Yepe3 KUIIEUHUK, TIe OHA pa3pyllaercs
mukpodiopoit 1o CO2 u Boasl. OcTanbHas 4acTh yaanseTcs 4epe3 MOUKH.

PEYTUNU3ALUUA NYPUHOBbIX OCHOBAHUMN

Peyrunuzanus myprHOBBIX OCHOBaHHUH — 3TO MPOIIECC MOBTOPHOTO X UCIONIb30BaHUs. OH 0CO-
OEHHO aKTyaseH B ObICTPOPACTYUINX TKAHAX (IMOpHOHAIbHAS, pETeHEPHUPYIOLasi, OyX0jeBas), KO-
I/1a aKTUBHO UJET MPOLECC CHHTE3a HYKJIEMHOBBIX KUCIOT M HEAOMYCTUMA MTOTEPSI UX MPEIIeCTBEH-
HUKOB.

Mo Mo
A A

2 q)H 4\ /’ 20y
FunokcaHmuH-2yaHuH-

¢ocgpopubosun

mpaHcgepa3sa
¢ocdaopu6osun-j k ®docchopubosun-
aundocdar Aaudocdar

vnokcaHTVH l'yaHuH

Cxema pEeyTHUIIN3alui r'yaHnHa U rMInOoKCaHTUHa

CyIIHOCTh PeyTHIIH3AIMHN 3aKJII0YACTCs B IPUCOSANHEHHH K aJICHUHY, TYaHUHY HITH THITOKCaH-
TUHY pu0030-5-pocdara u o6pazoBannu AMD, ITMO unun UM®. DTy peakino OCyIeCTBISIOT CO-
OTBETCTBYIOIIKE TpaHchepaspl. Hanboiee XxapakTepHBIM PUMEPOM SIBJISICTCS] PEYTHIIN3AIUS THUIIO-
KCAaHTHHA W T'yaHWHa I0J BIUSHUEM (EepMEHTa THNOKCAHTHH-TYaHuH-(ochopudo3uia-rpancde-
pa3bl. B kauectBe nctounnka pru6o30-5-ocdara ucnonszyercs pochopudosunaudocdar.
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HAPYWEHWE OBMEHA NYPUHOBbLIX OCHOBAHUN

CambIM YaCTBIM HapylIeHHEM 0OMEHa IyPHHOB SIBIISIECTCS TOBBIIECHHOE 00pa30BaHNEe MOUEBOM
KHUCJIOTBI C pa3BUTHEM IHIIePYPHMKeMHH. B 3aBUCUMOCTH OT JUIMTEIBHOCTHU U TSKECTH FMIIEPYpPUKE-
MHUS [IPOSBIISAETCS:

1. IosiBnenue To(hycoB — OTIOKEHNE KPUCTAIIIOB MOYEBOM KUCIIOTHI B MEJIKHX CYCTaBax HOT U PYK,
B CYXOXKMJIUSIX, XpALIaX, KOXKe.

2. Hedponaruu ¢ mopakeHHEeM MOYEUHBIX KAaHAJBIIEB M MOUYECKaMEHHAsT OOJIC3Hb.

3. [loparpa.

fMogArpPA

Korpa runepypukemusi IpuHUMAaeT XpPOHUYECKUHN XapaKTep, TOBOPAT O Pa3BUTHUH MOAATPHI
(rpeu. poclos — Hora, agra — 3axBat, J0CIOBHO — "HOTa B KamkaHe').

B kpoBu MoueBas kuciaoTa HaxoAuTcsa B opme ee coseil — ypaToB HaTtpus. PactBopumocTh
ypaToB B IUIa3Me KPOBU HEBEJIMKA U MIPU MPEBBILIEHUH [TOPOTa PACTBOPUMOCTH B Tu1a3Me (0kosto 0,7
MMOJIb/JT) OHU KPUCTAJUTU3YIOTCA B TepUpepUIeCcKUX 30HaX C MOHMKEHHOM TeMIiepatypoii, oOpasys
Todycsl (rped. tophus — mopucteiit kKamens, Tyd). HakamiuBaromecs: B MEXKIETOYHOM BEIICCTBE
ypaTbl HEKOTOpOe BpeMs (DaromuTHPYIOTCSA, HO (ParomuThl HE CHOCOOHBI Pa3PYIINTh MyPUHOBOE
KOJIbIO. B pe3ynbrare 370 MpUBOIUT K rMOENU caMux (arouuToB, K BEIXOAY JIM30COMAIbHBIX (ep-
MEHTOB, aKTUBAllUU CBOOOJHOPAINKAILHOTO OKUCIECHUS U Pa3BUTHIO OCTPOM BOCHAJIUTENBLHOU pe-
aKIuu — pa3BUBaeTcs moaarpuyeckuii aprpur. B 50-75% cioydaeB nepBbsIM Npu3HakoM 3a00JieBa-
HUS SBJISETCS My4YHUTEIbHAs HOUHAs 00J1b B OOJIBIIMX MaJIblIaX HOT.

JlnutenbHOE BpeMsl MOAarpy cUuTaln '00JIe3HbIO0 TYpMaHOB'"', 0JHAKO 3aT€M BHUMaHUE HCCIIe-
JoBaTesnell NepeMecTUIOCh K HacleCTBEHHOMY U3MEHEHUIO aKTUBHOCTH (DepMEHTOB MeTaboau3Ma
MypUHOB:

o yBenuueHue akTUBHOCTH @PJI®-cuHTETa3bl — MPUBOJIUT K U30BITOUHOMY CUHTE3Y ITYPHHOB,
O YMEHBIIICHUE AKTUBHOCTH THIIOKCAHTHH-TyYaHUH-pochopudo3uia-tpanchepaspl — u3-3a
storo ®PJI® He ucnoyib3yeTcs ISl peyTUIIN3alluK TyPUHOBBIX OCHOBAHMI, a yYaCTBYET B IEp-

BOHM peakiuu uX CUHTe3a. B pe3ynbpTare Bo3pacTaeT KOJIMYECTBO Pa3pyLIAIOLUIUXCsS TyPUHOB U

OJIHOBPEMEHHO TOBBIIIAETCS X 00pa3zoBaHUeE.

O6a (epmMeHTaTUBHBIX HapYIICHHUS PELECCUBHBI U cLEMIeHbl ¢ X-xpoMocoMoil. [lomarpoit
ctpagaer 0,3-1,7% B3pocioro HaceleHHUs 3eMHOTO Illapa, COOTHOILIEHUE 3a00JIEeBIIUX MYKUYUH U
xeHIuH coctapisiet 20 : 1.

OcHoBbI neYyeHus

,Z[neTa — CHMIKCHHUC MOCTYIVICHUA NPEAIICCTBEHHUKOB MOYEBOU KHUCIOTHI C HI/IH.[GI71 n YMCHb-
IIICHUEC €€ 06p330BaHI/IH B OpraHusme. I[J'IH OTOI'0 U3 panoOHa UCKIYAar0TCA IIPOAYKTEI, COACPKAIIUX
MHOT'O ITYPHUHOBBIX OCHOBaHUU — KO(I)G, qaﬁ, moxKoJan, MACHBIC ITPOAYKTHI, II€YCHb, KPACHOC BHUHO,
ITUBO. HpeHHO‘{TCHI/Ie OTaacTCA BCFCTapHaHCKOfI JAUCTE C KOJIMYECCTBOM YUCTOU BOJbI HC MCHECC 218
CYTKH.

K nexkapcTBeHHBIM cpeacTBaM JeYeHUs T0- OH OH
Jarpbl OTHOCAT aJ/IJIONYPHHOJI, 110 CTPYKTYpPE CXO- Kcanmun-
o N7 okcuda3sa N7
KM C THIIOKCAaHTHHOM. KcaHTHHOKCHIa3a OKHC- | \'N — | NN
JII€T AJUIOIYPUHOJ B AJUIOKCAHTHUH, U IMOCIJIECIHUMI K\N Nf / H \N Nl

OCTaeTCsl MPOYHO CBSI3aHHBIM C aKTUBHBIM LIEHTPOM
¢bepMenTa 1 MHTHOUpPYeT ero. @EepMEHT OCYIIECTB-
TseT, 00pa3HO TOBOPS, camoyOUliCmeeHHblll Kama- [IpeBpallieHKe a0y PUHOIIA B aJlJIOKCAHTHH
au3. Kak crencTBue, KCaHTHUH HE MpEBpallaeTcs B

MOYEBYIO KHUCJIOTY M, MOCKOJBKY THIOKCAHTUH U

KCaHTHUH JIy4Ille paCTBOPUMEI B BOJI€, OHH 0OJiee JIETKO BBIBOJSATCS U3 OpraHU3Ma C MOYOH.

02

AnnonypuHon AnnoKcaHTuH
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MOYEKAMEHHAS BOJIE3Hb

MouekameHHasi 00JIe3Hb 3aKII0YAETCS B 00pa30BaHUM KPUCTAIIOB (KaMHEH) B MOUEBBIBOIS-
HIUX IYTAX.

MoueKucbie KAMHU B MOYEBBIBOISAIINX ITYTAX OTKIIAABIBAIOTCS IPUMEPHO Y MOJOBHHBI 00JTb-
HBIX mofarpoil. Hanbosiee 4acTo OHM MpeACTaBICHBI B JUCTAIBHBIX KaHAJIbIAX U COOMPATEIbHBIX
TpyOoukax. [IpuunHO OTIIOKEHHS KPUCTAIIIOB MOYEBOW KHCIIOTHI SIBIISIETCS THIIEPYPUKEMUS U TIO-
BBIIIEHHOE BBIBEJICHUE YPATOB HATPHUS C MOYO. [ TTaBHBIM MPOBOIHMPYIOMIMM (DaKTOPOM KPHCTAILIH-
3allMU ABJISETCS YCHWIEHNE KUCIOTHOCTH MOYH.

[Ipu nonmxenHoM pH Mouu ypatbl epexoaiar B MEHEE pacTBOPUMYIO GpopMy (keTodopmy) U
KpUCTAJIJIM3YIOTCS B IOYEYHBIX KaHalbllax. Bo3pacTaer oOpa3zoBaHue ypaTHbIX KaMHEW MpU 3aKuC-
JIEHUU MOYH, YTO IIPOUCXOJUT MPH Pa3INYHbIX aTosIorusx (cM "KuciaoTHo-ocHOBHOE cocTosiHUE").
Taxoxe pH Moun cHM>KaeTCst py M30BITOYHOM ITUTAHUH MSICOTTPOAYKTAMHU, KOTOPBIE COAEPKAT 00IIh-
10€ KOJIMYECTBO HEOPraHUYECKUX KUCIOT, aMUHOKHUCIIOT U HYKJIEMHOBBIX KHCIIOT, U 3TO JIEJIaeT Ta-
KYI0 MUy "KUCIoNU" U ycyryousieT mporecc.

OcHoBbl neveHus

Tax ’xe, kak npu nogarpe, JIe4eHUE CBOJUTCS K OECIIypHUHOBOM TMETE U MCIIOJIb30BAHUIO AJI-
JIONYpHHOJa. B 1onosHeHne pekoMeHIyeTcsl pacTHTeJbHAs AHeTa, IPUBO/AIIAs K 3alle/ladyiBa-
HUIO MOYHM, YTO YBEJMYMBAET B NEPBUUHON MOYe /10J110 00Jiee paCTBOPUMBIX B BOJIE COJIEH MOUYEBOM
KHCIIOTHI — ypaToB. BMecTe ¢ 3TuM, y)xe HMerolnecss KpUCTaJIIbl MOYE€BOM KHUCIIOTHI (@ TaKkKe OKca-
JIATOB) CIIOCOOHBI PACTBOPSTHCS MPH MOALIETAYNBAHUN MOYH.

JlexapcTBEHHOE JIeUeHHE HEMPEMEHHO JIOJKHO COMPOBOXKIATHCS COONIOIEHUEM OeCIypHHO-
BOM JIMETHI C OOJIBIINM KOJIMYECTBOM BO/IbI, B IPOTUBHOM CJIy4ae HEM30EKHO MOSBIEHNE KCAHTUHO-
BBIX KPUCTAJIJIOB B TKaHSIX U KCAHTUHOBBIX KaMHEH B MOYKaXx.

CuHOPOM JIEWA-HUXAHA

bonesnp Jlema-Huxana — 3T0 MOJHOE BPOXKJIECHHOE OTCYTCTBHE AKTUBHOCTH I'MIOKCAHTHH-
ryaHuH-pocopudo3ni-rpancdepaspl, GepMeHTa, OTBEYAIOIIETO 32 PEYTHIN3AIUI0 TyPUHOBBIX
ocHoBaHui. [Ipu3HaK perneccuBHBIN U cleyieH ¢ X-xpomocoMol, yactora 1:300000. Brieprie ero
onucanu B 1964 r B CILIA ctyaenT-menuk Maiikn Jlem u neguatp Yuneam Huxan.

JleTn poxKAarOTCSl KITMHUYECKA HOPMAJIBHBIMH, TOJIBKO K 4-6 MecsIy 00HapyKHUBAIOTCS OTKJIO-
HEHHUSI B Pa3BUTHHU, & UMEHHO — OTCTaBaHHUE (PU3UUYCCKOTO Pa3BUTHS (C TPYJIOM JCPIKUT TOJIOBY), TIO-
BBIIIIEHHAsI BO30OYIMMOCTb, PBOTA, IEPHUOMUECKOE TMOBBIIICHHE TEMIIEPaTyphl. Beienenne MoueBoit
KHCJIOTBI MOYXHO OOHAPY>KHUTh €I PaHbIIIE TI0 OPAH)KEBOM OKpacke mejaeHoK. K KoHIy mepBoro roja
JKU3HU CUMIITOMBI JpaMaTUYECKH HapacTaroT, Pa3BUBACTCS HAPYIICHWE KOOPIWHAIIUN JIBIKCHUM,
X0peoaTeTo3, KOPKOBBIN Mapajind, Cria3M MBI HOT. Hanbosiee xapakTepHbIii TpU3HAK 3a00I€BaHUS
MPOSIBIISIETCS HA 2-3-M TOJIy )KM3HH — ayTOarpeccusi Wi CaMOKaJIeueHHEe — HEOI0JIMMOE CTPEMIICHHE
neTeii KycaTh ce0e TYOBI, SI3bIK, CYCTaBblI MalbIeB Ha PyKaxX U HOTaXx.

Arpeccus O0JBHBIX PaCTIPOCTPAHSIETCS TAKXKE Ha HEXKUBBIE MIPEAMETHI U OKPYKAIOIIHNX JIFOICH.
Hapymienust uHTesIeKTa BRIPAXKEHBI, €ro CHIDKEHUE MOXKeT ObITh 110 1Q~60.

Jleuenue ocHOBaHO Ha OECIYpPUHOBOM TUeTe ¢ OONBIIMM KOJIHMYECTBOM YHCTON BOJBI U C HC-
MOJIb30BaHUEM aJUIOMyprHOJa. [Ipou3BOIUTCS KOHTPOJIb AEATEIHHOCTH MAlMEHTa C TOMOIIbIO (-
3UYECKUX OTPAHUYCHHUHA M IICUXOJIOTMYECKOH Tepanuu.
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NMAPUMUWONHOBBLIE HYKINTEOTWUAbI

CTPOEHVWE NUPUMUOUHOBbBLIX OCHOBAHWUN U HYKNEOTUAOB

K MUPUMHUIUHOBBIM a30TUCTBIM OCHOBAHUAM OTHOCAT TUMHH, HUTO3UH U ypallWJl.

NH,

4 (o} (o} 0
HN;{]S HN | HN | HN | iy HN |
1 76
NA 0" ™A 0" “NH 0" “wH 0" “NH “COOH
I'IMpMKngjv_llﬂngoaoe LiuToamH Ypauun TuMKH OpoToBas kucrora

CTpoeHne OCHOBHBIX I'IpeI[CTaBHTeJ'Ieﬁ NMUPUMHUINHOB

Ha ocHOBe a30THCTBIX OCHOBAaHHMI CHHTE3HPYIOTCS HYKJIECO3UABI, MPEACTABIAIONINE COO0M
KOMOHMHAIIUIO a30TUCTOTO0 OCHOBAHMS U pUO03bI (MM 1€30KCUPHOO03BI).

NH2 0 0

HN | HN | HN CHy

o)\N OJ\N oJ\N
HOCH HOCH
OH OH OH OH HH
Lintnaun YpuavH TumMuanH
CTpoeHre OCHOBHBIX MUPUMHINHOBBIX HYKJIEO3U0B

[IpucoenuHeHreM OJTHOTO, ABYX WJIM TPEX OCTaTKOB (POCHOPHOM KUCIOTHI K HYKJICO3HAY J0-
cTuraercs 00pa3oBaHHE COOTBETCTBEHHO HYKJICO3HI(MOHO-, IU-, TpH)dochaTos.

NH2 NH2
HN | HN |
OJ\N OJ\N
%0
g-p—-f—o=p-=-0-THy, ®-@-®-0-CHy,
oF o7 o
OH OH OH OH

CTpoeHue NupUMHINHOBBIX HYKJI€0THA0B Ha npumepe LIT® (uutuannrpudocdopHas
kucnota). [TokasaHel ABa BapyaHTa HanucaHus

CUHTE3 NTUPUMUOUHOBbLIX OCHOBAHWUA N HYKNEOTUOOB

CuHTEe3 NUPUMMINHOBBIX OCHOBAaHMM IIPOMCXOAMT BO BCEX KJIETKAaX OpraHusma. B peakumsax
cHHTe3a yyacTByeT riyramut, CO2, acnapTar, 3aTpaunBaercs 2 Mosekyasl ATO.
VY CII0BHO MOKHO BBIAEIUTH 3TAIlbl CUHTE3A!

1. O6pa3oBanue kapoamouiadocdara, rTa peakius UaeT B IIUTO307€. ICTOUHUKOM aMHHOTPYIIIIBI
BBICTYIAeT IITyTaMUH.
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/. \ > THZ CH»
|
O0=C. CH
Acnaprat Dy \Nﬂ Ncoo-
Kapbamoun-
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Huaudpoopomasa
H20
o]
uaudpoopomam- (I,!
‘eaudpoaenaaa i \CH2
. I I
\ G~ _CH

z ~N —
HAQH+H+ HAQ+ ©  NH Fcoo

2 ®H
—0—CH
® - OpotoBas [JvruapoopotoBas
KucnoTa kucnora
o
H OH
HN
Opotugun- J\ |
MoHodbocdaTt
chocd P\
OMO-dek<6‘oxcuna3a= ®—0—CH,
co
2 H OH
YpuaunmoHodocdar

CuHTEe3 OpOTOBOM KHCIOTH 1 YM®D

2. O0pa3oBaHue MUPUMHUIMHOBOI0 KOJIBIIA NIOCIIE IPUCOETMHEHHS aCIaparnHOBOM KUCIIOTHI U pe-
akuuu geruapartanuu. [lepBbIM NUPUMHUINHOBBIM OCHOBAaHHUEM SBIISIETCS OPOTOBAs KHCJIOTA.

3. Cunre3 oporuauimMoHopocdara u ypuauamonodochopHoii kucjaorbl (YM®D). B peakmuu ¢
bochopudosmnaudocharom (OPID) kK OpoTOBOM KUCTOTE MPUCOSAUHSIETCS pr0030-5-hochar
1 oOpazyercs opoTuauaMoHoocdar, HemoCcpeACTBEHHBIHN MpeaecTBEeHHUK Y MO,

4. Cunre3 YT® ocymiecTBisieTcss B 2 CTauu MOCPEACTBOM MEPEHOCAa MAKPOIPrudeckux ¢ocdar-
HbIX Tpynn oT AT®.

Hykneo3udmoHoocpam Hykneo3uddugocham
KuUHa3a KuHa3la
YMo® m » Yo /_\ > YTO
AT® Af® AT® AL®

Peakuun pochopunupopanus YM® o YTD

5. Cunre3 HT® npoucxoaut uz YT c 3arpatoii sHeprun AT® npu ydacTUu TIIyTaMUHa, SBIISIO-
mierocst ucToyHuKoM NHo-rpynms.
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o) NH2
HN)‘] HN |
OJ\N YT®-cunmemasa OJ\N

®-®@-®-0-¢CHy, ®-®-@-0-CH;
AT®  Afo+d,
myTtamuH mytamar

H OH H OH
YTo UTo

Peakiusa cunrteza LITD

CUHTE3 OE3OKCUPUBOHYKIIEOTUOOB

Oco0eHHOCThIO 00MEHA TyPUHOB U MUPUMUNHOB SIBJISIETCS TO, YTO OHU MOTYT 00pa30BbIBaTh
HE TOJIBKO PUOOHYKIICOTH/IbI, HO U I€30KCUPHUOOHYKICOTH IbI. Jle30KCHpHOOHYKIEOTUATPUPOCPATHI
HeoOxouMbl kietke i cunTteza JIHK. Mx oOpa3oBaHue npoTekaeT B TpU peakiuu:

1. B navare nporiiecca npoucxoaut nedochopmmmpoBanre pubonykieo3uarpudocdaros ¢ 06-
pazoBannem A/[D, I'1D, LD, VID.

Pu6onyxkneomuad-
ATo ®Pocpamaszel  ane pedykmasa dAQ® Kunasse: d AT®
e > rago drge > drTo
LUT® N La® alif® /_\q ahR
YTo '3 yae
H H20 dyie . AT® Af®

Tuopedokcun TUOPEJOKCUH

CuHTes TT®
HS SH S—S
Uuopedom:un-
pedykma3sa

HAL®* HAL®H+H*

Cxema cHHTe3a Ae30KCHPHOOHYKIEOTH 0B

2. Nanee dbepMeHT pubdOHYKJIeOTHA-PeayKTa3a BocctanaBiauBaetr AJ[D, I'/1D, IAD, VD no
ne3okcupudonykieosugaupocdaros dAJP, dI'/I1®, dUAD, dYAD. lonopoMm Bogopoa ajisl BOc-
CTaHOBIIEHUS pUOO3HI SIBISIETCA OETIOK THOPEAOKCHH, ero SH-TpyIIbl OKUCIAIOTCA KUCIOPOJIOM PH-
60361 U oOpasyercss Boga. [locnenyroimiee BOCCTaHOBIEHUE THOPEIOKCHHA B padoudee COCTOSHUE
oOecneunBaeTcs 3a cueT HAJIOH.

3. [locne obpazoBanus dAID, dI'AD, dIIID dpochopunupyrores, a dYAD ucnonszyercs s
CHUHTE3a TUMHJIUJIOBOTO HYKJICOTH/IA.

CUHTE3 TUMUOAUNTPUDOCODATA

Tpu nesokcunykneoruna — dAT®, dI'TD, dIITD cpazy nocie cuHTe3a UCHOIB3YIOTCS IS
cunre3a /JJHK. Onnako usBectHo, uTo B coctaBe [JHK HeT ypuanmnoBbIX HYKJIEOTHAOB, MOITOMY
dYJ® ue mpespamaercst B dYT®, a uaer Ha 00pa3oBaHUEe TAMUIMIOBOTO HYKJICOTHIA. Y4YacTHE B
9TOM MpHUHHUMAeT (GEepMEeHT THMHUAWJIATCHHTAa3a. JIOHOPOM METWIBHOW TpYIIbl SBJISETCS
N 5, N1 meTunen-TI®K.
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) 0 o

CH
HN 3

HN I HN I |
J\ J\ OJ\N
o o Tumudunam-
2
HH

N

®ocgphamasa cuHmasa
—_— >
®-@®-0-¢H; T\ @-o-guy ®-0-¢H
® NSNT0-memu-
neH-TIF oK

OH H OH H [uzudpocponam o
dyae d YMo T™®
Cunre3s TM®

BoccranoBnenue auruapooaneBoil KUCIOTHI 10 NONO-pernmen-TT OK IIPOUCXOJUT IIPH
y4acTuu JAByX (P€pMEHTOB — AMTHAPO(OJIATPEeAYKTa3bl U CePHH-OKCMMeTHJITpaHcpepasbl (cM
"[lyTy ncronb30BaHMsI CEpUHA U IIIHIMHA").

Quaudpod CepuH-
uaudpogonam- oKcumemun- N5N10-meTunen-
Jvrugpo- pedykmasa , Tetparnapo- mpancgepasa »  TeTparugpo-
donvesas donvesas donuesas
Kucnota Kucnota KucnoTa
HALO®H+H* CepuH
A HAQo* FnyuvH

Peaximn o6paszosanmst NIN10-ymerunen-TI K

Tak kak B 3TOW peaklMy y4acTBYeT (oJiMeBasi KUCIOTa, TO €€ NeUIIMT TOPMO3UT obOpa-
3oBanue TM®, uto mpuBoAKT K cHIbKeHHIO cuHTe3a JIHK B ObicTpoaensmuxcst KiIeTKkax
— KOCTHOT'O MO3ra, SIUTEIHAIbHBIX TKaHEH, TKaHAX YMOpHOHA.

[ToGounsbie 3¢ dekTsl cynbpaHUITaMUI0B TAKXKE CBA3aHBI ¢ 3amemienneM cunre3a JJHK.

PErynauuma CUHTE3A NUPUMUNONHOB

dusnonormyeckas perynsums

Perymsinus cuHTe3a MUPUMHUIMHOB MPOUCXOIMUT IO MEXaHH3MYy OOpaTHOW OTpULIaTEIbHON
CBSI3H, T.€. MPOAYKT peakuuu (COBOKYIMHOCTH peakiiil) MHTMOUPYeT HayaJbHbBIE 3Tallbl Mpoliecca.
JIst cuHTe3a MUPUMHUIMHOB TakuMU HHruOuTOopaMu sBisitoress YT® u LITO. [ITD unarubupyer ac-
napratkapoamowmitpanchepasy, YTD — kapbamounndochaTrcuHTeTasy.

CuHTe3 TUPUMUIUHOB OTPHUIATENBHO PETYIUPYETCs TakKe MMYPUHOBBIMH HYKICOTHAAMU
AMO® u I'MO.

Tumuaunaraudocdar (TAD), B cBoro ouepenp, Onokupyer cunres DPID depmentom
OPIP-cunTeTa30ii (cM "CHHTE3 MypUHOBBIX OCHOBAHUH M HYKJI€OTHI0B"), KOTOPBINA HCIIOIB3YETCS
KaK MMpU CUHTE3€ MUPUMUANHOB, TaK U IIPU CHHTE3€ TyPUHOB.

JlekapcTBeHHas perynauus

HckmounTenbHas pojib TAMHAMIATCHHTA3BI B cuHTe3e TM® 00ycinoBuia MOUCK U UCHOJIb-
30BaHME €e MHIMOUTOPOB /IS MPEKPALleHNs] CHHTE3a TUMUMIIOBOTO HYKJIEOTH/ 1A U, KaK CIIECTBHUE,
6noka cunte3a JIHK, 4yro Hamio nmpuMeHeHue B MPOTHBOOIYXOJIeBOW Tepanuu ('OeCTUMHHOBAsS
cMepTh").

@Topypanna — IPOTUBOOIYXOJIEBOE (LIUTOCTATUYECKOE) CPEJCTBO, MEXaHU3M €ro JeHCTBUSA
ompeenseTcs mpespaineHueM B 5-dgrop-npousBoansie dYM®D u dYTD, KOHKYPEHTHO HHTHOUPYIO-
KX GepMEeHT TAMHANJIATCHHTA3Y, UTO BeJeT K OiokupoBanuto perukanuu JJHK.

MeToTpekcaT, aMHHONITEPHH, TPUMETONPUM SIBIIIOTCS HHTHOMTOpaMu AMTHAPOdoaTpe-
AYKTAa3bl, 4To npenarctByeT pecuntedy TI' @K u numaet peakiuio kodhepMeHTa.
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2 AT® + NHg+ + CO2
Nypunossie KapGaMoumpocd)am ®
Hykneotuanl —Z—  col memasa ] ®PA®
(uumoaonbnaa)
Kapbamownndocdar
Acnapmam-
kap6amoun
mpanc«hepaaa

Kap6amounacnaprar

LUTo

Perymluml CHUHTE3a NMPUMHUANHOBBIX HYKJICOTHI0B

PAcnAO NTUPUMUOUHOBbLIX OCHOBAHUN

Pacnag nupuMuAMHOBBIX HYKJIEOTHA0B IPOUCXOINUT B PAJIE pEaKIUii:
. Otmennenue 5-pocdarnoit rpynmnel oT LIM®, YM® u TM® depmenT S'-HykJieoTuaasza.
OxucauTenpHOE Je3aMUHUPOBAHUE [IUTHIMHA — a/IeCHO3HMH-/1€3aMHHA3a.
. epubo3mimpoBanue ypuanHa 1 THMUAIMHA — HYKJ1eo3ua-(pocdopuiasa.
BoccranoBnenue ypamnuia 1 THMUHA — AeTHAPOreHasa.
lMunponuTryeckoe pacuienyieHue MTUPUMUINHOBOTO KOJIbLIa AMTHAPONMPUMUANHA3OM.
OTierieHre aMMuUaKka U YrileKUCsoro rasa.
Bosnieuenne -aMHUHOKHCIIOT B PEaKIIMy TpaHCAMUHUPOBaHUs, n3omepu3anuu u naiee B [[TK.

NookwD—

PEYTUNIN3ALUNA NTUPUMUOUHOBBLIX OCHOBAHUN

Peyrunuzanus mupUMUAMHOBBIX OCHOBaHUI CBOJMTCS K IOBTOPHOMY HCITOJIb30BAHHIO TTHPH-
MUIMHOBBIX HYKJIC03110B. CBOOOHBIC OCHOBAHHS PEYTUIIM3HPOBATHCS HE CLIOCOOHBI. MICTOYHHKOM
docdarHol rpynms sBiasiercs ATO.

YpuavH H 3 YM® K YTO
TUMUAVH yKneosu -xunasu; TMD UHa3sbl TTo
LntnamH > UM > UTo

[esokenumTnanH m d LMo dUyTo

ATe Afo ATCD Ao

Peakuun peyTnin3auuv NupuMHuINHOBBIX OCHOBAHMUIA
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Peakuuu karabonusma MUPUMHUAWHOBBIX HYKJICOTH10B
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HAPYWEHWE OBMEHA §
MMPUMNONHOBBLIX OCHOBAHUNU

P-AMUHOU3OBYTUPATALNLYPUS

Tak kak IPOAYKTHI KaTabOoIM3Ma MTUPUMHUTHOB XOPOIIO PACTBOPUMEI, TO OHH XOPOIIIO BBIBO-
JATCSI ¢ MOYOH M KITMHHUYECKUE CUMIITOMBI ITATOJIOTUN C1a00 BHIPAKEHBI.

[Tpumepom MoA0OHOTO HAPYIICHUS SBISETCS B-aMHUHON300yTHPATANMAYPHUSA, TIPH KOTOPOM
nMeeTcsi Ae(PeKT COOTBETCTBYIONICH TpaHCaMWHa3bl. 3a00JeBaHUE MPOTEKACT OCCCHMIITOMHO H
BCTpPEYAETCs, B OCHOBHOM, Y SITIOHIIEB U KUTaif1eB (0KoJ0 25%).

OPOTATAUNMAYPUS

OporaTtauuaypus (W11 OpaHKeBask KPUCTAIUIOYPHSI) MOXKET ObITh HACIIEACTBEHHOM U IIPHOOpPE-
TEHHOM.

HacneacrteeHHas oopma

HacneacrBennas ¢opma opoTaTanuaypiuu BecbMa peika CBsA3aHa C OJJHOBPEMEHHBIM Jiedek-
TOM oporatdochopudozniarpancdepasbl 1 OPOTHANIAEKAPOOKCHIA3BI, TaK KaK 3TH (PEpPMEHTHI
SIBJISIFOTCSI IByMsI aKTUBHBIMH IIEHTPaMH OTHOTO Oenka. 3a0osieBaHuE MPOSBIISIETCS HA BTOPOM TTOJTY-
T'OJINU JKU3HU THTIOXPOMHON METano0JacTHIECKON aHEMUEH, IEHKOTIEHHEH, OTCTaBaHHEM YMCTBEH-
HOTO M (PU3UYECKOTO Pa3BUTHSA. J{MarHo3 CTaBUTCS MPU OOHAPYKCHUH B OXJIXJICHHOM MOY€ OpaH-
JKEBBIX WTOJIbYATBIX KPHUCTAIJIOB OPOTOBOM KHCIOTHI. BONE3HBh OCIIOKHSETCS TeM, YTO MPHU HENO-
cratke YT® u L[T® akTuBHpYIOTCS NIEPBBIE PEAKIIMU CUHTE3a OPOTOBOM KUCHOTHI. [Ipn oTCyTCcTBHM
JIeYeHUS THOEITh HACTYMAET B TIEPBBIC TOJIBI )KU3HU.

OnHako, Tak Kak TEPBONMPHYMHON 3a00JICBaHUS SBISETCA ' MUPUMUIAHOBBIN Toy0f1", €ro
MO>KHO IOCTaTOYHO YCIEIIHO KOPPEKTUPOBATH C MOMOIIBIO MPpUEeMa YPUANHA, IPU 3TOM CEPbE3HO HE
onacasch epe03upOBKH.

MpuobpeTteHHasa opma
Ota Gosiee yactas (hopma opoTaTaraypHH MOKET HaOIIOAAThCS:

o mnpu AederTe Kakux-1mbo (PepMEHTOB CHHTE3a MOYEBHHBI, KpoMe KapOamomidocdaT-CuHTE-
tasbl. [Ipu 3TOM Kapbamomndochar MUTOXOHIPUH (B HOPME UCTIONB3YEMBIN Il 00pa3oBaHUs
MOYEBUHBI) BBIXOJUT U3 HUX U UCIOJB3YETCS Il H30BITOYHOTO CHHTE3a OPOTOBOM KHUCIIOTHI.
3a0oseBaHre OOBIYHO COTIPOBOXKIACTCS TUIIEPAMMOHHEMHUEH.

o TIpH JICYCHUH MOJIArPhI AJUIOMYPHHOJIOM, KOTOPBIH MPEBPaIaeTCsl B OKCUITYPHHOJIMOHOHYKJIICO-
THUJ, SBISIOIIMACS HHTHOUTOPOM OpPOTaTACKapOOKCHIIA3bl, YTO OISATH JK€ BEACT K HAKOTIICHUIO
oporara.

HYKNEO3UAbl U HYKNEOTUAbI KAK
NEKAPCTBEHHbBIE NMPEMNAPATDI

A30THCTOE OCHOBaHHUE AJLIONMYPHHOJI UCIIONIB3YETCs MPU JICUEHHUH M1OJarpsbl, IPU MOYEKaMEH-
HOM O0one3HM U cuHapome Jlema-Huxana.

JleueOnblit 3¢ (deKT psaa aHTUBHPYCHBIX NMPENapaToB OCHOBAH HAa X CTPOCHUH — OHH SIBJISI-
FOTCS TPOU3BOAHBIMU a30TUCTBIX OCHOBAHNUU U HYKJIICO3UA0B. MEXaHU3M NEUCTBUS PA3IUYHbIX HYK-
JI€03U0B OCHOBAH Ha UX (HochHOpUIHPOBAHUH B 3apaKEHHBIX BUPYCOM KIIETKaX C MPEeBpaILEHUEM B
HYKJICOTH/IbI, B KOHKYPEHIIUHU C OOBIYHBIMH HYKJIEOTHAMH 32 BCTPAaWBaHNUE B BUPYCHbIE HYKIIEUHO-
BbIE€ KHCJIOTBI, YTO OCTAHABJIMBAET Pa3MHOXXEHHUE BUPYCA.



MATPAWYHBIE BUOCUHTESbI

OcCHOBHOI (HUTYpOIi MATPUYHBIX OMOCUHTE30B SBISIFOTCS HYKJICHHOBBIE KHCIOTHL. OHU mpen-
CTaBIISIIOT COOOH MOJMMEPHBIE MOJIEKYJIBI, B COCTAaB KOTOPBIX BXOJAT a30THCThIE OCHOBAHUS MSTH
THUTIOB, IEHTO3BI ABYX THIIOB U OCTaTKH (POCHOPHOI KHCIOTHL

A30THCTBIE OCHOBAaHUS B HYKJICMHOBBIX KUCIIOTaX MOTYT OBITh TyPUHOBBIMH (aJICHUH, TYaHHH)
Y TUPUMHUITHOBBIMH (IIUTO3UH, ypalni, THMUH).

B 3aBHCHMOCTH OT CTPOEHHS YIIIEBOJAA BBIIEISIOT PUOOHYKIEHHOBBIE KUCIOTHI — CO/IEPKAT
pu6o3y (PHK), 1 1e30kcHpHOOHYKICHHOBBIE KHCIIOTHI — cojiepxar ne3okcuputosy (JAHK).

OCHOBHOM NOCTYNAT MONEKYNAPHOW BUONOTnNNn

B nopasnstomeM OOJBIIMHCTBE CIydaeB INepejada HacleACTBEHHOW MH(pOpMAlUU OT Mare-
PHHCKOM KJIETKH K ouepHeit ocymectsisiercs mpu nomoru JJTHK (pemymkanus). J{7st ucrnosnis3oBa-
HUs TeHeTnyeckoil nHpopmanuu camoit kietkoit Heooxoaumel PHK, o6paszyemsie Ha matpuie JJTHK
(rpanckpunums). [lanee PHK HemocpencTBEHHO y4acTBYIOT Ha BCEX ATanax CHHTE3a OSTKOBBIX MO-
Jekyln (TpaHcasinusi), 00eCIIeUnBAIOIIUX CTPYKTYPY U ACATCIBHOCTD KIETKH.

Perininkayunsi

| TpaHckpuriymns

TpaHcnsayms
5 [HK <

PHK ————————p benok

Ob6paTtHasi TPaHCKpUriymns

-
>

Cxema LeHTpaJIbHOI JOrMbl MOJIEKYISIpHOIT Ononorun

Ha BbllieckazaHHOM OCHOBaHa HEHTPAJbHAsl I10rMa MOJIEKYJISIPHOI OMOJIOTMH, COTJIACHO
KOTOPOH MEPEeHOC TeHETHYeCKOW HH(MOPMAIMH OCYIIECTBISIETCS] TOJIBKO OT HYKIIEHHOBOHN KHCIIOTHI
(IHK u PHK). ITonxy4arenem nHpopManuu MoxeT ObITh Apyras HykiaenHoBas kucioTa (JAHK wim
PHK) u 6emnoxk.

CTPOEHUWE HYKINEWHOBbLIX KUCIIOT

CTPOEHMNE JE30KCUPUBOHYKIIEUHOBOW KNCJ1IOThI

JIHK (ne30xcuprOoHyKIEHHOBAS KUCIIOTA) MPEACTaBISAET COO0M IBYXIIEMOYEYHYIO MOJIEKYY,
B KaXJ0H Iemy MOHOMEpPaMHU BBICTYHAIOT Je30KcupuboHykiaeotuasl — dAM®, dI'M®, dIIMO,
dTM®. Hykneotuasl cBsizaHbl MeXAy co00il uepe3 docdarHbie MOCTUKUA Mexay 3' U 5' aromamu
yriaepojaa cocenHux aesokcupudos. Caxapodocdarusiii octoB B JJHK 3apsoken orpuuaresibno 6ma-
rojaps 3apsny gocdarubix rpynm. B To jxe Bpemsi myprHHOBBIE U TUPUMUIMHOBBIE OCHOBAHUS TH/-
podoOHbI.

Henu /IHK o6nagaroT HampaBIeHHOCTHIO, T.€. UMEIOT 3'-KOHEIl U 5'-KOHell, [[eNU aHTUnapai-
JIeNbHBI, T.€. HAIPaBJIEHbI B pa3Hble CTOPOHBI. MIMeeTcst KOMILIEMEHTAPHOCTh a30TUCTHIX OCHOBAHUM:
aJIcHUH KoMIuTeMeHTapeH TUMUHY (A=T), ryaHuH KomiieMeHTapeH nutos3uny (I'=I11).
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Crpoenue JJHK

CTPOEHHWE XPOMATHUHA

JIHK — Hanbonee BaxkHast 4aCTh XpOMOCOM: JIBE JBYyXIlenoveunbie MoJiekyisl JJHK o6pasyror
oJIHy XxpoMocoMmy. Hanbosiee xopomio XxpoMocoMbl BUJHBI II€pPE]] MUTO30M U BO BpeMs Hero. B noko-
AIUXCA KJIETKaX XPOMOCOMHBIN MaTepuall BBITIISAUT HEYETKO U PACIIPENEIICH 110 BeceMy saapy. B ta-
KOM COCTOSTHUM OH TOJy4uJs HazBaHue "XxpomatuH". B coctaBe xpomartuHa Bbiaens0T 60% Oenka
(ructons! u kuciele 6enku), 35% JAHK u okono 5% PHK.

XpoMaTHH YJI0KEH B BUJE CEpUUECKUX YACTULl — HYKIEOCOM, COETMHEHHBIX JAPYT C APYroM
uuthio JJHK. Hykneocoma npeacraBnsier coboit kommiieke yyactka mosekynsl JIHK u BocbMu mMo-
JIeKyJ1 TUCTOHOB. B cocTaBe HykiieocoMbl HaxoaaTcs o 2 MoJekynsl ructonoB H2o, H2P3, H3, H4.
Hute JJHK, nocnenoBarensHo koHTakTHpYs ¢ ructoHamu H2o, H2B, H4, H3, H3, H4, H2[3, H2q,
HaMaTbIBaeTCAd Ha THCTOHOBOE s71po, KoTopoe "Mackupyer" 146 nap ocrosanuii JIHK. T'ucron H1
CBSI3bIBAETCS C HyKJICOCOMOM Ha ydyacTke Bxoja 1 Beixoja JIHK, "ckienBas" 2 o6opoTa u "mackupys"
emte 20 map ocHoBaHuil. TakuMm 00pazoM, ¢ MOMOIIBIO OJJHON HYKJIEOCOMBI 3aMacKUpOBaHO 166 map
OCHOBaHUM.

Kpome Hykiieocom, B sifjpe IpUCYTCTBYIOT emie 2 ypoBHs ykinaaku JAHK: ¢ubpumisl auamer-
pom 10 HM, cocTosIIME U3 LIETIOYKH HYKIEOCOM, U BOJIOKHA, TuameTpoM 30 HM, oOpasyromuecs npu
3aKpy4yrBaHUU (UOpPWILT B cynepcnupaib. Ha BUTOK Takoi cnupany NpuxoauTcsi 6-7 HYKIEOCOM.
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VYyacrok JJHK Mexay Hykieocomamu Ha3blBaeTCs CIIEHCEPHBIM (aHIJ: SPACE — IPOCTPAHCTBO), €r0
JUIMHA BapbUpyeT B 3aBUCUMOCTH OT BUJA OPraHMU3Ma U TUIIA KJIETOK. Y 4YeJI0BEKAa OHA COCTaBIISAET
okoJ10 50 map HyKJIEOTHIOB.

biraronapst HaNMYKIO HYKJIEOCOM JOCTUTaeTCsl YMEHBIIECHUE Pa3MEepOB XPOMOCOMBI B 7 pas, Aa-
Jiee MPOUCXOIUT YKJIaJKa B Cyepcrupalib (GuOPHILIBL U ,,CylIepCyepcnrpas’ BOJOKHA.

Hute OHK
Hykneocoma,
CoAepXuT
8 monekyn
MCTOHOB — / <—— Hutn HK
no 2 MoneKyrbl
H2a, H2b, H3,H4. McToH H1
O<— Hykneocoma
Hute JHK—>
Llenouka HykI€OCOM,
Cxema CTpOeHHsI HyKJI€0COM M UX CBS3bIBaHUS YJIOXKCHHaA B Cynepcnupalb

CTPOEHUWE PUBOHYKIIEUHOBbIX KUCJIOT

Pubonykneunosas kuciora (PHK) npencrasnsier coboii nmocnenoBaTenbHOCTh pUOOHYKIIEO-
supMoHopochaTtor — AMD, TM®D, [IM®D, YM®, csa3anHbIX apyr ¢ apyrom 5'-3'-dhochoamdpup-
HbIMH cBs3sIMH. [lo ctpoenuto PHK otnnuaercs ot JJHK ogHOHUTEBOW CTPYKTYpOU, 3HAUUTEIBHO
MEHbIIEH MOJIEKYJISIPHOI Maccoil, HalIMYMeM ypaluia BMECTO THMUHA U pUO03bl BMECTO JI€30KCH-
prOO3HI.

B xnerke npucyrctByet yetbipe Tuna PHK:

Matpuunbie PHK (MPHK) npencraBmnsitor co0oit TMHEHHYIO MTOCIEI0BATEIIbHOCTh HYKII€OTH-
10B. K 5'-koHITy MOJIEKYJIbI MPUCOEAMHEH METUITYaHO3uH AU (oChaT, Ha 3'-KOHIIE UMEeeTCs TIoJInaIe-
HUJIOBAs TIOCIIEIOBATENBHOCTD (CM HIKe). VX dyHkmus — mHbopmaImonHasi, T.e. mepeHoc uadop-
Manuu o cTpykrype 6enkoB ot JIHK k mecTy ux cunHTe3a.

Maasie PHK wucnosb3ytorest s cospeBannsi MPHK u HEKOTOPBIX Ipyrux KIETOYHBIX MPO-
LIECCOB.

Pudocomanbubsie PHK (pPHK) npokapuoT u sykaproT pa3iInyHbl U OTIUYAFOTCS BETUYUHON
CeIMMEHTAlUu (CKOPOCTU OCeAaHUs MOJIEKYINbI Mpu HeHTpudyrupoBanuu). OHU y4acTBYIOT B IO-
CTPOEHUH pUOOCOM.

VY npokapuort ecth Tpu pazHoBugHocTH pPHK: 5S, 16S u 23S. Manyro (30S) cyOuacTuity pu-
6ocom oOpasyror Oenku u 16S-pPHK; Gompmyto (50S) cyOowemununy — Oenku, 23S-pPHK wu
5S-pPHK. V sykapuot — B coctaBe pubocom uetsipe pazHosuanoctu pPHK: 5S, 5,8S, 18S u 28S.
Manyto (40S) cybuactuny o6pasyror 6enku u 18S-pPHK, 6onburyro (60S) — Genku u 5S-, 5,8S-,
28S-pPHK.
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Crpoenne PHK

Tpancnoptusie PHK (TPHK) Gakrepuii u sykapuot BkimrovaroT 73-93 nykneornna. Onu me-
PEHOCAT aMHUHOKHUCIIOTHI M3 1UTO301s1 K pubocomam. Ha 5'-xonne TPHK HaxoauTtcsi ryaHuioBbIit
Hykieotua, Ha 3'-konue — tpurieT L[-1{-A. Bropuunas crpykrypa TPHK Hanmomunaer kieBepHBIit
JIUCT, a TpeTUYHAs — JIJATUHCKYI0 OykBy L. B "kieBepHoM mucTe" BBIAENAIOT YETHIPE ydacTka (Win
BETBH, METJIN), KAXKJIBIM U3 KOTOPBIX UMEET COOCTBEHHYIO (DYHKITHIO:

AHTHKOJIOHOBBIII — coennHseTcs ¢ KojgoHoM mMatpuyHoii PHK B pubocome,

O O O

NCeBJA0YPUAMIOBBIN — OTBEYAET 3a CBSI3bIBAHUE C pUOOCOMOIA,
AUTUIPOYPUAMIOBBIN — OTBEYAeT 3a cBs3biBaHue ¢ amuHoami-TPHK-cunrtasoi,
AKIEeNTOPHBIH — CBSI3bIBAET NEPEHOCUMYIO aMUHOKHCIIOTY.
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CUHTE3 HYKNEUWHOBbLIX KUCIIOT

PEnnukAunga OHK

Cunre3 JIHK npoucxomut He OecnopsaoyHO, a B
CTPOTO OIPEAEIEHHBIN EPUO )KU3HU KIETKH. Beero BbI- M
nenstoT 4 (asbl KIeTouyHoro mukia: Muto3 (M), cuHTeTH-
geckyto (S), npecunrerndeckyro (G1, ot anrn. gap — uH-
TepBa), MoCTCHHTETHYecKyo (G2).

BaskHoe y4acTue B PeryisiMu cMeHbI (a3 KIeTou- E"H%'g‘;;we
HOTO LMKJIa 3aHUMAlOT HUKJIMHBI — OCJIKM Maccoit G1 13 AieneHus
35-90 x/la, ypOoBEHb KOTOPBIX MEHSETCS B XOJIe KIIETOY- s
Horo nukia. [lo QyHKIuM HUKIUHBI — 3TO aKTUBAaTOPHbBIE
cyObeMHUIbl (PEPMEHTOB HUKJIMH-3ABHCHUMBIX KHHa3 Kneroutbiii tuki
(II3K). AxtuHble komiuiekebl LUkIUH-L[3K dhochopunu-

PYIOT BHYTPUKJIETOUHBIE O€JIKH, U3MEHAS UX aKTUBHOCTh. DTUM o0OecrieunBaeTcs MpoABHKEHUE T10
KJIETOUYHOMY IUKITY.

Cunre3 (perumukanus, yasoenne) JIHK mpomcxomut B S-(hasy KIETOYHOTO IMKIA, KOT/Ia
KJIETKa TOTOBUTCS K JeJeHHIo. MeXaHu3M peruiMKaiuy, Kak yCcTaHOBUIM M»iTbio MesenbcoH U
Opankaus Ctans B 1957 1, moJiykoHcepBaTHBHBIM, T.€. Ha Kax10i HUTH MatepuHckon JJHK cun-
TE3UPYETCs JOUYEPHSISI KOTIHS.

G2

Perinnkayus
2 +
vV Vv vV vV
OoyvepHue OHK, coctawme na
MarepuHckas IHK, ofHO HUTU MaTepuHekon [HK
cocroALlas us AByX HATEU 1 OAHON HOBOCUHTE3UPOBAHHOM

Cxema NnoJlyKOHCEpBATHBHOIO crocoda perinkaunm

Kak nmr060# MaTpruHbIif OMOCUHTE3, PETUIHKAIUS TPeOyeT HaTN4KS HECKOJIBKHX KOMIIOHEHTOB!
MaTpHlla — B €€ POJIU BhICTyNaeT MaTepunckas Huth JIHK,
pactyias uens — fouepHss Hutb JJHK,
cyoctpatsl it cunte3a — dATO, d['TO, dL[TD, TTO,
ncroyHuk sHeprun — dAT®, d['TD, dLTD, TTO,

(hepMeHTHI.

Cunre3 JIHK HaunHaeTCs B ONPEIETICHHBIX y9aCTKaxX, MOJYYHBINNX Ha3BaHUE TOYKA OFi (aHTJI.
origin — mauano). Ha kaxmoit JJHK mMuexonuTaronux Touek Ori HacuuThiBacTcs okoso 100. Periu-
Kallus pacrpocTpaHsIeTcsi OT TUX y4acTKOB B 00e croponsl o HUTAM JIHK ¢ o6pazoBanueM penin-
KAaTHBHBIX ''my3bIpeii’’. B kaxaom TakoMm "my3eipe" UMEIOTCS /IB€ pelIMKaTHBHbIe ''BHJIKH", B
KOTOPBIX TPOUCXOANT pacliieTaHue, pacKpyunuBaHue u HernocpeacTBeHHsiii cuate3 JIHK. [1pu sTom
pEIUIMKaTUBHBIC BIJIKH YIAISIOTCA APYT OT apyra. B nenom Bes peruukanust JTHK y sykapuoT 3a-
KaH4YUBaeTcs 3a 9 4acoB.

O O O O O
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Cunres HoBo# 1ieru JIHK uper B HanpaBneHuu ot 5'-koHIA K 3'-KOHILY, T.€. 5'-KOHEI HOBOU
JIHK octaercs cBOOOTHBIM, CICAYIOIIHE HYKJICOTHUIBI MPUCOSAWHSIOTCS K 3'-THIPOKCHILHOM
IpyIIIE MPEAbIAYIIET0 HYKIEOTH Ia.

B pennmukaTuBHO# BHUIIKE B HampaBieHUH 5'— 3' HeNMpepbIBHO (T.€. OOBIYHBIM MPHCOEINHE-
HUEM MOCIEYIONUX HYKICOTHIOB K npeasiaymuM depe3 C3 u Cs) CHHTE3HPYETCSl TOJIBKO OHA
HUTh, & UMEHHO Ta, /Il KOTOPOW HalpaBiIeHHE CUHTE3a COBIIAJIAET C HAIIPABJICHUEM JBUKEHUS pe-
TUTMKATUBHOW BHJIKM M COOTBETCTBYET HaIlpaBJICHUIO MatepuHcKoi HutH 3' — 5'. [lo Mepe pacruie-
tanus [JHK u nBrxkeHus penimkaTuBHONW BUJIKHA HA ’TOM MaTEPUHCKON HUTH OTKPBIBAIOTCS YUACTKH,
/i€ BO3MOXKHO 0€30CTaHOBOYHOE y/JIMHEHUE Beayllel JoYepHell HUTH.

Hanpasnenue 5'— 3' qns apyroii nouepneii Hutu JJHK mpoTHBOTION0KHO NBUKEHUIO PETLIH-
KaTUBHOW BWIKH. [lodTOMY CHHTE3 3TO# oTcraromedi HUTH (B HampaBieHuH 5'— 3') BO3MOXKCH
TOJIbKO Mociie pacmetanus yactu JJHK 1 ocBoOoxkaeHns yyacTka A1 CUHTE3a.

Takxum o6paszom, cunres nouepuneit JIHK uner pparmentapno. I1o umeHu smoHCKOro uccieno-
BaTels CHHTE3UpyeMbIe Ha oTcraromen nenu orpe3ku JIHK HasBanu pparmenTsr Oka3aku.

PennvkaTveHble ny3bipy PennukaTuBHbIE BUMKK
5,3 548 5 3/ \‘5 3
QP! ) (
TOL“(M/ E.... ..‘.g S 2 '('):
adana —> [ ——» 19p. > N7 > ; >
pennukauum )
d5 ) ()
3 B 38 3" & 38 3§
Monekyna O6pa3zoBaHue CrnnsiHue
MaTrepuHCKo PEeriyinKaTuBHbIX AsuxeHne PErIMKaTUBHbIX
LAHK ny3b/pe¢71 PEeriyinkaTnBHbIX BUJTOK ny3b/pey7

CxeMa BO3HMKHOBEHUS PEMIMKATUBHBIX My3bIpeil U ABMIKEHUS PEMIMKATUBHBIX BUIIOK
(autn nouepneit JIHK He nmokazansr). CTpenku - HarpaBleHUe JBUKEHHS PETTMKaTUBHBIX BUJIOK
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PennvkaumnoHHas HenpepbiBHO cuHTe3npyemasi  [NpepbiBUCTO CUHTE3NPYEMas
BUINKa BegyLwas Hutb JHK oTcrarLasn HuTb HK

Cxema JIBIKEeHUsl PernIMKaTUBHOM BUJIKH 1
cuHTe3a Beayueit u orcratouteii Hurtei JJHK
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B XpoHOJIOTHYECKOM MOPSIKE COOBITHS PEIUIMKALINK PA3BEPTHIBAIOTCS IPUMEPHO CIICAYIOIIUM
obpaszom:

1. IHK-Tonou3zomepa3spl, HAX0Ch Mepe]] pEIUIMKAaTUBHON BUIIKOH, pa3pe3atoT mosiekyny JHK ans
oOJieryeHus ee pacIuieTaHus U PacKpy4nBaHUsI.

2. JHK-xenmnka3bl, cieays 3a TOOM30MEpa3aMu, pacCKpyuuBaloT U paciierator moiekyny JJHK.

3. JHK-cBs3biBaomme 6esku ([ICB) ceaspiBarot pacruierennbie HuTH JJHK 1 crabunmsupyor ux,
HE JIOTycKast 00OpaTHOTO "CumaHus’ APYT ¢ APYTOM.

4. NHK-nonumepa3sa & (rped.: d — AeibTa), COTIACOBAHO CO CKOPOCTHIO IBUKCHUS PEIUTMKATUBHON
BUJIKH, OCYIIECTBIISIET SIOHT a0 Beayleii nenu nouepueit JIHK B nanpasienuu 5'— 3' Ha mat-
pue ogHoi u3 Huteit marepuHckoil JJHK (ckopocts 100 nap HyKJI€OTHAOB B CEKYHY).

5. JHK-nonumepa3sa a npucoenunsercs k apyroit uutu JIHK cpa3y nocie pacriieranus u B Hanpas-
nennn 5'— 3' cunresupyet npaiimep (PHK-3arpaBky) — nmocnenoBarensHocts PHK Ha matpuiie
JHK anunoit ot 10 1o 200 nykneotunos. Ilocie atoro pepment ynansercs ¢ autu JJHK.

6. IHK-nosiumepa3a € npoBoaut cuHTe3 pparmenta (amuHa 150-200 HYKI€OTHIOB) OTCTaIOLIEl
ueru apouepHeit [JIHK B mponomkenue npaiimepa. OHa paboTaer 10 TeX Mop, MoKa HE BCTPETUT
npaiimep npeasiayiero pparmenta Oka3aku (CHHTE3HPOBAaHHOTO paHee). [Tocie 3TOro JaHHbIH
(dbepMeHT ynanseTcs ¢ Ienu.

7. JHK-nosaumepa3sa 3 Bcraer Bmecto JIHK-mommumepasbl €, IBMKETCS B TOM JK€ HaIlpaBIICHUH
(5> 3") u ymanser puOOHYKICOTHIBI MpaiiMepa, 0THOBPEMEHHO BCTPanBas 1e€30KCHPHOOHYK-
JICOTU]IBI HAa UX MecTO. DepMeHT paboTaeT /10 MOJTHOTO yaleHus mpaiiMepa, Mocie Yero CXoAuT
C IIeTH.

8. IHK-aura3a nmpou3BOIUT CITUBKY OTpe3ka, cuaTe3upoBanHoro JJHK-mommMepasoii €, 1 yaacTka
orcraromeii 1enn godepHer JIHK, Bcrpoennoro JIHK-momumepasoit B, (pparmentoB Oxa-
3aKH).

HanpasneHue ABr>KeHUs

o —
PeriinkatnBHou BUJTIKN

HAHK-cea3biearowue 6enku
npesoTBpaLLaoT BOCCOEANHEHNE

uenen AHK
AHK-nonumepasa s AHK-xenukasa
R R CUHTE3npyeT BeayLlyto Hutb [JHK pacnnetaer

AHK-nuza3sa
cwmBaet HAHK-nonumepasa
aBa otpeska AHK ypanser PHK-npainvep
1 ogHoBpeMeHHo BcTpamsaeT HHK-nonumepasa s

Ha ero mecto IHK MCNonb30BaB Npanmep,

cuHTE3npyeT Hutb JHK

®dparmeHT ®dparmeHT
3 Okasaku Okasaku 5

\ monekyny OHK

Mpair AHK-monousomepasbi
paviviep paspesatot monekyny JHK

AHK-nonumepasa o nepen pennuKaTUBHOW BUIKOWM
CUHTE3NPYET npanmep

OcHoBHble 3Tanbl pernnkauni JJHK n ¢pyHkunn gpepmeHTOB permkanun
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PErynsayusi PENANKALUN

JlekapcmeeHHas1 peaynayusi
1. laynoMuIMH 1 aKTHHOMMIMH D MHTEpKanupymort, T.€. BcTpauBatoTcs Mexy Hutedt JJHK
U TPENSATCTBYIOT MPOBIKEHUIO (PEPMEHTOB PEILUIMKAIIH.
2. HoBoOunouun cHikaet aktuBHOCTh JJHK-THpa3ssl y 6akTepuii, moaBists UX pa3MHOKEHHUE.
3. Meadanan u nukaodocamua mpeBpaniaroTcs B OpraHu3Me B COSUHCHHSI, KOTOPHIC BbI-
3p1BatOT npucoeannenue rpymmnsl CH3 nmn CoHs k atomy N’ IryaHO3MHA 00eHMX LENoYeK MOJIEKYIIbI
JIHK, uTo npuBOoIuT K nepekpectHol cimBke AByx cnupanei JJHK u ocranoBke permkanuu.

MOBPEXOEHUSA U PENAPAUMA OHK

Tak xak Ha reHOM JII000H HesemsIIelcs KIETKU OCTOSIHHO OKa3bIBAeT BIUSHUE OKpYXKarolias
cpena, TO BIOJIHE BEPOSITHBI OBPEKICHUS B COCTABE HYKICOTHIA, TAKXKE BO3MOKHO BCTPauBaHUE
HENPAaBWIBHOTO HYKJICOTHA NP peruKanuu. Takue HapyleHus: ObICTPO ONPENENstoTCs CIeln-
albHBIMU (EpMEHTaMH{, NOPAKEHHBIM YYacTOK yJausercs 3K30HYKJea3aMH, 3all0JIHIETCS
JHK-nonumepa3soii B u cuuBaercs JIHK-1ura3oii.

B cnyuae nu3MeHeHus: CTpyKTypbl OCHOBaHUs (HanpuMep, ero 1e3aMUHUPOBAHKE) 3TO OCHOBA-
nue ynamsercs JJHK-N-ramko3uaaszoi, 3arem npyrumu pepMeHTaMu yAalsaeTcs e30Kcupru0o3a u
Ha ee mecto JIHK-nmosmmmepa3oii B u JIHK-1ura3oii BctpanBaercsi Hy)KHBI HYKICOTH/I.

FrvepuansaAunga JHK-OHK m AHK-PHK

Ecam narpets pactop JJHK Bbeimie temneparypst 90°C unu ciBuHyTh pH B pe3ko MIENI0YHYIO
WJIA PE3KO KUCITYIO CTOPOHBI, TO BOJOPOHBIE CBs3H Mexk 1y HUTAMU [IHK paspymarorcst u gBoriHas
cnupaib pacmuieraercs. [Ipoucxomut nenarypanunsa JJHK nnu, no-npyromy, miasiaenue. Ecim yna-
JIUTh arpecCUBHBIN (aKTOp, TO MPOUCXOAUT peHarypauus Wik oTxkur. [Ipu ormxure mutu JJHK
"OTBICKMBAIOT" KOMILJIEMEHTAPHBIE YYACTKH JIPYT Yy APyra U, B KOHIIE KOHIIOB, BHOBb CBOPAYUBAIOTCS
B JIBOMHYIO CITUPAJIb.

Ecnu B omHO# "ipoOupke" mpoBecTH 1iaBieHue U oTxur cmecu JJIHK gyenmoBeka u Mplm, To
HekoTopeie ydacTku meneit JJHK Mbimm OymyT BOCCOSMMHATHCS ¢ KOMIJIEMEHTAPHBIMHA Y4aCTKaMH
nernei JIHK yenoBeka c oOpa3oBanrnemM ruOpuaoB. Unciio TaKuxX y4acTKOB 3aBUCHUT OT CTETICHH PO/I-
cTBa BUJOB. Uem Onmke BHUIBI MEXIy cOOOU, TeM 00JbIle y4aCTKOB KOMILJIEMEHTAPHOCTU HUTEH
JHK. Ot1o sBnenue HazpiBaetcs ruopuauzanus JHK-THK.

Ecnu B pactBope npucyrcteyer PHK, To Moxno ocymectsuts rudopuausanuio JHK-PHK.
Takas rubpuau3anusi MOMOraeT yCTaHOBUTH OJHM30CTh OIpeeieHHbIX nocienoBatenbHocteil JTHK
¢ xkakou-nm6o PHK.

I'mopumuzanus JJHK-JIHK u JIHK-PHK ucnons3zyercs kak 3 hekTuBHOE CPEICTBO B MOJICKY-
JIIPHOM I'€HETHUKE.

CUHTE3 PHK — TPAHCKPUNLUUA

[Ipexxae yeM HA4YHYT CHHTE3UPOBATHCS OENKH, MHPOPMAIMIO 00 MX CTPOCHHH HEOOXOAUMO
"nocrate" u3 JIHK 1 goctaBuTh €e kK MecTy CHHTE3a OEJIKOB. DTHUM 3aHUMaIOTCA HH(OPMAIMOHHbIE
nnu matpudnbie PHK. O1HOBpeMEHHO KII€TKE HY>KHbI TPAaHCIOPTEPHI aMUHOKUCIIOT — TPAHCIIOPT-
Hble PHK u cTpykTypHBIE KOMIIOHEHTHI OpraHelyl, CHHTE3UPYIOIUX OeloK, — pudocoMaibHbIe
PHK. Bes nndopmarus o ctpoeHuu TpaHcopTHbIX U prbocomanbHbix PHK Taxke nHaxonutes B
JIHK.

[TosToMy cymiecTByeT mpouecc HepenuchiBaHus Wi TpaHckpunumu gaHHbeix ¢ JJHK Ha
PHK (anra. transcription — nepenuceiBanue) — bunocunte3 PHK na marpure JTHK.

Kak B mo00M MaTpruuHOM OMOCHHTE3€ B TPAHCKPHUIIIMH BBIICISIOT 5 HEOOXOJUMBIX dIIEMEH-
TOB:

o wMmarpuna —ojaHa u3 nenei JTHK,
o pacrymas nens — PHK,
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o cybcrtpar st cuntesa — pubonykineotuasl (YTO, I'TO, UTD, ATD),
o wuctouHuk 3Hepruu — YTO, ['TO, UTD, ATD.
o (epmentsl PHK-nommmMepasst u OenkoBbie (haKTOPBI TPAHCKPUIILIUH.
buocunres PHK npoucxoaut B yuactke JJHK, koTopslii Ha3pIBa€TCs TPAHCKPHUIITOH, C OJJTHOTO
Kpasi OH OTpPaHUYEH MPOMOTOPOM (HA4aJo), C Ipyroro — TepMUHATOPOM (KOHEL).
PHK-nonumepasbl 3ykapuoT MMEIOT HO JIB€ OOJBIIMX CYyOBbEIMHUIBI M HECKOJIBKO MaJIblX
CyObEIMHUIL.

CTAQUU TPAHCKPUMLUUMN
BI)I[[GJI?[IOT TpI/I cragnun TpaHCKpI/IHIII/II/II WHHULIMaN s, 3JIOHTaluAa U TCpMI/IHaHI/Iﬂ.

NHuyuayus

[IpomoTop conepkuT cTapToBhlii curHan Tpanckpunuuu — TATA-0oke — onpeiesieHHyo To-
cienoBaTenbHOCTh  HykieoTuaoB  JIHK,  cBs3piBatoniyro  mnepBblii  (GakTop  MHUIMALMU
TATA-¢akrTop. O10T TATA-(akTop obecneunBaer npucoenuHenue PHK-mosmmepasbl k Toi
uut JIHK, koTOpas Oyaer ucroib30BaThCs B KAUECTBE I1a0JOHA [T TPAHCKPHUIIIUK (MaTpUYHAN
uuth JIHK). Tak kak mpomotop accumerpuueH ("TATA"), to on cBsseiBaer PHK-mommmepasy
TOJIBKO B OJJHOM OpUEHTAIMH, YTO ONpeAeseT HalpaBieHHe TPAHCKPUIILIMK OT 5'-KOHLA K 3'-KOHIly
(5'—> 3'). st cBsaspiBanus PHK-nonmrMepassl ¢ mpoMOTOpPOM HEOOXO MM €Iiie OJMH (HaKTop HHHUIIH-
aiuu — o-¢akrop (rped. ¢ — "curma’), HO cpazy mociie cHHTe3a 3aTpaBodHoro ¢parmenra PHK
(mmmnoit 8-10 puOOHYKICOTHIOB) G-haKTOP OTPHIBAETCS OT PepMeHTa.

Hpyrue ¢akrops! uHUIManuu packpyuusarot crimpains JIHK nepen PHK-nonumepasoii.

dnoH2ayus
BeaxoBbie ¢akropbl 3moHTanuu obecrieunBaroT npoasmwkenne PHK-momumepassr Bmoub
JHK wu pacmnerator monekyny JHK Ha nporspkenun npumepHo 17 HYKICOTHAHBIX Map.
PHK-nommmepaza npoasuraerca co ckopoctbio 40-50 HYKIE€OTHIIOB B CEKYHIy B HalpaBJICHHUU
5'— 3'. ®epment ucnonwszyer ATO, I'TO, HTD, YTD onHoBpeMeHHO B KayecTBE cyOcTpaTa U B
KaueCTBE UCTOUYHHKA YHEPIUU.

Touka Ha4ana

TPaHCKpPUNLMK
Mpomotop
TATA- 6ch PR
nonMMepaaa TepmuHaTop
‘,P‘.---;::::
""""" D
5 2
PHK-
/ nonumMepasa TepmuHaTop
AP
. ploi = PHK 3 .. 5
5 2

OCHOBHBbIE 3JIEMEHTbI U npouecc TpaHCKpUTILHN
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TepmuHayus
PHK-nonmumepasza oCTaHOBUTCS, KOTJIa JTOCTUTHET TEPMUHUPYIOMIUX KOJAOHOB. C MOMOIIBIO
0enKoBOro (hakTOpa TEPMUHAILINH, TAK Ha3bIBaeMoro p-akropa (rped. p— "po"), ot marpunm! JJHK
otaernsoTces pepMeHT u cuHTesnpoBaHHast MoJiekyna PHK, koTopas sBnsieTcs nmepBHYHbIM TPaH-
ckpuntoM, npeauectseHHukoM MPHK wim TPHK wim pPHK.

MrPpoueccuHr PHK

Cpa3y nocne cunTe3a nepsuyHble Tpanckpuntel PHK 1o pasHbM npuunHaMm eiie He UMEIOT
AKTUBHOCTH, SIBIIIOTCS "HE3PENbIMU U B JaJbHEHIIEM MPETEPIEBAIOT Psijl U3MEHEHUN, KOTOPHIC
Ha3bIBAIOTCA MPOLECCHHI. Y DYKapHUOT IPOLECCUHTY noaseprarorcs Bce Buabl pe-PHK, y nmpoxka-
puot — Tosibko npenmectseHHukd pPHK n TPHK.

lMPOLYECCUHI NPEQLWECTBEHHUKA MPHK

[Tpu Tpanckpunuum ydactkos JIHK, Hecynux nHpopmanuio o 6eiakax, oOpa3yrrcs rerepo-
re’Hble snepusle PHK, no pasmepy Hamnoro npesocxoasmume MPHK. /leno B ToM, yTo U3-3a Mo3a-
WYHOU CTPYKTYpHl reHoB 3TH rereporeHHsle PHK Britouator B ce0st mHGOpMaTHBHBIE (IK30HBI) U
HenH(OpPMaTUBHbIE (MHTPOHBI) YYaCTKH.

1. Cnnaiicunr (anri. Splice - ckienuBaTh BCTBIK) — 0COOBIH MpoIecc, B KOTOPOM MPH y4acTUH
Manbix saepHbsix PHK npouncxoaut ynanenne HHTpOHOB M COXPaHEHHUE SK30HOB.

OK30H WHTpOH OK30H WHTpOH OK30H
L A

Manebie adepHbie PHK

WHTpOH

O O / MecTa coeanHeHns 3K30HOB

YaaneHHble UHTPOHbI v

Cnnaiicunr matpuunoit PHK

HaNT N ) o [ I |
w 9 0 O Asorucroe
OH OH l”zo OCHOBaHMe
Kan’, npeacTasnstolmii coboi S OH MonnageHnnoBsbIn “xeocT
OCTaToK 7-METUNryaHo3nHa (,!,)

WHpopmaTuBHbIN y4acTok PHK

CxemarnuHoe npezacrasienne marpuuHoii PHK sykapuot

2. KanupoBanue (aHrJ. Cap — I1anka) — IpoMCXOUT elle Bo BpeMs TpaHckpumiuu. [Iporece
COCTOUT B mpucoequHeHuu k S-tpudocdary koHueoro Hykiaeoruga npe-MPHK 5'-yriepona
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N7-MeTHJ1-ryaHo3HHa. "Kon" neobxoaum aiis 3ammtsl Mosiekyasl PHK ot sk3onykieas, paboraro-
mux ¢ 5'-KoHIa, a Take Ui cBa3biBaHus MPHK ¢ pubocomoii n i1 Hauana TpaHCISAIHH.

3. IonageHUIMPOBAHUE — TIPU MTOMOINHU TOJIMAICHIIAT-TIOJIMMEPa3bl ¢ UCIOJIb30BaHUEM
moutekyn AT® npoucxoaut npucoeaunenue k 3'-kony PHK ot 100 mo 200 ageHHMIOBBIX HYKIICO-
TU0B, (hopmupyrouux moyu (A)-xsoct. [Tomu (A)-XxBocT HE0OX0 UM s 3amuThl Mostekyasl PHK
OT 9K30HYKJI€a3, paboTaromux ¢ 3'-KOHIIa.

l1POLYECCUHI NPEQWECTBEHHUKA PPHK

[IpenmecrBennuku pPHK sBistoTcst Oosiee KpynmHBIMU MOJIEKYJIaMU 110 CPaBHEHHIO CO 3pe-
aeiMu pPHK. Mx co3peBanue cBoautcs Kk paspeszanuto npepudocomHoit PHK Ha Gonee menkue
(OpMBI, KOTOPBIE YK€ HETTOCPEICTBEHHO YYacTBYIOT B (JOPMHUPOBAHUM PUOOCOMBL. Y SYKapHOT Cy-
mecTBytoT 5S-, 5,8S-, 18S-, u 28S-pPHK. I1pu stom 5S-pPHK cunTe3upyercs oTnenbHO, a 00IbImas
npepubocomuast 45S-PHK  pacmeruisercss  cnienuuuHbIME -~ HyKJI€a3aMH C  0Opa3oBaHHEM
5,8S-pPHK, 18S-pPHK, u 28S-pPHK.

Y mpokapuot Mosiekyibl pudbocomansHo PHK coBcem mHBIE IO cBOMM cBoiicTBaM (5S-, 16S-
, 23S-pPHK), uto siBiISIETCS OCHOBOY M300pETEHUS M MCIIOIB30BAHUS Psifja AHTUOMOTHUKOB B ME]TH-
LUHE.

MPOYECCUHI NPEAWECTBEHHUKA TPHK

1. ®opmuposanme Ha 3'-koH1ie nocaenoareabHocTu L-1[-A. Jlns atoro y onnux npe-TPHK
¢ 3'-KOHIIa YAasAI0TCA JIMITHUE HYKJIEOTUAb! 10 "o0HaxkeHus' tpuruiera L-1{-A, y npyrux uaer npu-
COEIMHEHHE TOM MOCIIEOBATEIbHOCTH.

2. ®opMHUpPOBaHUE AHTUKOJOHOBOM METJIN MTPOUCXONT ITyTEM CIUTACHHTA U YIAJICHHSI HH-
TpoHa B cpenHel yactu npe-TPHK.

3. Momupukanus HYKJIE€OTHI0B B MOJEKYJIE IyTeM AE€3aMUHUPOBAHMS, METHIIMPOBAHMS,
BoccTaHoBleHMs. Hanpumep, oOpa3zoBaHue nceBaOypuaAMHA U JUTHAPOYPUANHA.

o] 0]
HN | HN

o~ N

NH N

®-@-@-0-CHz, ®-@-®-0-tHz,
OH OH OH OH
MNceBaoypuannoBbIN HyKNeoTua, [vrvapoypuannoBsbin HyKNeoTus,

CTpOEHHG HEKOTOPbIX MO,[[H(‘)HL[HPOB&HHHX HYKJICOTHAOB B COCTaBe TPHK

PErynaymss TPAHCKPUNYnu

Tak Kak TpaHCKPHIIIUS CBSI3BIBACT SIp0 — ""MO3T" KIIeTKH, e¢ ""0aHK 3HaHWi" 1 OekH, "pabounx
nomagok" KJIETKH, TO OT Ka4eCTBa M aKTUBHOCTU TPAHCKPUIILIMU 3aBHCUT 00BEM CHHTE3a TeX HIIU
MHBIX OEJIKOB, )KM3HEIEATEIHbHOCTh KIIETKHU, €€ CIIOCOOHOCTD aIalTUPOBATHCS K OKpYKaroiei o0cTa-
HOBKE.

VY npokapuoT ¥ 3YKapuoT PEryJslus TPAHCKPUIILUU POUCXOIUT, ECTECTBEHHO, MO -PA3HOMY,
XOTsI HEKOTOPbIE MOMEHTBI TTOXO0XKH.

lIpokapuomabi
Perynsus 6uocunTesa Oesika y IpoKapruoT OCyIIeCcTBIseTcs Ha ypoBHe TpaHckpuniuu MPHK.
B Hacrosiiiee Bpems nmpuHsTa TeOpHs onepoHa, copmynupoBanHas Ppancya Kakodom u Kakom
Momno. B ocHOBe TCOPpHUHU JICKAT CICAYIOIIHNC ITOHATHA:
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OIlePOH — IPyIIa TECHO CBSI3aHHBIX MEX/y COO0 reéHOB, KOTOPbIE IPOrPaMMHUPYIOT 00pa3oBa-
HUE CTPYKTYPHBIX OEJIKOB M ()ePMEHTOB B KJIETKE,

KOHCTUTYMTHBHbBIE I'€HbI — T€, KOTOPbIE aKTUBHBI B KJIETKAX BCETJa, HE3aBUCUMO OT €€ aKTHB-
HOCTH,

HHIyUHOeJbHbIe TeHBI — T€, KOTOPHIE CYUTHIBAIOTCS MPH HEOOXOAUMOCTH,

TEH-PeryJsiTop — I'€H, PErylIupyromuil paboTy onepoHa, HO He BXOAsIUN B ero cocraB. OH
CHUHTE3UPYET OCIOK-PErylIaTop (Jalle Ha3bIBaeMbIl OCIIOK-PeNpPeccop), KOTOPBIH MOXKET ObITH
B AaKTHBHOM U HEAKTHBHOI (hopme,

ren-onepatop — yiactok JJHK, criocoOHBIN CBS3BIBATBCS ¢ OCITKOM-PEryIsITOpOM, U "periaro-
umit" HyxHo paborats PHK-nonumepase unm Her.

lex- Mpomotop I €H-
perynstop oneparop

n O CTpyKTYpHbI€E reHbl

P
Hute JHK l 7 Zz B TpaHCKpuymsi

PHK-nonumepa3sa
MPHK

l

Benok-peaynamop Benku-ghepmenmet

MPHK

Cxema CTpOC€HUA ONMEpOHaA

JTakTO3HbIN ONepoH

JlakTO3HBIN OTIEPOH B 1I€JIOM OTBEUYAET 33 KaTaOOJIM3M JIAKTO3HI.
ITpu m3yuyenun E.coli Ob110 3aMeueHO, 9TO B KIIETKE MOKET OBITH JBE B3aHMOMCKITIOYAOIIHE

CUTYaIlUH:

o

aKTUBHOCTb OJHOTO U3 (hepMEHTOB KaTaboJM3Ma JIAKTO3bl HU3KA, €CIIU B Cpe/ie MMeeTCsl IJII0-
KO03a.

HO aKTHBHOCTB 3TOTO (pepMEHTa pe3KO MOBBbIIIAETCA B 0OpaTHOW CUTyalllH, T.€. IPU OTCYT-
CTBMHU IJIIOKO3bI U IPU HAJTUYHMHU JIAKTO3BI.

Ha ocnoBanuu 3Tux HaOmoneHUN Oblia MpeayokKeHa CXeMa pPEeryisiuM OlepoHa Mo Mexa-

HHU3MY HHIAYKIUH:
1. B oTcyrcTBHE J1aKTO3b AKTUBHBIH 0€J10K-penpeccop CBS3bIBACTCS C OMEPATOPOM U OJIOKHUPYET

cunte3 MPHK, xogupyromieit pepmeHTh KaTaboau3Ma 1akTo3sl. B pesynbrare 3Tu hepMeHThI He
o0pa3yrorcs.

OTCyTCTBME NaKTO3bI Hanuyme nakrossbi
P M (0] P n (6]
_ / / ) e, L L N e / / e Je—, 1 1 1
/ Het / — e TPAHCKPUILIMS
TPAHCKPUALMN uner
Peripeccusi Benok-
e'f’_le’;gg'o _ penpeccop
% peccop aKTVBHbIN CuHTEs chepMeHTOoB
KTUBHBIV - Karabosim3mMa J1aKTo3bl

HeakmueHbil
KoMnnexc

JlakTo3a

CTpoeHne 141 pa60Ta JIAKTO3HOTO OTI€pOHa
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2. Ecii TIIIOKO3BI HET, a JIAKT03a €CTh, TO IMOCIIETHSS CBA3BIBACTCS C OEIIKOM-PENPEecCOPOM U UHTH-
Oupyer ero, He AaBasi CBSI3aThCs ¢ TeHOM-ornepaTopoM. 1o no3Bosisier PHK-monmmMepase cuntsi-
BaTh MH(OPMAIIHNIO, OTBEUYAIONIYIO 32 CHHTE3 (pepMEHTOB KaTaboar3Ma JaKTO3bl, U CHHTE3UPO-
Batb MPHK.

Taxkum O6p2130M, JIAKTO03a ABJIACTCH HHAYKTOPOM TPAHCKPHUIIIINH.

TpuntodaHOBLIN ONepoH
TpunTohaHOBEII OIEPOH B IIETIOM OTBEYAET 32 CUHTE3 TPUNTO(aHA.
OyHKIIMOHUPOBAHKE TPUNITO()AHOBOTO OMEPOHA B HEKOTOPOM CMBICIIE TIPOTUBOTIONIOKHO JIaK-

TO3HOMY. Perynsuus ocymecTBisieTcs 1o MeXaHu3My penpeccum.

1. B oTirume OT 1aKTO3HOTO ONEPOHA, OETIOK-PENPECCOP CUHTE3 UPYETCS] B HEAKTHBHOM COCTOSIHUU
Y HE MOXXET 3a0JIOKMPOBATh TPAHCKPHUIIIUIO T'€HOB, KOAUPYIOMIUX (PEPMEHTHI CUHTE3a TPHUIITO-
(ana. CuHTE3 3TOM aMUHOKHCIIOTHI OyJIET B KJIETKE MPOA0JIKATHCS 10 TE€X MOP, MOKA B MUTATEIb-
HOMH cpezie He MOSIBUTCS TPUNTO(daH.

2. Tpuntoan coenuHseTCsl ¢ OEIKOM-PENPECCOPOM M aKTHBHUpYeT ero. Jlamee Takol akTUBHBIN
KOMIIJIEKC IPUCOEANHSAETCSA K TeHY-OIepaTopy U OJOKUPYET TpaHCKpUIUio. TakuM oOpazom,
NPH HAIMYUM TPUNTO(DaHa B CpeJie MPeKPALAeTCcsl €r0 BHYTPUKIETOYHBIN CUHTE3, 3KOHOMSITCS
pecypchl U dHEprus 0aKTepUaTbHOM KIETKH.

B sTom cnyyae TpunTodan siBjisieTcs: penpeccopoM TPAHCKPUIILMH.

OrcyrcTBue TpunToghaHa Hanunume Tpunrochara
P a9 P n o
S / | a1 1 1 1 — // ] N N "
/ @—>TpaHCKpMnuMﬂ /4 Hert
uaer l TPAHCKpUiLmm
Benok-
Benok-
penpeccop l penpeccop Pernipeccusi
HEaKTUBHbIN CuHTE3 (hepMeHTOoB HEeaKTUBHbIN
CHUHTE3a TPpHUrnTogpaHa
G AxkmueHbil
KomMnnekc

TpuntodaH

Crpoenue u padora TpuntodaHoBOro onepoHa

Jykapuombl

BHyTpuKkneTouyHas perynauus

CyliiecTBEHHOE YCIOKHEHUE YKAPUOTUUYECKUX OPTaHHU3MOB IOBJIEKJIO 3a CO0OM MOsBICHHE
HOBBIX CIIOCOOOB PETYJISINN aKTUBHOCTU TPAHCKPUIILIUU.

AMIIMpUKAIMSA — 5TO YBEJIMYECHHE KOJIMYECTBA I€HOB, TOUHEE MHOTOKPATHOE KOITMPOBAaHUE
onHOTO reHa. EcTecTBeHHO, Bce MOTYyYeHHbIE KOTIMY PAaBHO3HAYHBI U OJJMHAKOBO aKTUBHO 00ecedn-
BAIOT TPAHCKPHUIILIUIO.

DuxaHcepbl (anri. to enhance - ycunusats) — 310 yuactku JJHK B 10-20 map ocHoBaHwuiA, crio-
coOHBIE 3HAUUTENBHO YCHJIMBATH dKcIpeccuto reHos 1ol ke [JHK. B ornuune ot npoMoTOpoB oHU
3HAYUTENIBHO YaJIeHbl OT TPAHCKPUIIIMOHHOTO YYacTKa M MOTYT PacrojaraThCsi OT HEro B JOOOM
HampaBiieHuu (K 5'-koHIy uiu K 3'-koHiry). CaMu SHXaHCepbl HE KOAUPYIOT Kakue-I1ubo OeNnku, HO
CIIOCOOHBI CBSI3BIBATHCS C PETYIATOPHBIMU OeNTKaMu (TIOIaBISIONIMMHE TPAHCKPHUIIIIHIO).

Caiisienceps! (anri. silence — mosuanue) — ydactku JTHK, B mpuHIMIIE CX0KHE C SHXAHCE-
pamu, HO OHH CIIOCOOHBI 3aMeJISATh TPAHCKPHUIIIINIO T€HOB, CBSA3BIBASACH C PETYASTOPHBIMH OCIIKaMH
(KOTOpBIE €€ aKTUBUPYIOT).

Ilepectpoiika resoB. K mogoOHBIM mpolieccaM OTHOCUTCS KPOCCHHIOBep — OOMEH ydacT-
KaMH TOMOJIOTHUHBIX XpPOMOCOM, U 00Jiee CIOXKHBIA Mpolecc — caiT-cnenupuynas pekoMOuHa-
Ms, KOTOPas U3MEHSIET TIOJIOKEHUE H TMOPSIIOK HYKICOTHIHBIX MOCIEA0BATEIHHOCTEN B TEHOME.
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IIpouneccunr MPHK — Hekotopsie npe-MPHK noaseprarorcst pa3HbIM BapuaHTaM CIUIAMCHHTA
(anpTepHATHBHBII CIVIAMCHHT) B pe3ylibTaTe 4ero oopasyrorces pazusie MPHK, u cooTBeTCTBEHHO,
Oenku ¢ pa3HoOU (PyHKITHEH.

HN3menenne cradbuiabuoctu MPHK — ueMm Beiie npoaomxuTenbHOCTh sxu3nu MPHK B nuto-
30J1€ KJIETKH, TeM OOJIbIIe CHHTE3UPYETCSI COOTBETCTBYIOLIETO OelIKa.

ﬂeKapCTBeHHaFI perynauud
Nurnéuposanne

1. I'erepouukiIn4ecKre COeIMHEHUS JOKCOPYOUIIMH, JAYHOMUIIUH 1 akTHHOMUIMH D o0na-
Jal0T CIOCOOHOCTHIO MHTEPKAJIMPOBATH (BCTpaMBaThCs Mexay HuTedl monekynsl JTHK) mexmy
JIBYMSI COCETHUMM ITapaMu ocHoBaHui ['-L. B pe3ynpTaTe BO3HHMKAECT NPENATCTBUE JUIS IBUKECHUS
PHK-normmmepassi ('3aeqanue MOJTHUM'') M OCTAHOBKA TPAHCKPUIIIUH.

2. Pudamnunuu cBs3eBaetcs ¢ B-cyobenuuuneir PHK-momnMepassl mpokapuoT U HHTHOH-
pyer ee. biaronaps Takoi n36UpaTeNbHOCTH AeUCTBUS pUdaMIUIMH AEHCTBYET TOJIBKO HA OaKTepun
U SIBJISI€TCS MpenapaToMm /s JIe4eHUs TyOepKyiesa.

3. o-AMaHMTHH, oOKTamentua Onemnoi mnoranku (Amanita phalloides) Gmokupyer
PHK-nommmepasy |l aykapuor u npenotspaiaet npoaykiuo MPHK.

AKTHBANUA

AXTHUBaLIMS TPAHCKPUIILIUU HCIIOJIB3YETCS B KIIMHUKE HAMHOTO PEKe U 3aKJII0YaeTcs B IpuMe-
HEHUH aHAJIOTOB CTEPOMIHBIX TOPMOHOB ISl TOCTHKEHHS aHa0oIn4Yeckoro 3G dekra B opraHe-Mu-
meHu (cM "T'opmonsl"/"MexaHN3M JeMCTBHUS CTEPOUIHBIX TOPMOHOB").

FTEHETUYECKWWU KOO

['eneTrueckuii (OMOJOTHYECKHUIT) KO — 3TO CIOCco0 mepeBoia yetsipex3naunoro (A, I', Y, L)
SI3bIKA HYKJICOTHUJIOB B JIBA/IIIATU3HAYHBIN S3BIK aMUHOKHCIIOTHOM TIOCIIEIOBATEILHOCTH.

CaowcTBa buonorm4yeckoro Koaa

TpunierHocTs — Tpu HyKIeOoTHAA GOPMHUPYIOT KOJOH, KOTUPYIONTUNA aMHHOKHCIIOTY. Beero
HAaCUYHUTHIBAIOT 61 CMBICIIOBOM KOJIOH.

CnennguuHocTh (WM OTHO3HAYHOCTD) — KaXJA0OMY KOJIOHY COOTBETCTBYET TOJIHKO O/IHA AMHU-
HOKHUCJIOTA.

BbIpoxkIeHHOCTh — 0JTHOM aMUHOKHCIIOTE MOKET COOTBETCTBOBATh HECKOJIHKO KOJJOHOB.

YHuBepcaabHOCTb — OUOJOTHYECKUN KO/ OJUHAKOB JUIsl BCEX BUJIOB OPraHU3MOB Ha 3emiie
(01HAKO B MUTOXOHAPHUSAX MIECKOMUTAIOIINX €CTh UCKITIOUCHUS).

KosnuneapHocTh — nociae10BaTeIbHOCTh KOJOHOB COOTBETCTBYET MOCIEI0BATEILHOCTH aMHU-
HOKHUCJIOT B KOJAUPYEMOM OeJIKe.

HenepexpbiBaeMoOCTh — TPUILIETHI HE HAKJIAABIBAIOTCS APYT HA JIpyra, pacrojarasch psaoM.

OTtcyTcTBHE 3HAKOB NPENUHAHUS — MEXK/y TPUIUIETAMU HET JONOJHUTEIbHBIX HYKJICOTHIOB
WM KaKUX-TMO0 MHBIX CUTHAJIOB.

OaHoHaNPaBJIEHHOCTb — MPU CUHTE3€ OeJIKa CYUThIBAHHE KOJOHOB HJET MOCIEI0BATENbHO,
0€e3 MPOIYCKOB UJIM BO3BPATOB Ha3ajl.

AOANTOPHASA PONb TPAHCMNOPTHbLIX PHK

Tpaucnoptusie PHK siBnsitoTcs € IMHCTBEHHBIM MOCPEAHUKOM MEXy 4-X OyKBEHHOH mocie-
JOBATENbHOCTHIO HYKJIEMHOBBIX KUCIOT U 20-TH OyKBEHHOM MOCIeI0BaTeIbHOCTHIO OeTKOB. IMeHHO
OT HaJIM4Ms TOTO WK UHOTO aHTuKoAoHa B TPHK 3aBucHT, kakas aMMHOKHCIIOTA BKJIFOUUTCS B Oell-
KOBYIO MOJIEKYyTy, T.K. HU pubocoma, Hu MPHK He y3HaroT amunokucnoty. Takum oOpazom, aman-
topHas poib TPHK 3akmtouaercs: 1) B cnennuuHOM CBSI3BIBAHUH ¢ aMUHOKHCIIOTaMH, 2) BO BKITIO-
YeHUH aMUHOKHUCIIOT B OEJIKOBYIO 1IeTIb B COOTBETCTBUU ¢ MaTpuiieit MPHK.

N3buparensHoe mpucoeannenne aMmuHokucaoTel kK TPHK ocymiectBasercst pepmenTom ammu-
Hoanwi-TPHK-cunTeTa30i, nMeromeit cnenupuiHOCTh OJJHOBPEMEHHO K JIBYM COCTUHEHUSIM: Ka-
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KOH-TM00 aMUHOKHUCIIOTE U cooTBeTcTBYtomler eif TPHK. s peakuuu tpeOyercst 1B MaKpOIpru-
yeckue cBa3u AT®. AmuHokucioTa npucoenunsercs kK 3'-koHuy akuentopHoi nerau TPHK uepes
O-KapOOKCWIIBHYIO TPYINY, U CBsI3b Mexy amuHOKHcIoTOM M TPHK cranoBuTCcs Makpolpruue-
CKOM. 0.-AMMHOIPYIINIA OCTAeTCsl CBOOOTHOM.

Tak kak cymectByeT okoio 60 pasimmuabix TPHK, To HEKOTOpPIM aMMHOKHCIOTaM COOTBET-
ctByerT 1o ase unu 6onee TPHK. Paznuunbie TPHK, npucoenuustonue ogHy aMUHOKHUCIIOTY, Ha3bl-
BAIOT H30aKLENTOPHBIMH.
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CUHTES BEJIKA - TPAHCNAUUA

Tpancmsaus (auri. translation — nepeso) — 3to 6GrocunTe3 6enka Ha Mmatpuiie MPHK.

[Tocne nepenoca nadopmanuu ¢ JIHK na marpuunyro PHK nHaunnaercs cunres 6enko. Kax-
nas 3penas MPHK Hecet nadopmanuio To1pk0 00 0HO# noumnenTyuHou nenu. Ecim kinetke HeoO-
XOJIMMBI Jpyrue 0enKu, To Heo0xoaumMo TpanckpubupoBat MPHK ¢ unbix yuactkos JIHK.

buocunTe3 0enKOB WM TPAHCASUMSA [IPOUCXOIUT HA PUOOCOMAaX, BHYTPUKIECTOYHBIX OEJIOK-
CHUHTE3UPYIOUINX OpraHeljiaX, ¥ BKIYAET 5 KIIIOUEBbIX JIIEMEHTOB:

Marpuiia — matpuyHas PHK,

pacTyias 1ernb — HOJUIENTH],

cyOcTpar anst cuHTe3a — 20 MPOTEenHOTeHHBIX aMUHOKHUCIIOT,

HUCTOYHUK 3Hepruu — [ T,

pubocomanbubie 6enku, pPHK u 6enkoBbie hakTopsl.

Boigensitor Tpu OCHOBHBIX CTAJMH TPAHCISALUN: HHUIUALIMS, STOHT AN, TEPMUHALUS.

o O O O O

UHnynAuns

Jia uannmanun Heooxoaumel MPHK, I'T®, manas u 6oabmasi cyObeAMHUIIBI PUOOCOMBI,
Tpu OenkoBbIX pakTopa unuuammu (UP-1, UdP-2, UD-3), metronud u TPHK a1 metTnonuHa.
B nauvane »toi#i ctaauu GopMUPYIOTCS JBA TPOWHBIX KOMILIEKCA!
o mepBblii kommieke — MPHK + manas cyoreaununa + UD-3,
o BTOpPOii komMmieke — MeTHOHUI-TPHK + UD-2 + T'TO.
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MatpuyHas PHK [To
dakTop nHMumaumm Nd-3 MetnoHun-TPHK
Manas cybbeauHuua pubocombl dakTop nHUumauum Nd-2

dakTop nHMumauum Nd-1

O6pa3zoBaHme n o6begnHeHne TPOKHbIX KOMIM/IEKCOB

Bonbluas

K cy6beauHuLa puBocoMbl
& rae + oy

No-1, Nd-2, Nd-3

MaTtpuyHas PHK

CoObITHs CTau MHUL AL CUHTE3a Oenka

[Tocne popMupoBanus TPOUHBIE KOMIUIEKCH 0OBEIUHSIOTCS C O0IBINON CyOBeqMHUIICH prOO-
coMmbl. B 3TOM npoliecce aKTUBHO y4acTBYIOT O€JIKOBBIE (PaKTOPHI MHUIIMALIUY, HCTOYHUKOM SHEPTUU
cyxut ['TO. Tlocne cOopkn komruiekca naunuupyromas MeTuoHuWI-TPHK cBsizpiBaercs ¢ mep-
BbIM K0I0HOM AYT matpuunoit PHK u pacrionaraercs B II-menrpe (menTuauibHBINA LIEHTP) 00Th-
0¥ CyObeTMHUIIBI. A-HeHTP (aMUHOAIMIIBLHBIN IIEHTP) 0CTaeTCS CBOOOHBIM, OH OYyJIEeT 3a/1eHCTBO-
BaH Ha CTaJIUU JIOHTallUU JJIs CBsi3bIBaHUS amuHoai-TPHK.

[Tocne mpucoeanHenus 60JIbIION CyObEeTMHHUIIBI HAUMHACTCS CTAaIUs JIIOHTALIUH.

S/IOHrAUns

Jns aToi ctagun HeoOoxoaumbl Bee 20 amuHokuciiot, TPHK miis Bcex aMuHOKHUCIOT, OCIKOBEIC
(daktopsl Amonraruu, ['TO. YymmHeHHe 1Ieny MPOUCXOIUT CO CKOPOCThIO MpuMepHO 20 aMHUHOKHC-
JIOT B CEKYHJY.

DnoHranusl mpeicTaBisieT coOol mMKJINYecKHid mpomecc. BTtopoii nukn (u cruemgyromue
LUKJIIBI) SJIOHTAIIMK BKIIIOYAET TPH IIara:

1. Tlpucoenunenue amunoanmin-TPHK (eme Bropoit) k konony MPHK (eme BTopoMy) — amuHOKHC-
JI0Ta IIPHU STOM BCTpauBaeTcsi B A-1leHTp pubocombl. Mcrounukom sHeprun ciyxuT ['TO.

2. ®epMeHT menTUAWITPaHcpepa3a OCyIIECTBISET MepeHoc MeTHoHWHA ¢ MeTHOHUI-TPHK (u3
[T-uentpa) Ha Bropyro amunoanua-TPHK (B A-tieHTpe) ¢ oOpa3oBaHHeM NMENTHIAHOMH CBSI3H
M€Ky METUOHUHOM M BTOPO aMUHOKUCIOTOU. [Ipu 3TOM yxe aktuBupoBanHass COOH-rpynna
METHOHHHA CBs3bIBaeTcsa co cB0O0HONM NH2-rpymnmoit BTopoii aMUHOKUCIOTHL. 371eCh HCTOYHH-
KOM 3HEPI'vH CIY’)KUT MaKpO3prudeckas CBsi3b Mexy aMuHOKkuciaoTol u TPHK.
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lpucoeagunHeHmne Komrisiekca mpaHcgepasa
ammHokuncsiota-3—TPHK.

LnkrimyHoe rnoBTopeHmne Tpex
waroB ymkKsia a71o0Hrauymu.
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ﬁ pancnon;x

rage + oy rtTe
Mycras TPHK

CoObITHs MepBOro LMKNIA CTaNK TOHIALMN CHHTe3a Oenka

3. ®epmenT TpaHciaokasza nepemeinaer MPHK otHocuTenbHO pruO0OCOMBI TAKUM 00pa3oM, YTO Tep-
BbIN K0JI0H AV oka3biBaeTcsi BHE puOOCOMBI, BTOPOW KOJIOH CTAaHOBHUTCS HanmpoTus I1-mieHTpa,
HampoTUB A-IIEHTpa OKa3blBaeTCs TpeTuil KoaoH. JlJig 3TUX MpolleccoB HEOOXoAMMa 3aTpaTa
sHepruu I'T®. Tak kak BMecte ¢ MPHK nepememnarorcs 3akpensiennusie Ha Heil TPHK, To nnum-
nuupyromas nepsas TPHK Beixoaut u3 pudocomsr, Bropas TPHK ¢ aunentuaom momeniaercs B
II-tienTp.

4. Bropoe noBTOpeHue IUKJIA — HAYMHAETCA C IpUCOeAUHEHU TpeThbeil amunoai-TPHK k Tpe-
Themy kosony MPHK, amunokucnora-3 cranosutcs B A-uieHTp. Jlanee Tpancdepaznas peakiium
MOBTOPSIETCS ¥ 00pa3yeTcs TPUNenTH 1, 3aHUMAIOIINI A-IIEHTp, Tocje Yero oH cMmemaercs B [1-
LIEHTP B TPAHCJIOKA3HOU pEaKIUU.

5. B mycroit A-uenTp BxoauT yerBeprasi amuHoauuia-TPHK u Bce noBTopsiercs.

Hukn snoxranuu (peakuuu 1,2,3) moBTOpsSETCS CTOJIBKO pa3, CKOJIbKO aMUHOKHCIOT HE00XO-

JUMO BKJIFOUYUTH B MOJUNENTUAHYIO LIETh.



biokhimija.ru TumunH O.A. Jlekumm no obuier Guoxmnmmm (2020r) 179

Axuentopras ! 3 Axuentopras ! 3 AxuenTopras 3 AxuenTopras ! 3
yactb TPHK-3 p YacTb TPHK-4 » yactb TPHK-3 A yacTb TPHK-4 5
| ] 1 ]
(o] o OH o}
_— : :
i | i ,9% ?=o c|:=o
R
: AMnHoKuCnoTa 3—H(|3 0 H(I:-AMMHOKMCI‘IOTa 4 H(IJ—AMMHOKMcnOTa 4
H A NH,
4
| e
i HC—AmuHokucnora 2
N H : Menmudun-
t[‘ .............................. mpaHcgepasa
P CuHTE3 HOBOV
H?—CHZ‘CHZ—S—CH3§ nenTuaHok cea3n
: NHp i
e=o
H(I:—CHZ—CHZ—S—CH3
L T
MenrngnnbHeiii  AMMHOAUN/IbHbBIHA MenTrngnnbHbIA AMMHOaAUNSIbHBINA
YeHTp YeHTp YeHTp YeHTp

Cxema 00pa3oBaHMs MENTUAHOMN CBA3HM B TPEThEM LMKJIE CTaJNU JIOHTALUH
IpH BCTPaUBaHUH YE€TBEPTOH aMUHOKHUCIIOTHI B TIENTH]L
(cyobemuuuip! pudocomsl, 6omnbias yacts TPHK u MPHK He mokasansr)

TEPMUHALMNSA

Cunte3 0enka MpoJoJDKaeTcs 10 Tex IMop, moka pudocoma He nocturHer Ha MPHK ocoOmix
TEPMUHUPYIONIUX KOJIOHOB — €cTON-KOA0OHOB YAA, YAI', YI'A. JlanHble TpUILIETHI HE KOJUPYIOT
HU OJIHOM M3 aMUHOKHCIIOT, UX TaKXe Ha3bIBalOT HOHCEHC-KOJOHBI. [Ipu BXOXKACHUN 3TUX KOJIOHOB
BHYTPb pOOCOMBI POUCXOIUT aKTUBALUS OEIKOBBIX (PaKTOPOB TEPMUHALIMU, KOTOPBIE MOCIIEI0Ba-
TEJIbHO KaTaJU3UPYIOT:

1. 'maponuTUyeckoe OTUIEIICHHE noaunenTuaa ot koneynot TPHK.
2. Otnenenue ot [I-nienTpa nocinennei, yxe mycroi, TPHK.
3. uccormmaruto pubOCOMBI.
HctounnkoM sHepruu Jyis 3aBeplieHus Tpancisiuu apisercs ['TO.

MocnenHuin
CMbICIOBOW KOAOH

CTON-KOAOoHBI
(YAT, YTA, YAA)

Benkoebie genkoeue
gakmopsbi aKkmopbl i
aeseHue
mepMuHayuu " / mepMuHayuu SEi i
purbocomsbl Apyr
oT apyra

CuHTe3npoBaHHas N MatpuyHas PHK

nonunenTuaHas Lenb @ @

MocnepHsas TPHK

MPHK

AK-2 =Mert

CoObITHA CTaguU TEPMUHAIIMN CHHTE3a OesKa
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MonnPUBOCOMBI

IIo mpuymnHe TOrO, 4TO MPOJOJKUTENBHOCTD KU3HU MarpuyHoi PHK Hesenuka, nepen kiuer-
KOHM CTOUT 3a/1a4a MCII0JIb30BaTh €€ MAaKCUMaIbHO 3()(EKTUBHO, T.€. MOIYIUTh MAKCUMAIbHOE KOJIH-
4yecTBO "OenkoBbIX Komui". s qocTiskeHus 3Toi nenm Ha kaxaoit MPHK moxker pacnonaratbest
HE OJIHA, a HECKOJIbKO pHOOCOM, BCTAIOLIUX MOCIIEA0BATENBHO APYT 3a APYTOM U CHHTE3UPYIOIIHUX
nenTuAHble 1eny. Takue o0pa3oBaHus Ha3bIBAIOTCS MOJMPUOOCOMBI.

MOCTTPAHCNALUUOHHAA MOON®UKALNA BENKOB

Yamie Bcero B pe3yabTaTe TPAHCISIIHUU TOJUIECTITHAHBIC LENH 00pa3yroTcs B HEAKTHBHOMN
bopme, Mo3TOMY HEOOXOAUMBI JIOTIOJTHUTEIHHBIE H3MEHEHHS — MPOILECCHHT .
K peaknusim nmporeccuHra OTHOCSATCS:
1. Ynanenue ¢ N-koHIIa METMOHUHA WM J1a)K€ HECKOJIBKUX aMUHOKHUCIIOT CICIU(UIHBIMH aMUHO-
MenTUAa3aMu.
2. Ob6pazoBanue AMCYyab(PUIAHBIX MOCTUKOB MEXy OCTaTKaMH IIUCTEHHA.
3. YacTuyHbI{ MPOTEOJIU3 — yJaJleHUE YaCcTH MeNTHUAHOMN LeNu, KaK B CIydyae ¢ MHCYJIMHOM WIIU
npoteosmtuyeckumu gpepmentamu KKT.
4. TlpucoenuHeHe XUMHUYECKOH IPYNIbl K aMUHOKHCIOTHBIM OCTaTKaM OEJIKOBOH IIeMH:
o (ocdopHoii kucaoTel — HanpuMmep, hochopmmposanue o Cep, Tpe, Tup ucnons3yercs npu
PErynsiuuyu akTUBHOCTU (PEPMEHTOB WJIN JJISl CBA3BIBAHHS HOHOB KaJIbLIN4,
o KapOOKCHJIbHOI IPYIIbl — HApUMep, IpH ydyacTuu ButamuHa K mpoucxoaut y-kapOoKCHiIn-
poBaHMe IIyTaMara B cOCTaBe MpoTpoMOMHa, MPOKOHBEpTHHA, (hakTopa Ctroapta, Kpuctmaca,
YTO MO3BOJISIET CBA3BIBATH MOHBI KAJIbIMS MPH MHULIMALIUU CBEPTHIBAHUS KPOBH,
0 MeTHJbHOM TpyNIMbl — HAlpUMEp, METHJIMPOBAHNE apTMHUHA U JIM3UHA B COCTaBE TMCTOHOB
HCIIOJIBb3YETCS ISl PETYISIIUN aKTUBHOCTH '€HOMA,
o THAPOKCUJIBLHOW IPYNNbl — HApUMep, 00pa3oBaHUE TUIPOKCUIIPOJINHA U THIPOKCUIU3UHA
HE0OX0IMMO ISl CO3pEBaHUS MOJIEKYJT KOJIareHa npH ydactuu ButamuHa C,
o #oma — HampuMep, B TUPEOTJIOOYIMHE MPUCOSANHEHUE Hoaa HEOOX0aUMO MJisi 00pa30BaHUs
MPEALIECTBEHHUKOB THPEOUAHBIX TOPMOHOB HOATUPOHUHOB,
5. Bximtouenre mpocTeTH4ecKoOi rpynibl:
0 YIJIeBOJHBIX OCTAaTKOB — HAaIpUMED, TIIMKUPOBAHUE TPEeOyeTCsl IPU CUHTE3€ INIMKOMPOTEHHOB.
o Trema — HampuMep, PU CUHTE3€ reMOrIo0NHA, MUOTJIOOMHA, TUTOXPOMOB, KaTallasbl,
o BHTAMHMHHBIX KopepMmeHToB — OnotnHa, ®AJl, mupunokcanbdocdara u 1.11.
6. O0beaMHEHUE IPOTOMEPOB B €AMHBII OJIMTOMEPHBIN OEJIOK, HapUMep, TeMOTJIOOWH, JaKTaT/ie-
TUApPOreHasa, KpeaTHHKMHA3A.

donauvHr BENKOB

@oJ1AMHT — 3TO IPOLIECC YKIAKU BBITSIHYTON NOJIUIIENTHIHON LIENU B IPABUIIBHYIO TPEXMeEp-
HYIO IPOCTPAHCTBEHHYIO CTPYKTYpy. s oGecriedeHus GoAnHra uCnoiab3yeTcs rpyIa BCcroMora-
TEeNbHBIX OCJIKOB I10/1 Ha3BaHKWEM IanepoHbl (Chaperon, ¢paHi. — cyTHUK, HiHbKa). OHU MPEIOT-
BpAalLlAlOT B3aUMO/ICHCTBUE HOBOCHHTE3MPOBAHHBIX OEIKOB APYT € APYroM, U30JIUPYIOT IMIpodhoo-
HbI€ YJaCTKU OEJIKOB OT LIMTOIIa3Mbl U "yOUparOT" X BHYTPh MOJIEKYJIbl, IPAaBUJIBHO PacloiararoT
OeKOBBIE IOMEHBL. B 11e710M 1anepoHs! criocoOCTBYIOT EpeXoay CTPYKTYpbl OEIKOB OT MepBHY-
HOT'O YPOBHSI IO TPETUUHOTO U YETBEPTUYHOTO.

[Tpu HapymeHun GyHKUIMU IAIEPOHOB M OTCYTCTBUH (POJIIUHTA B KJIETKE POPMUPYIOTCS Oe-
KOBBIE OTJIOKEHMS — Pa3BUBAETCs aMWiIoua03. HacuutsiBaror 15 BapuaHTOB aMmionosa.

JIEKAPCTBEHHASA PETynaumda TPAHCNALUMU

1. MnaktuBanust pakTopoB HHUIIUAIIUN
o HHTep(epoH aKTUBUPYET BHYTPUKIIETOUHbIE IPOTEUMHKUHA3BI, KOTOPHIE, B CBOIO 04Yepeib, (hoc-
¢bopunupytoT 6enkoBbIit pakrop nHMIKMAIMKU D-2 1 MOJaBISIOT €ro aKTUBHOCTb.
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2. Hapymienue KoJI0H-aHTUKOJOHOBOTO B3aUMO/ICHCTBUS
0 CTPEeNTOMUIMH TPHUCOSAMHSCTCS K MaJloi CyObeJAWHUIIE U BBI3BIBACT OMIMOKY CUHUTHIBAHUS
IIEPBOr0 OCHOBAHUSI KOJIOHA.
3. bnokana craauu >noHranyu
0 TeTPAlMKJIMHBI OJIOKHPYIOT A-LIIEHTP pUOOCOMBI U JIMIIAIOT €€ COCOOHOCTH CBSI3BIBATHCS C
amuHoamuia-TPHK,
JIEBOMHIIETHH CBs3bIBaeTCs ¢ S0S-uacTuiieir pub0CoOMBbI M HHTHOMPYET MeNTUAITPaHcepasy,
IPUTPOMHUIMH CBsi3bIBaeTcs ¢ S0S-uactuiieid pudOCOMbI 1 HHTUOUPYET TPAHCIOKA3Y,
NYPOMMIIMH 110 CTPYKTYype cxox ¢ Tupo3uia-TPHK, Bxoaut B A-1ieHTp pOOCOMBI U y4acTBYET
B MENTUAUITpaHC(pEepa3sHOM peakiuu, o0pa3ys cBs3b ¢ UMeromumMces nentuaomM. [locne satoro
KOMIUIEKC ITyPOMUIMH-TIENITH]] OTACISIETCS OT pUOOCOMBI, YTO OCTaHABJIMBAET CHHTE3 OeJKa.

FTEEHOTUNMMNYECKAA TETEPOITEHHOCTDb

B pesynbrare TOTo, 4T0 KaXKIBIH TeH Y YeJIOBEKA HMEETCS B JIBYX KOTHAX (QJUIEISIX) U MOXKET
MOJIBEPraThCsl MyTaIlMsAM (3aMEeHa, JeJIelnsl, BCTaBKa) U PEKOMOMHAIMSAM, CEPhE3HO HE 3aTparuBaro-
UM (PYHKIUIO KOMpYyeMoro 0eika, TO BOSHUKAeT NOJUMOp(U3M IT'€HOB, U, COOTBETCTBEHHO, MOJIM-
Mop¢pu3m 0ejikoB. Bo3HUKAIOT 11e7bIe CEMENCTBA POJICTBEHHBIX OEIKOB, 00IaAIOIINX CXOXKHMH,
HO HEOJMHAKOBBIMHU CBOMCTBAMHU U (DYHKIIHEH.

Hanpuwmep, cymectByer oko10 300 pa3HbIX TUIIOB reMOrJI00MHA, YAaCTh U3 HUX SIBJISIETCS HE-
00XOIMMO¥ Ha pa3HBIX Tarax OHTOreHe3a: Hanpumep, HOP — smOproHansHbIi, 0Opasyercs B mep-
BhIi Mecsi pa3Butus, HOF — deranpHbIil, HE0OX0MUM Ha 0o0Jiee O3THUX CPOKAX PA3BUTHS TUIOJA,
HbA u HbA, — remorio6un B3pocisix. PasHooOpasue obecrednBaercst moJuMoppU3MOM TII0OHHO-
BBIX Ilereii: B reMoryiooune P mpucyrerByioT 20 1 2¢ tienu, B HOF — 2a- u 2y- nenn, 8 HbA — 20-
2B-uenu, 8 HbA2 — 20- u 28-memnu.

I'pynnsl kpoBu ABO 3aBUCAT OT CTpOEHHSI 0COOOTO yriieBoja Ha MeMOpaHEe IPUTPOIUTOB.
Jluna ¢ rpynmoi kpoBu AQ Ha SpUTPOIUTE UMEIOT OJUTOCAXapHJl ¢ MPUCOCIUHEHHBIM K HEMY
N-amermirarakTo3aMiuHOM, ¢ Tpynmnoi kpoBu B0 — onmmrocaxapu ¢ ranakto3oid, 00 — IMEIOT TOJIBKO
"quCTRIN' oNMTOCaxapu/l, ¢ rpymnmnoi kpoBu AB — onurocaxapua u ¢ N-ameTuinraiakTo3aMUHOM, | C
ranakTo30il. Takue paznuuust 00yCIOBIEHBI Pa3HON CHENU(DPUIHOCTHI0O M aKTUBHOCTBIO (pepMeHTa
IJIMKO3WI-TpaHcdepasbl, CIOCOOHOTO MOIU(UIMPOBATH UCXOJHBINA OJIUTOCAXaPHI.

Beiku riiaBHOro KOMiJjieKkca ricTOCOBMECTHMOCTH 00€CIIeYNBAIOT TPAHCIUIAHTAIHOHHYIO
HECOBMECTHUMOCTh TKaHell. OHU 001alaloT 4pe3BhIYAiHO BBICOKMM IMOJIUMOP(YHU3IMOM, B LIEJIOM
HACUMTHIBAIOT HECKOJIHKO MIJIJIMOHOB ajliesiei 3Tux 0enkoB. biaroaaps Takomy pa3HooOpas3uio Kax-
IbIA YestoBeK 00J1a/1aeT MPaKTUYECKU YHUKAIbHBIM HA0OpOM alijiesielt.



CTPOEHWE W OBMEH YITNMEBOOOB

VYrneBopl SBIIAIOTCS HarOoJiee pacIpOCTPaHEHHBIM KJIACCOM OPraHMYECKUX COETUHEHUH TpU-
pOJIbIL.

®YHKUUUN YITTIIEBOOOB

Pe3epBHO-3Hepreruyeckasi — IJIIOKO3a SIBJIIETCS. MOHOCAXapuJOM, CIIOCOOHBIM OTKJIAJbI-
BaTbCA B BUJIE Kpaxmaiia (pacTUTENbHbIE KIETKH) WK B BUJIE TIMKOTe€Ha (KUBOTHBIE KIETKH). bob-
10€ MPEUMYILECTBO YIJIEBOIOB (II0 CPAaBHEHHUIO C )KUPHBIMHU KMCIOTAMHU ) COCTOUT B UX CIIOCOOHOCTH
OKHUCJISITHCS KaK B @3pOOHBIX, TAK M B aHAPOOHBIX YCIOBUSAX (TJIMKOIN3),

3amuTHO-MeXaHUuYecKash — OCHOBHOE BEIIECTBO TPYILUXCSI TOBEPXHOCTEH CYCTaBOB, HAXO-
JISITCS B COCYJIaX U CIU3UCTBIX 000J104YKax (THaTypOHOBAs KMCIOTA U APYrUe MIMKO3aMUHOTJINKAHBI),

OnopHo-CTPYKTYpHasi — IIEJUTI0JI03a B PAaCTEHUSX, INIMKO3aMHHOTJIMKAHbI B COCTaBE IPO-
TEOTJIMKAaHOB, HAIPUMEDP, XOHAPOUTHHCYIb(]AT B COEAUHUTEIHHON TKaHH,

I'mapoocmoTHyeckasi 1 MOHPeEryJUpPYIOLIasi — reTepornojaucaxapuipl 001a1al0T BHICOKOM
rUAPO(HIBHOCTBIO, OTPULATEIBHBIM 3apsIOM H, TAKUM 00pasoM, yaepxkusaor H20, monsr Ca??,
MgZ+, Na* B MeXK/IeTOUHOM BeliecTBe, 00ECIeUnBAIOT TYProp KOKH, yIIPYroCTh TKaHEH,

Kodaxropnas — renapun siBisercs Ko(hakTopoM JUNONPOTEUHIIMIIA3hI TJIa3Mbl KPOBHU (y4a-
CTHE B OOMEHE JIMTIOTIPOTENHOB) U (hepMEHTa AaHTUKOATYJITHTHOW CHCTEMbI KPOBH - aHTUTPOMOMHA
1.

KNACCUNOUKALUA

CornacHO COBpPEMEHHOH Kiaccu(UKalMKM YIJIEBOAbI TMOAPA3JENSIOTCS Ha TP OCHOBHBIE
TPYIIIBI: MOHOCAXapH/bl, OJUTOCaXapu bl U MOJIMCAXapHIb.

MoHocaxapuabl 0Ipa3eisaioTcsa Ha ajabJ03bl U KETO3bl B 3aBUCUMOCTU OT HAJIMYUS alibje-
TUIHOM UJTH KETOTPYIIIBL. AJIbJI03bI U KETO3bI, B CBOIO OUYEPE/Ib, PA3/ICIIAIOTCS B COOTBETCTBUH C UHUC-
JIOM aTOMOB YTIJIepOJa B MOJIEKYJIE: TPUO3bI, TETPO3bI, IEHTO3bI, TE€KCO3bI U T.]I.

Ounurocaxapuasbl IesATCs IO YUCITY MOHOCaXapHI0B B MOJIEKYJIE: AUCaXapuibl, TPUCAXAPH/IbI
U T.J.

Yrnesoabl
MoHocaxapuabl Onurocaxapuabl Monucaxapugp!
(ancaxapuasl,
/ \ Tpucaxapuapl 1 1.4.) / \
Anbao3bl Ketosbl [omononucaxapuapl  [eTepononucaxapuipl

Knaccudukauus yrnesoaon

HOJ’IHC&XﬂpI/I}lbI noApasaC/IAI0OT Ha TOMOIIOJIMCAXapuibl, T.C. COCTOAIINEC U3 OAUHAKOBBIX MO-
HOCAaxapoB, U IreTCPOoIojimcaxapuibl, COCTOAINUE U3 PA3JIMIHBIX MOHOCAXapOB.
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MOHOCAXAPUObI

MOHOC&X&pI/IZ{BI — 9TO YIJICBOJbI, KOTOPBIC HC MOT'YT OBITH TUAPOJIN30BaHbI 10 Ooiee IMPOCTBIX

¢dopm yriieBos10B. B cBOrO ouepesib OHU MOpa3/ICISFOTCS:

o Ha CTepeoM30MepHI 1Mo KOH(OpPMAIMK aCHMMETPUYHBIX aTOMOB yriepoaa — Hampumep, L- u

D-dopwmsr,

B 3aBUCHUMOCTH OT pacnosiokenusi HO-rpynmsl nepBoro aroma yriepoaa — o- 1 3-hopmsl,

B 3aBUCHMOCTH OT YHCJIa COJIEPKALIUXCS B X MOJIEKYJIE aTOMOB YIJIEPO/ia — TPHO3bl, TETPO3bI,

MIEHTO3bl, T€KCO3bI, IE€NTO3bl, OKTO3HI,
0 B 3aBUCUMOCTHU OT IIPUCYTCTBUS aJIbJIETUTHON UM KETOHOBOM IPyNIIbl — KETO3bI U aJIbJIO3BI.

AJbI03bI KeTo03BI1
H
0
\tlzé CHy—OH
CH—OH c=0
Tpuossl | I
CH2—OH CHy—OH
Muuepanbaerng [uokcnaueToH
H
%=
I
T CH—OH
€TpPO3bI L i
CHy—OH
OpwuTposa
H
\lfo CHp—OH
CH—OH HOCHZ [0} ?=0 (o] CHZOH
IenTo35I == fr—on
CH—OH OH CH—OH OH
CH—OH H OH CHy—OH OH OH
a-Pubosa a-Pubosa o-Prbynosa a-Pubynosa
H\(I:¢O
CH,0H (I:H—OH
0 i
HOrgH HOCH, 0. CHaOH  HOCHy 0. OH
HO N H fr—on
" CH—OH H H HO CH,0H
CHo—OH OH H
a-niokosa D-Imtokosa
Lekco3nl o-dpykTo3a B-dpykTo3a
Hy 90 CHy—OH
| =
CHZ0H CH—OH i
H 0 HO—(':H HO—CH
H HO—(|:H CH—OH
H CH—OH CH—OH
H CHo—OH CHz—OH
a-lManakTosa D-lanaktosa D-®pykTosa
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f1POon3BOAHbLIE MOHOCAXAPUOB

B nipupoze cyiecTByroT MHOTOUYHMCIEHHBIE IPOU3BOAHBIE KAK IEPEUMCIIEHHBIX BBILIE MOHOCA-
XapoB, Tak U Ipyrux. K Hum, Haripumep, OTHOCSTCSL:

YPpoHOBBIe KMCJI0TBI — IEPUBATHI '€KCO3, UMEIOILIHE B 6 110JI0KEHUH KapOOKCUIIbHBIE IPYIIIIBL,
HanpuMep, TIFOKYPOHOBAs, TaJIaKTYpPOHOBAs, HIYPOHOBAs, aCKOPOMHOBAs KUCIIOTHI.

CH20H CH,0H coo~
0 H 0, 0,
H H H
HO H H HO H
*NH3 +NH3 H
[mntoko3aMuH [anakTozamuH [niokypoHoBasi kucnora

CTpoeHne MPOU3BOAHBIX HEKOTOPBIX I'EKCO3

AMMHOcCaxapa — IpOU3BOJHBIE MOHOCAXapOB, COJEpKAIINe aMUHOTPYIIbI, HAIPUMED, TIIt0-
KO3aMHH WJIM FaJIaKTO3aMHUH. DTU MPOU3BOIHbIE 00S13aTEIbHO BXOAT B COCTaB JIMCAaXapUIHBIX KOM-
[TIOHEHTOB reTeponoJaucaxapuaoB. Psag aHTHOMOTHKOB (APUTPOMHULIMH, KAPOOMMIIMH) COJEPKaT B
CBOEM COCTaBE aMHUHOCaXapa.

CuanoBble Kucjaorbl sBisitorcss N- wm  O-anmr-pous—

BOJHBIMH HEHPAMUHOBOM KUCIIOTHI, KOTOPYIO MOKHO PaCCMaTpPHBATh o o
HO—CH
KaK MPOM3BOIHOE ITIOKO3bL. OHM, Hapsdy ¢ aMHHOCAXapaMH, BXOIAT o HOLW

B COCTaB I'NTMKOMMPOTCHUHOB U I''TUKOJUIIU OB (FaHFJ’II/IO?)I/I)IOB).
Iauko3uabl — coeHeHMsI, 00pa3yIoIIHecs MyTeM KOHIEHCa-
LIMM MOHOcaxapuja (CBOOOJHOTO WJIM B COCTaBe IoOJMcaxapuia)
THJIPOKCHIIBHOW TPYIIION IPYroro COEAWHEHHS, KOTOPHIM MOXKET
OBITh JTF000¥ MOHOCaXapu/ WM BEUIECTBO HEYIJIEBOIAHOM MPHPOIBI
(armMKoH), HAaPUMEP, METAHOJ, TIUIEPOJI, CTEpoJI, (DEeHOT.

N-AueTunHenpamuHoBas kucrnora
OUWCAXAPUAOLI (cvanoBas kucnota)

Jucaxapuipl — 3TO Yri€BOJIbl, KOTOPbIE MPU TUIAPOJIU3E AAIOT
ABC€ OJJMHAKOBBIC WJIM PA3JIMYHBIC MOJICKYJIBI MOHOCaxapuaa.

Caxapo3a — mnuieBod caxap, B KOTOPOH OCTaTKH O-TJIOKO3bI U [B-(DpPyKTO3bI CBS3aHBI
o1,2-rimuko3uHoM cBsA3bI0. [IpucyTcTBYeT B OOJIBIIMHCTBE (PPYKTOB, B ATOAAX U B HEKOTOPBIX OBO-
miax, B HanOOJIbIIIEM KOJIUYECTBE COZCPIKUTCA B caxapHoﬁ CBCKJIC U CaXxapHOM TPOCTHHKE, B MOP-
KOBH, aHaHacax, Copro.

MaabTo03a — HpOMG)KyTO‘IHBIfI MMPOAYKT I'MApOJIM3a KpaxmMaJida U I'N'IMKOI'CHaA, B HeH JBa OCTaTKa
O-TJIFOKO3bI CBsA3aHbI OL1,4-1"J'II/IK031/II[HOI71 CBA3BI0, COACPIKHUTCA B COJIOAC, ITIPOPOCTKAX 3JIAKOB.

CH,0H
O,
H 1
HO
H
CH20H CH20H CHo0H
o) 0 0
4 H 1 4 H 1 H 1 2
HO o H HO CH20H
H H H
Maneto3a Caxaposa Caxaposa

CTtpoeHune ManbTo3bl U caxapo3bl (J1Ba crnoco0a HarmmcaHus )
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JlakTo3a — comepxurcs B Mojioke (10 4-6%), B Heil ocTaToK [B-rajlakTo3bl CBSA3aH C O- MK
[-riroxo30i B1,4-rMMKO3UAHON CBsA3bI0. B HEKOTOPHIX CUTyanusx (HarpuMep, OEpeMEeHHOCTh) MO-
KET TMOSIBIISITHCS B MOYE.

Hemio0uo03a — NPOMEXYTOUYHBIM MPOIYKT THUAPOIN3a LEJUII0N03bl B KUIIEYHUKE, B HEH
OCTaTKH B-TI0KO03bI cBsi3aHbl B1,4-rIMKO3uaHOM CBSA3bI0. 310poBasi MUKPO(hIOpa KUIIEYHHUKA CIIO-
coOHa TUAPOJIM30BaTh A0 3/4 mocTynaromed Crojia MeUTI0I03bl 10 CBOOOHOM TJIFOKO3bI, KOTOpPas
1100 MOTPeOdIAETCS CAMUMH MUKPOOPTraHU3MaMH, JINOO BCACHIBAETCS B KPOBb.

CHy0H CH70H CHo0H CHo0H
H 0 O, OH O_ OH
E:x;,_, 1>| [o) k4$,., 1>| |<4$H 1>| ‘0 |<4$H 1>|
HO
H H H H
JlakTo3a Llenno6uosa

CTPOCHHC JIAKTO3bI U LEIT00H03bI

MonucAxXAPUabI

BBI)IGJ'ISIIOT roMomoJgucaxapuiabl, COCTOANME U3 OJJUHAKOBBEIX OCTATKOB MOHOCaxapoB (Kan-
MaJl, TJIMKOTeH, EeJUII0I03a) U IeTeponoancaxapuibl (TrMalypoHOBas KUCIOTA, XOHIPOUTHHCYIIb-
(aThl), BKIIOYAIOIINE pa3Hble MOHOCAXapa.

romMononncAxAPugbl

Kpaxmaua — romononumep aD-rimoko3sl. Haxonures B 3makax, 6000BbIX, KapTodene U HeKo-
TOPBIX APYrux oBormiax. CHHTE3UPOBATh KpaXxMajl CIIOCOOHBI TOYTH BCE PACTCHHUS.

JIByMsi OCHOBHBIMH KOMITOHEHTAMHU Kpaxmalia sBIsiFoTcst amuiao3a (15-20%) n aMuiioneKTuH
(80-85%). Ammi103a nipe/icTaBsieT OO0 HEPa3BETBICHHYIO LIEMb ¢ MOJICKYIIIPHOM Maccoit oT 5 10
500 k/la, B KOTOPOI OCTATKH TJIFOKO3bl COCTUHEHBI UCKIIOUNUTEIHHO 0.1,4-TTIMKO3UTHBIMU CBSI3SIMH.
AMUIONEKTHH coaepKuT ol,4- u al,6-rrKo3uIHBIE CBSA3H, UMEET Maccy He MeHee | mutH [la u siB-
JIsieTCsl Pa3BETBICHHONW MOJIEKYJIOW, MPUYEM BETBIIEHUE MPOUCXOTUT 3a CUET MPHUCOSAMHEHUS He-
OOJIBIINX TITIOKO3HBIX LIETIOYEK K OCHOBHOM LIETH MocpeacTBoM 0l,6-rimuko3uanbix cBszeit. Kaxnas
BETBb UMEET JTMHY 24-30 0CTaTKOB IJTIOKO3bl, BETOYKH BOZHUKAIOT TPUMEPHO uepe3 14-16 ocTtaTkoB
TJIFOKO3BI B LIETIOUKE.

G, i
HO—CH2 HO—CH2 6CH, HO—CH,
(0]
4 1 4 1 4 14 1
o H 02N PH o H o H
OH OH OH OH
Xumndeckas CTpykTypa CxematuyHoe nsobpaxeHune

(4epHbIM LIBETOM MOKa3aHbl TOYKM BETBIIEHUS
— a-1,6-rMuKko3naHble CBA3N)

O6LLll/l€ 3JIEMEHTBI CTPOCHMA Kpaxmajia v IrNMKOoreHa
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I'imKkoreH — pe3epBHBIN MOJIMCAXapHl KUBOTHBIX, HAXOAUTCS B IUTOILIA3ME MHOTHX THUIIOB
KJIIETOK, HO B HanOOJIbIIIeH Mepe B Ternaronurax U Muonutax. CTPYKTYpHO OH CXOK C aMHJIOTICKTH-
HOM, HO, BO-TICPBBIX, UIMHA BETOYCK MeHbIe — 11-18 ocTaTKOB TIIOKO36BI, U BO-BTOPBIX, OH 0oJice
pa3BeTBIieH — yepe3 Kaxbie 8-10 ocTtaTkoB. 3a cUeT 3TUX 0COOCHHOCTEH IITUKOTeH 00Jiee KOMITAKTHO
YII0KEH, 4YTO HEMAJIOBAXKHO JIJISl )KUBOTHOM KJICTKH.

Ienr0/103a COCTOUT U3 OCTATKOB [3-TJTFOKO3BI, SAMHCTBCHHON CBS3BIO B I[CJUTION03E SBISICTCS
B1,4-rnuko3umHas cBsa3b. OHa SBIIsIETCS HaMOO0JIee paCIPOCTPAHEHHBIM OPTaHUICCKUM COCTUHEHUEM
orochepsl, OKOJIO TIOJIOBUHBI BCETO yriepoaa 3eMIIu HaXOIUTCS B €€ COcTaBe. B oTimume oT mpesi-
IOYIIUX TOJHCAXapUIOB IEJUTI0N03a SBJISCTCS BHEKJICTOYHONW MOJICKYJIOH, MMEET BOJOKHHUCTYIO
CTPYKTYpY U a0COJIOTHO HEpacTBOpUMA B BOJIC.

HO—CHj HO—CHj HO—CHj HO—CHj
0 0 0 0
0%Kon N0 Konw N olKon JioKow
OH OH OH OH
CTpoeHve uenntonossbl

FETEPOMONINCAXAPUADI

OCHOBHBIMHU TIPEACTABUTEISIMU TJIMKO3AaMUHOTJIMKAHOB SBISICTCS THATyPOHOBAs KHCJIOTA,
XOHJIPOUTHHCYIIb(ATHI, KepaTaHCYIb(aThl U JepMaTaHCYIb(AThI, TeapHH. BOJBITUHCTBO M3 HUX
XapaKTEePU3YeTCs HATHYHUEM TTOBTOPSIONIUXCS JUCAXAPUTHBIX OCTATKOB.

I'manypoHoBasi KMCJIOTA COCTOUT U3 MOBTOPSIONINXCS TUCAXAPUIHBIX 3BEHBEB: TIIFOKYPOHO-
Bas KuciioTa U N-alleTHITIIIOKO3aMuH, coennHeHHbIe B1,3-TIMKO3UIHON CBSA3bI0. XOHAPOUTHH-4-
cyab(dar BKIIOYAET MOBTOPSIONIEECS AUCAXapUIHOE 3BEHO: TIIOKYPOHOBAsI KHCIIOTa U 4-Cynbdart-
N-amermiranakro3aMuH, coequHeHHBIC B1,3-TTUKO3UIHON CBS3BIO.

Jlucaxapuipl BKITIOYAIOT B C€0sl YypPOHOBYIO KUCIIOTY M aMHHOcaxap. Jlyomupysch, nucaxapuibl
00pa3yroT OJIMTO- U TIOJIMCAXapUIHbIE [IETTH — IIMKAaHbl. B OMOXUMHUM MCTIOJB3YIOTCS CHHOHUMBI —
KHCJIbIE TeTEePOonoJiMcaxapuabl (MMEIOT MHOTO KUCITOTHBIX IPYII) U FJIHKO3aMHHOTJIMKAHBI (I1po-
W3BOJHBIC TJTFOKO3bI, COJIEPKAT aMHUHOTPYIIIIBI). DTH MOJIEKYJIBI BXOJSAT B COCTaB MPOTEOTJIHKAHOB
(MyKomoOIMCaXapua0B) — CIOXKHBIX OCITKOB, PYHKI[HEH KOTOPBIX SBIISAETCS 3aMOTHEHUE MEXKKIIETOY-
HOTO MPOCTPAHCTBA M yJEPKaHHUE 37IECh BOJIbI, TAK)KE OHHM BBICTYIAIOT KaK CMa304YHBIA U CTPYKTYp-
HBIH KOMITIOHEHT CYCTaBOB, XpSAIEH, KOXKH. B 4acTHOCTH, rHamypoHOBasi KUCJIOTa HAXOAUTCS B CTEK-
JIOBUTHOM TeJI€ TJ1a3a, B CHHOBUAJIBLHOM KUJIKOCTH, B MEKKICTOYHOM MPOCTPAHCTBE.

lanypoHoBas kucnora

XoHAPOUTUH-4-Cynbdat

CTpOGHHe OCHOBHBIX INTUKO3aMHUHOTTIMKAHOB

coo~ CH20H Ccoo~ CH,0H
0, 0O, 0, -S030 0,
o. KoH 1 4 1 H o 4 1
HO,
OH lilH OH rl‘lH
c=0 c=0
| ! n
s CH3 . | CH3 o]
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MCNONb3OBAHWE YITNEBOOOB B
BUWONOITrMMN M MEOQUUNHE

1. DkcnepuMeHTAILHASI OMOJIOTHSA: TSI XpoMaTOTrpaduu UCTIONB3YIOTCS AeKCTPAHBI — PE3EPBHBIN
MoJIMcaxapua APoxoKer u OakTepuil, COCTOSIINN U3 OCTATKOB OIIIOKO3bI. B 1ekcTpanax 0CHOB-
HBIM THIIOM CBS3U sBiIsteTcs ol,6-ramko3ugnas, a B Mectax Bersieuus — ol,2-, al,3-, al,4-riou-
KO3UIHBIC CBSI3U.

2. JlabopaTopHasi AMATHOCTHKA TTOJIMCAXapua (HPYKTO3bl HHYJIMH, COJACPKAIMUNCSA B KOPHIX Te-
OpPrUHOB, APTHUILIOKOB, OJTyBAaHUYMKOB, SIBJISIETCS JIETKO PacCTBOPUMBIM cOoelMHEeHHEeM. B meauin-
CKOW TIPAKTUKE UCIIOJIB3YETCS JUIsl ONPEACIICHUs] OUUCTUTEIILHON CIOCOOHOCTH TOYEK — KJIM-
peHca.

3. KnuHuveckasi MeIMIMHA:

o JIeKCTPaHbI UCIOJB3YIOTCS KAK KOMIIOHEHT KPpOBe3aMeHHUTeJIeil, HarpuMmep, B BUJIE BA3KOTO
pactBopa Ha 0,9% NaCl — peononuroknHa,

o cepAeYHbIe IIMKO3U/bI TPUMEHSIOTCS B KapIMOJIOTHH, B KaYECTBE arJIMKOHA OHU COJIep)KaT
CTEPOMU/IBI,

o Tpu 3a00JEBaHUAX MO3BOHOYHMKA U CYCTaBOB IIMPOKOE MPUMEHEHUE HAILIN MperapaThl, CO-
JeprKaIye XOHAPOUTUHCYIb(AT U III0KO3aMHUHBI,

o TIpH HapyHICHUH (PYHKIIMHM KUIIEYHUKA UCTIONB3YIOTCS KPUCTALTHYECKAs HeJJII0J103a, JAKTY-
J103a, xutuH (noyumep B1,4-N-aeTuiraroKo3aMiuHa) Kak CTUMYJISTOPBI IEPUCTATBTHKH, 11E71-
JII0J103a U XUTHH MOTYT HUCII0JIb30BaThCs U B KaUeCTBE aJCOPOEHTa,

o TeNapvH U €ro MPOW3BOJIHBIE HA3HAYAIOTCS B KAYECTBE AHTHKOATYJISTHTOB MPU COCYAMCTHIX
npobiemMax,

o MH(EKIMOHHbIE 3a00JIeBaHUS JeyaTcsl TVIMKO3UIHBIMH aHTHUOAKTEpPUAJIbHBIMU CpPEACTBAMH,
HarpuMep, CTPEeNTOMUIMH, JPUTPOMHUIIUH.

BHEWHWWN OBMEH YIFNEBOOOB

[TorpebHOCTH B yriieBoaax B3pocioro opranuzma coctariseT 350-400 T B CyTKH, IpH 3TOM
EJITFOJIO3BI U IPYTHX IMHAIIEBBIX BOJIOKOH JOJDKHO ObITh HE MeHee 30-40 r.

C nuield B OCHOBHOM IOCTYIAIOT Kpaxmall, TIIMKOTEH, 1IeJUTI0JI03a, caxapo3a, JIAKT03a, Majlb-
TO3a, TJIF0K03a U PpyKTO3a, pudo3a.

POTOBASI NON1IOCTh

31ech HaXOIUTCS KaJIbIIUK-coaepKamuii pepMeHT a-amuiaaza. Ontumym ee pH 7,1-7,2, aktu-
Bupyercst nonamu Cl. SIBJsisich 3HAOTIIMKO3K1a301, OHA OECIOPSIOYHO PACIICIUISECT BHYTPEHHHE
01,4-rIMKO3UAHBIE CBSI3U M HE BIUSET HA JPYrye TUIII CBSI3EH.

B poToBoii mojocTu Kpaxman U MIMKOTEH CIIOCOOHBI PaCIIeTIAThCS (-aMUJIa30ii 10 J1eKCTPH-
HOB — pa3BeTBIICHHBIX (C al,4- 1 al,6-CBA3IMH) U HEpa3BETBICHHBIX (C o.1,4-CBSA3IMHU) OJUTOCaxa-
puaoB. Jlucaxapupl HUYEM HE THAPOIU3YIOTCS.

XEnygok

H3-3a HU3KOMH pH aMuJia3da UHAKTUBUPYCTCA, XOTA HCKOTOPOC BPEMS PACIICIUICHUC YITICBOJOB
MMpOAOJIKACTCA BHYTPHU IMUIICBOI'O KOMKA.

KNIWEYHNK

Jlnis mepeBapuBaHMs OJIMCAXapHUJIOB B MOJOCTH TOHKOTO KUIIEYHUKA pabOTaeT maHKpeaTHye-
CKS 0-aMMJ1a3a, pa3pbIBaloOIlas B paHee 00pa30BaHHBIX (CIIOHHOM aMHIIa30ii) IGKCTPHHAX, B KPax-
MaJie U IJIMKOreHe BHyTpeHHue ol,4-cBs3u.
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Kpome nosnoctHOTO, MMEETCS elie 1 NPUCTEHOYHOe MTUIEBAPEHNE, KOTOPOE OCYIIECTBIISIOT:

o caxapa30-H30MaJibTa3HbIil KOMIUIEKC (pabouce Ha3BaHHE caxapa3a) — B TOIICH KHIIKE TUjI-
pommsyet al,2-, al,4-, ol,6-rIMKO3UAHBIE CBS3H, PACHICTUIAET Caxapo3y, MAIbTO3y MalbTOT-
pH03y, U30MaJIbTO3Y,

o B-rauko3maasHbIii KOMILIEKC (pabouee Ha3BaHKE JaKTa3a) — ruaposusyer B1,4-riuko3u-
HBIE CBSI3U MEX Y rajlakTO301 U III0K0301 (J1aKTO3y). Y JeTeil akTUBHOCTb JIaKTa3bl OYEHb BbI-
COKa yXe JI0 POKJICHHS U COXPAHSIETCSl Ha BBICOKOM YPOBHE JI0 5-7 JIET, MOCJE Yero CHUXKAETCH,

o TJMKOAMMJIA3HBIA KOMILJIEKC — HAXOUTCS B HPKHUX OT/EJIaX TOHKOTO KMIIIEYHUKA U pacIien-
nsieT al,4-rIMKo3uIHBIE CBSI3H B OJIMTOCAaxXapu/iax ¢ BOCCTAHABIMBAIOIIETO KOHIIA.

NMEPEBAPUBAHUWE YINMEBOOAOB Y AETEN

VY mereii mepBOTO rO/1a )KU3HU U3-32 HEAOCTATOYHOM KUCIOTHOCTH JKEJIYJKA CAOHHAS (.-aMM-
Jia3a crocoOHa MornaaTh B TOHKYIO KHIIKY U y4acTBOBAaTh B nuilieBapeHuu. [loatoMmy, HecMoTps Ha
TO, YTO aKTUBHOCTb C(L-aMMJIa3bl MOMKeJIYA0YHOI Kejle3bl Y HOBOPOKJICHHBIX JOBOJBHO HU3Kasd,
MJIAJICHITHI YI0BJIETBOPUTEIHHO CIIOCOOHBI MIEpEeBapUBaTh MOJIMCAXAPU/IBI, B TOM YHCIIE U MOJIOYHBIX
cmeceil. K kKoHIly epBOro roja >kM3HU aKTUBHOCTbh TAHKPEATUUYECKOM Oi-aMHJIa3bl BO3pacTaeT B 25
pa3, K epuoy moJioBoi 3penoct — B 50 pas.

Eme oagHOl 0COOEHHOCTHIO TIEpeBapUBaHUS YIJIEBOJOB Y MJIAJICHIIEB SIBIISIETCS pa3Hasi CKO-
POCTh I'MAPOJIN3A O-JTAKTO3BI U B-1akTo3bl. B-JlakTo3a, MPUCYTCTBYIONIAS B 5KEHCKOM MOJIOKE, HE
MTOJTHOCTBIO TUAPOJIM3YETCS B TOHKOW KUIITKE M HE BBI3BIBAET CUIILHOM TUTIEpTIuKeMuH. YacTh 3-mak-
TO3bl JOCTUTAET HIDKHUX OTJIEJIOB TOHKOW KHIIKH M TOJICTOTO KHIEYHWKA W TPENONpenesseT, B
YHUCJIe IPYTrUX JOCTOMHCTB TPYJHOTO BCKApMIIMBAHMS, Pa3BUTHE ONTUMAIHHOW KUIIEYHOW MHUKPO-
¢dopel. B kopoBbeM Mouioke npeolnagaeT o-1aKTo3a, KOTopasi Jerko pacileruisieTcs y)Ke B BepX-
HUX OT/eJIaX TOHKOTO KUIIEYHUKA U MOJIydeHHbIE MOHOCaxXapa ObICTPO BCACKIBAIOTCS, YTO PUBOIUT
K OoJiee BBICOKOM TUIMEepriuKeMUN.

HAPYWEHWA NEPEBAPUBAHUA OUCAXAPULOOB

CymiecTBy10T 1Be Hanbosee BcTpevaromuecs GopMbl HapyIICHUs TepeBapUBaHUsI JUcaxapu-
JIOB B KUIIIEYHUKE — NEPEKT JAKTAa3bI U caxapasbl.

IIpuoGperenHbie POPMBI HETOCTATOUHOCTH IIEPEBAPUBAHUS YIIIEBOJIOB BO3HUKAIOT B PE3YJib-
tate 3a0oneBanuii creHok JKKT, korga Hapymaercs oOpazoBanue (PepMEHTOB U UX pa3MelIeHHE Ha
HIETOYHON KaeMKe SHTepoIuTOoB. K ToMy ke yXy/IaeTcsi BcachlBAHHE MOHOCAXapoB.

IIpu Hac/jieACTBEHHOI MATOJIOTUH JIAKTA3bl CUMIITOMBI MPOSBIISIOTCS MOCIE MEPBBIX KOPM-
JICHUI1; MaTOJOTHs caxapa3bl OOHAPYKUBAETCS MO3/HEE, IPU BBEACHUU B PALIMOH CIAAKOTO.

HenocraTouHoCTh 1aKTa3bl MOKET OBITh HE TOJIBKO Y MIIAJICHIIEB, HO TaK)Xe Y TOJPOCTKOB U
B3POCIIBIX B pe3yJbTaTe €CTECTBEHHOTO MPOIlecca CHIKEHUS CUHTe3a (DepMEeHTa B OHTOreHe3e.

IlaTtorene3. OTCyTCTBHE IMAPOIU3a COOTBETCTBYIOIIMX AUCAXAPUIOB IPUBOJUT K OCMOTHYE-
ckomy 3 dexTy U 3a7epKKe BOJbI B MPOCBETEe KHllleyHnKa. KpoMe 3Toro, caxapa akTHBHO HOTPeO-
JSIOTCS. MUKPO(DIOPOi TOJCTOTO KUIIEYHHUKA M METa0OIM3UPYIOT ¢ 00pa30BaHHEM OPraHUYEeCKHX
KHUCTIOT (MaclisiHas, MOJIOYHAs) U Ta30B. M3-3a 3T0ro cuMnroMamu JaKkTa3HOM WU caxapa3HOW HeJlo-
CTaTOYHOCTH SIBJISIOTCS AUApesi, pBOTA, METEOPU3M, BCITyYMBAHUE KUBOTA, €O CIIa3Mbl U OOJIH.

Juarnoctuka. JludgdepennuanbHas TMarHoCTUKA HapYIICHU NepeBapuBAaHUS U BCAaChIBa-
HMS 3aKJII0YAETCSl B KOHTPOJIE YPOBHS IIFOKO3bI KPOBH IMOCIIE Pa3/IebHOTO MPUEMa TMCaXapuI0B U
SKBUBAJIEHTHOTO KOJIMYECTBa MOHOcaxapuaoB. He3HaunTenbHbIN NOIEM KOHLUEHTPALUU TITHOKO3bI
KpPOBH B IIEPBOM CJTy4ae YKa3bIBaeT Ha HEXBATKY (DepPMEHTOB, BO BTOPOM — Ha HapyllleHHEe BCcachiBa-
HUSL.

OcHoBbl JieyeHusi. VickimoueHne 13 palyMoHa MOJoKa WU IPOAYKTOB ¢ JOOaBICHUEM caxapa
B 3aBUCHMOCTH OT THIIa HEIIEPEHOCUMOTO YIJIEBOAA.
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Ponb UENNONO3bl B NUWEBAPEHUN

Lennrono3a ¢pepMeHTaMu YeIOBEKa He IEPEeBAPUBACTCS, T.K. HE CHHTE3UPYIOTCS COOTBETCTBY-
fore GpepMeHTbl. Ho B TOJICTOM KUIIEYHHKE MO AeiicTBUEM (HepMEHTOB MUKPO(]IOPHI HEKOTOpast
YacTh €€ MOXET THJPOJIHM30BaThCS C 00pa30BaHMEM LEIIIOOMO3bI M TIIIOKO3BI. [ JII0KO3a YacTUYHO
HCIOJIL3YETCS CaMOU MUKPOMIOPOIA M OKUCIISIETCS 10 OPraHMIeCKUX KUCIOT (MACIISTHOM, MOJIOYHO ),
KOTOPBIC CTUMYJIUPYIOT EPUCTAIBTHKY KHIICUHHUKA.

OcHOBHas poJIb IEIUTIONO3BI ISl YEIIOBEKa!

CTUMYJIMPOBAHHE TICPUCTAIBTUKY KUILICUHUKA,

(opmMupoBaHHE KaJTOBBIX MAaCC,

CTUMYJISIIIHS JKEITYSOTACTICHNUS,

abcopOIIus XoaecTepolia U IPYruX BEMISCTB, YTO MPEMATCTBYET UX BCACHIBAHUIO.

o O O O

MEPEHOC INMIOKO3bl YEPE3 MEMBPAHDBDI

BCACbBIBAHUE B KUWWEYHUKE

BcacreiBanue MOHOCaXapruJa0B NPOUCXOIUT MO MEXAHU3MY BTOPHYHOIO aKTUBHOI'O TPaHC-
nmopra. 910 3HAYUT, YTO 3aTpaTa SHCPIruu Ipu MEpeHOCE caxapoB IMPOUCXOANUT, HO TPATUTCA OHA HE
HEIMMOCPECACTBCHHO HA TPAHCIIOPT Caxapa, a Ha CO3aHUC I'paJUCHTAa KOHOCHTpaAUWUHU APYroro BCUIC-
cTBa. B CJIydac I''TFOKO3bl TAKMM BEIICCTBOM SBJIAIOTCA MOHBI HATPH .

Na+ [mioko3a

« O

|

AnukanbHass membpaHa
3HTEpounTa

TpaHcnopmHbil 6enok

)

Hwuskas °

KOHLIEHTpaLWs Na+ O

noHoe Nat B knetke
K+

\_ I'A“ J
kfﬁigggzgﬁaMeMﬁpaHa Nak*‘,K*-ATOasa rnoT-2
R
Na* [mtokosa

MexaHu3M BcacbiBaHUS TITHOKO3bI

®depment 6azonarepansHoit Mem6panst Na*, K -AT®a3a nocTosHHO, B 0OMEH Ha HOHBI KaJIHs,
BBIKQUMBAET MOHBI HATPUS U3 KJIETKH, IMEHHO 3TOT TPAaHCHOPT TpeOyeT 3aTpat sHepruu. B npocsere
KUIIEYHUKA COJIepKaHNE HATPUSI OTHOCUTENBLHO BHICOKO, Y OH CBSA3ZBIBACTCS CO CIIEU(UUECKUM MEM-
OpaHHBIM O€JIKOM, MMEIOLINM J[Ba LIEHTPa CBSA3bIBAHUS: OJIUH JUIsl HOHOB HATpUs, JPYroM Ui MOHO-
caxapuza. [IpuMedarenbHO TO, YTO MOHOCAXapHJl CBA3BIBAETCS ¢ OETKOM TOJIBKO MOCTE TOTO, KaK C
HuM cBspkercst noH Na*. Jlanee Genok-TpaHcnopTep cBOOOIHO MUTPHPYET B ToJIe MeMOpaHbl. [1pu
KOHTaKTe OeJIka ¢ IUTOIIa3MON HAaTPHUil OBICTPO OTHENSAETCS OT HEro Mo rpaJueHTy KOHLEHTPALH
U Cpasy OTHAEIAETCS MOHOcaxapul. Pe3ynbTaTom sBIISETCS HAKOIUIEHHE MOHOCAXapHuaa B KIIETKE, a
1oHbI HaTpHs BeikaunBarotca Na*, K -ATdazoii.
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BbIXo1 TIII0KO3bI M3 KJIETKH B MEXKKJIETOYHOE MPOCTPAHCTBO U Jlajiee KPOBb MPOUCXOTUT Oia-
rojaps odserdyeHHou q1uddysum.

TPAHCMNOPT U3 KPOBU YEPE3 KNNETOYHbLIE MEMBP AHBbI

W3 KpoBH BHYTpb KJIETOK I'JII0OKO3a OMAAET IPU NOMOIIH 00J1er4eHHoM 1u(pdy3um — 110 rpa-
JUEHTY KOHIEHTPALMU C y4acTheM OeJIKOB-IIEPEHOCUMKOB (TJIIOKO3HBIX TpaHcnopTepoB "[nmoT").
Paznumuaror 12 TUTIOB TpaHCTIOPTEPOB TIFOKO3BI, PACTIONIOKEHHBIX HA MEMOpaHaX pa3IMYHbIX KIETOK.

B nevenu u 3nuTesun kumeyHuka npucyrctyer IimoT-2, Bcerma mpucyTCTBYIOUIMA Ha
MeMOpaHe W 00JaJaloHid CIIOCOOHOCTBIO TPOITYCKaTh TIIOKO3y B 00€ CTOPOHBI — Kak BHYTPb
KJIETKH, TaK U HAPYXKy.

B Mpimmax u skupoBoii Tkanu Haxoautcs ['roT-4, TonbKo 3TU TpaHCIOPTEPHI SBIISFOTCS
YyBCTBUTEJIBHBIMU K BIIMSIHUIO UHCYJIMHA — IIPU ICUCTBUY MHCYJIMHA HA KJIETKY OHH I1I0JHUMAIOTCS
K [MOBEPXHOCTU MEMOpaHbl U NMEPEHOCAT IIII0K03Y BHYTpb. VIMEHHO 1MOATOMY JdaHHbBIE TKaHH MOJIY-
YWJIM Ha3BAHWE MHCYJIMH3aBUCHMBIX.

HexkoTopelie TKaHH COBEPIIEHHO HEUYBCTBUTEIbHBI K JICHCTBUIO MHCYJINHA, UX HA3bIBAIOT HH-
CYJIMHHEe3aBUCMMBIMH. K HMM OTHOCATCS HEpBHas TKaHb, CTEKIOBUIHOE TEJO, XPYCTAIUK, CET-
yaTKa, KIIyOOUKOBBIE KJIETKU NOYEK, IHIOTETUOLUTHI, CEMEHHUKH U SPUTPOLIUTHIL.

BOonBbIIMHCTBO KIETOK 3aHUMAEeT MPOMEXYTOUHOE MOJIOKEHUE, T.€. Ha UX MeMOpaHaxX Haxo-
JAITCSL pa3HbIE TUIIBI TPAHCIIOPTEPOB.

PEAKUUUN BSAUMOINPEBPALWLEHUA CAXAPOB

[TockonbKy B KHIIEYHHUKE BCACHIBAIOTCS BCE MOCTYMAIOLIUE C MUIIEH MOHOcaxapusl (Qpyk-
TO3a, TAJIakT03a, MaHHO3a U T.IL.), TO TEpell OPraHU3MOM BCTAaeT 3a/ladya MPEBPATHTh MOJyYCHHBIC
T'eKCO3bI B TIIIOKO3Y VIS €€ AATbHEHINEr0 UCIOJIb30BaHMs B PEaKIUAX MeTabom3Ma. JTOT mpoliece
MOJTyYHJT HA3BaHUE B3aMMOIIpeBpalenne caxapos. Llens ero — co3ganue ToabpKo OAHOTO cyOcTpara
JUTSL peakiuii MeTabon3Ma, a UMEHHO o-D-TIr0K03bI, 4TO TTO3BOJISIET COKOHOMUTD PECYpPCHI, HE 00-
Pa30BBIBaTH MHOYKECTBO (DEPMEHTOB JUIsI KQXKJOTO BUIA caxapa. Peakiuu MpoTeKaroT B SIUTEITUU
KHIIIEYHNKA ¥ B renaTouTax.

NMPEBPALWEHWE TANNAKTO3bl B TNIOKO3Y

lNanakro3a cHavana nonsepraercs ¢pocopunmpoBanuio no 1-my aromy yriaepoaa. [lanee B
peakuuu ¢ Y JID-rimroko30# mpoucxoaut nepemenieHue Y M® Ha ranakto3o-1-pocdar u momyqaercs
YV ®-ranakrosa, KoTopas BHocjieACTBUU snumepusyercs B Y ID-rimtoko3zy. Y ID-rimoko3a oTaaer
YM® Ha npuBHOCHMMBIN TallakTo30-1-hocdar u npeBpariaeTcs B Iir0Ko30-1-docdar, rioko30-6-
docdar u TIIrOK03Yy.

HAPYLWEHUSA NMPEBPALEHUSA FTAJTIAKTO3bI

Hapymenust oOMeHa rajlakTo3bl y JeTeil MOTYT OBITh BBI3BaHbI T€HETUYCCKUM JIe(HEKTOM O/I-
HOTO U3 (DEPMEHTOB:
o ranakTo3o-1-ocdar-ypununrpancdepassl, yacrota nedexra 1:40000,
o TaJlaKTOKWHAa3bl, yactoTa Aedekra 1:500000,
o »nuMepassbl, yactoTa fedekra pexxke 1:1000000.
3aboseBaHue, BOHUKAIOIIEE MPU ATUX HAPYIIEHUSX, TOTYIUIIO Ha3BAaHUE IAJIAKTO3eMHUS.
Juarnocruka. /letn oTkaspBatoTcs OT eabl. KoHIleHTpalus rajiakTo3bl B KPOBH BO3pACTaeT
1o 11,1-16,6 mmons/n (Hopma 0,3-0,5 MMoIB/1T), B KpOBH MOsIBIsETCS ranakto30-1-hocdar. K nabdo-
PaTOPHBIM KPUTEPUSAM OTHOCATCS TaKkKe OMIHPYyOUHEMUs, TaTaKTO3ypHsl, MPOTEUHYPUSI, TUTIEPAMHU-
HOAIMIypHsl, HAKOTUIEHUE TTTMKO3UIMPOBAHHOTO TeMOTTIOOHHA.
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Peakuun npeBpalieHus rainakTo3sl B IIIOKO3Y

IlaTorenes. M30bITOK rajlakToO3bl IPEBPALIACTCS B CIUPT FAJIAKTHTOJ (TyIbIIUTON), HAKATUIN-
BAIOILUICS B XpPYCTAJIMKE U OCMOTHYECKH MTPUBJICKAIONINI CoJ1a BOy. I3MeHs1eTCs COJIeBOM cOCTaB,
Hapymaercs KoH(popMalusa OeKOB XpycTalHKa, YTO MPUBOJUT K KaTapakTe B MOJIOJOM BO3pacTe.
KarapakTa Bo3MOKHa JJaxke y IUI0JJOB MaTepeid, KOTOpbie OOJIbHBI FaTaKTO3EMHUEH U YIOTPEOISBIINX
MOJIOKO BO BpeMsl 0epeMEHHOCTH.

[Ipu nedexre ramakroso-l-dochar-ypuaunrpanchepazsl ATD MocToSHHO pacxoayeTcs Ha
dbochopunrpoBaHre raxakTo3bl U IeUIUT SHEPrUM yrHETAeT aKTUBHOCTh MHOTUX (PEPMEHTOB,
"TOKCHYECKH'' JEUCTBYS Ha BCE KJIETKH, 0COOEHHO Ha HEHPOHBI, TenaTouuThl, HedporuThl. Kak pe-
3y/bTaT, BO3MOKHBI 33/Iep:KKa MICUXOMOTOPHOTO Pa3BUTHS, YMCTBEHHAsI OTCTAJIOCTh, HEKPO3 Tema-
TOLMTOB U IIUPPO3 MeYeHU. B mouykax u KuieuHrnke N30bITOK TajJakTO3bl U €€ MeTab0IUTOB UHTUOH-
pyeT BcachlBaHHE aMUHOKHUCIIOT.

OcHoBbl JedeHus. VckiroueHrne U3 panroHa MoJIOKa U IPYTMX UCTOYHUKOB TajakTO3bl 1M03-
BOJISIET MPEAOTBPATUTH PA3BUTHUE MATOJIOTHUECKUX CUMITOMOB. OJJHAKO COXPAaHHOCTh MHTEIIEKTa
MOKET OBITh IOCTUTHYTa TOJILKO MPH paHHEH, HE MO3/IHee MEPBBIX 2 MECALIECB JKU3HH, TUATHOCTHKE
Y BOBpEMsI HAUYaTOM JICUECHUU.

NMPEBPALWEHWE ®PYKTO3bl B TMIOKO3Y

Peakiun nepexosia GpyKTO3bl B TIIIOKO3Y JOCTAaTOUYHO MpocThl. CHayasa MpoucxXouT aKTHBaA-
st GpyKTO3Bl MOcpencTBoM (ocdopunupoBanus: 6-ro aroma yriepoja Npu MOMOIIH I'eKCOKH-
Ha3bl WK 1-ro atroma yriepoja npu ydactuu GpyKTOKHHAa3bl. [Ipyu 3TOM reKcoknHa3a uMeeT ro-
paszo Oojee HU3KOE CPOJCTBO K PpykToze. PpykTo30-6-hocdar ganee H30MepU3yeTcs U IIIOKO30-
6-¢ocdaraza oTiienysieT yxe HeHyX HbIH pocdart.

Ecnu o6pazyercs ppykTo30-1-pocdat, To OH NpH ydacTHH aab0Ja3bl PA3/IeNsIeTcs Ha IIIu-
LepanbJIeru] u quokcuanerondocdar. Jlanee riuuepansaeru pochopunupyercs TpMO30KHMHA30M.
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Peakuuu peBpalieHus (])pyKTOBbl 1 BO3MOXHBIC I[e('beKTbl Q)epMeHTOB

VY nony4eHHBIX Tpr030(0ocdaToB €CTh ATbTEPHATHBA:
o 10O UCHOJIB30BaTHCS B TIIUKOJIN3E,
o Jmbo 00BeANHATHCA BO GpyKT030-1,6-mudocdar, nehochopunupoBarbest B PpykTo30-6-doc-
(dat, n30Mepu30BaTHCs B TIIIOK030-6-Pocdar u nanee npeBpamathcs B CBOOOHYIO TIIFOKO3Y.
[Ipu nepBoM BapuaHTe (PpPyKTO3a UCMHOJIB3YETCS B MIEUEHU KaK DHEPTeTUYECKUI CyOCTpaT WiH
JUIS CUHTE3a )KUPOB. BTOpOIi BapuaHT noipa3yMeBaeT MoIy4eHue riroKk030-6-(ocdaTa Miv rroK03bl
U UX UCIOJIb30BaHUE B KAKUX-JIUOO LIETX.
Oco0eHHOCThIO MBI SIBJIIETCS OTCYTCTBUE (DPYKTOKMHA3BI, TIOATOMY (pPYyKTO3a B HUX Mpe-
Bpaiaercs cpasy B Gppykro30-6-docdar u moctynaeT B peakiiu IIIMKOIN3a WM CUHTE3a MIMKOTeHa.
Oco0eHHOCThIO MeTaboIM3Ma (PPYKTO3BI ABISETCS TO, UYTO GEPMEHT (PPYKTOKMHA3A SBIIICTCS
HHCYJMH-He3aBUCUMBIM. B pe3ynbTaTe B nedyenu npespaiieHue GpykTo3bl B MTUPOBUHOTPAIHYIO
kucnoty u aneTui-SKoA npoucxoaut ObicTpee, 4eM AJIs TIIOKO03bl. DTO 00BSICHSIETCS "UTHOPUPOBa-
HueM" JTUMHUTHPYIOLIEH peakuuud MeTabosM3Ma TIIOKO3bl, KaTanusupyemoit ¢ochodpykroknna-
30ii. J{anpHeitmuii metabomusm anetun-SKoA B J1aHHOM ciiyd4ae MOKET MPUBECTH K U30BITOUHOMY
00pa30BaHUIO )KUPHBIX KUCIOT U TPUAIMIITIIULIEPOIIOB.

HAPYWEHUSA NMPEBPALEHUSI ®PYKTO3bI

AcceHyuanbHasi hpykmo3ypusi
I'enetnueckuit nedexkt GPpPyKTOKMHA3BI MPUBOIUT K JOOPOKAYECTBEHHOW ACCEHIIMATbHOU
GbpyKTO3ypHH, IpOTEKAtoIIei 6€30 BCAKUX OTPUIATETbHBIX CHMIITOMOB.

HacnedcmeeHHasi ppykmo3sypusi
3aboneBaHue GopMUpYeTCs BCIEICTBUE HACTIEICTBEHHBIX ayTOCOMHO-PEIIECCUBHBIX 1€(DEKTOB
Apyrux pepMeHTOB 0OMeHa (PPYKTO3BI.
HedexT ppykTo3o-1-docdat anbaosasbl, KOTOpas B HOpME MPUCYTCTBYET B MIEYSHH, KUIIIEY-
HUKE U KOPKOBOM BELIECTBE IIOYEK, MPOSBISETCA IIOCIIEC BBEACHHS B pallMOH MIIAJCHIA COKOB U
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bpykTOB, copepxamux (pykro3dy U caxapo3ly. [laroreHes cBsi3aH CO CHM:KEHHEM MOOMIM3AIMU
rJIMKOTeHa 13-3a HHruOupoBaHus rimkorendochopuiassl Gppykro3o-1-dpocdarom u ociiadaeHnem
IJIIOKOHEOTeHe3a, T.K. IePeKTHbIN ()ePMEHT CIIOCOOCH y4acTBOBATH B PEAKIIMAX AaHATOTUYHO (PPYK-
T030-1,6-1udocdar anbaonase. [possnsercs 3a0oeBaHNEe CH)KEHUEM KOHLIEHTpauu GocgdaTos
B KpPOBH, THIEPPPYKTO3EMHUEH, THKENONW MOCICIUIICBOM TUMOrauKemMuei. OTMeuaeTcs BsUIOCTb,
HapYIICHUS CO3HAHUS, TOYCYHBII KaHAJIbIICBbIN allUI03.

Hedexr ppykTo30-1,6-qudocharassl MposBIIETCS CXOAHO C MPEABIAYIINM, HO HE TaK Ts-
KEJo.

MPEBPALLEHUE TMIOKO3bl B ®PYKTO3Y

[IpeBpameHue TI0K036l B (PPYKTO3y MPOUCXOTUT B MOJMOJOBOM MYTH METa0OIM3Ma TITO-
ko3bl. [ oOecnieyeHrs peakiuil 3TOro MyTy B KJIETKaX MPUCYTCTBYET (PEPMEHT aJIb1030penyK-
Ta3a, KOTOpas MPEBpaIaeT MIFOKO3Y B copOnTosr. OOBIYHO B TAHHYIO PEAKIIMIO MOMagaeT He Ooee
1% TIIF0KO3BI, ¥ OHA UCHIOJIB3YETCSI TS TOTy9eHUsT (PPYKTO3BI B MPOLIECCE CHHTE3A IVIIOKO3AMHHOB.

OTtnenbHOE 3HAYEHUE MTYTh UMEET B CEMEHHBIX IMy3bIPbKaxX, KOTOPhIE CHHTE3UPYIOT PPYKTO3Yy
U ceMeHHOM KuakocTH. CriepMaTo30u/Ibl, HAXOSAIIHECS 3/I€Ch, HCITOJIB3YIOT (PYKTO3Y B Kade-
CTBE OCHOBHOTO SHEPT€TUYECKOTO CyOCcTpara, HO MPH MEPEX0/Ie B )KEHCKHUE TTOJIOBBIE ITYTH MTEPEKITIO-
YaroTCs Ha ITF0K03y. CYUTaeTCs, 4TO UCTIOIh30BaHKE ()PYKTO3HI MOBBIIIACT CTAOUIBLHOCTD M TIPEI0T-
BpaIaeT MPeXJAeBPEMEHHOE Pa3pylIIeHHE aKpOCOMBI CIIEPMHUSL.

H

\<|:¢° CHp—OH <|:H2-0H
CH—OH CH—OH Cop6umon- c=0
HO—CH Anbdo3opedykmasza HO—CH deaudpozeHaza HO—CH

CH—OH g CH—OH CH—OH
= + - + -

<|:H OH HAL®H+H HAL®* ?H OH HAL HALH+H* (':H OH

CHy—OH CHy—OH CHo—OH

[mioko3a Copbuton DdpykTo3a

[To1MONIOBBIH My Th MPEBPALLEHHSI TIIIOKO3bI B ()PYKTO3Y

KianHuveckasi 3HAUMMOCTDb TOJIMOJIOBOTO MYTH MPOSIBIISETCS B MHCYJIMHHE3aBHUCUMbIX TKa-
HSIX, B KOTOPBIE TJIF0K03a MOCTYIAeT HEKOHTPOJIUPYEMO 10 TPaIMeHTy KOHIIEHTPAIK — YHJI0TEIINH,
XpYyCTaJMK IJ1a3a, KIETKH KIyOOUYKOB MOYEK, HO, B IEPBYIO ouepeb, HelpoHbl. [1yTs akTuBHpYyeTCcs
MIpY THNEPrJIMKEeMUSX, KOT1a MOTOK TJIFOKO3bl B KJIETKH YBEIMYHUBAETCA U CKOPOCTh CUHTE3a COP-
0MTOJIa PE3KO BO3PACTAET.

Hakomenne copOutosia B HelpoHAaxX MOJAABISET CUHTE3 LHUKIMYECKOT0 CHUPTa HHO3MTOJIA,
BXOJIALIET0 B cocTaB (ochoaUnuI0oB U UCHOJIB3YEMOTO MPH Iepeiade TOPMOHAIBHOTO CUTHANA, U
camkaer aktuBHOCTH Na*, K ™-ATd®a3pl, 4T0 HapyIIaeT MPOBEICHHE HEPBHOTO MMITYJIbCa. M30BITOK
B KJIETKE OCMOTHYECKH AKTHBHBIX cOpOuTONia U (DPYKTO3BI yIEP>KUBAET BOIY, U3MEHSAET (hopmy
KJIETOK ¥ UX (YHKIIMOHAJIbHYIO aKTUBHOCTb.

Taxxe n30bITOUHASI pabOTa abJ030PEAYKTa3bl MPUBOIUT K pacxonoBanuio HAJ/I®OH B kiet-
Kax, YTO CHI)KAaeT aKTUBHOCTbH PsJia MPOLIECCOB, HAITPUMEP, BOCCTAHOBJICHHUE IIyTAaTHOHA B paboTe
AHTHOKCHIAHTHBIX CUCTEM, CHHTE3 Bazoaminataropa okcuaa azora (NO), HeiiTpaau3anus amMuaKa
B PEaKIIMM BOCCTAHOBUTEIBHOTO AMUHUPOBAHMS O-KETOTIyTapaTa, MUKPOCOMAJIbHOE OKUCIICHUE.

CYObBA U NCTOYHUKU TNHOKO3bl B KNETKE

Hann4uue riaroko3sl B KIETKE 06CCHG‘II/IBaeTC}I, B IIEPBYIO OYEPECab, MIPOHUKHOBEHUEM €€ M3
KpPOBH. Taxoke MoYTH BCE KIETKH UMEIOT 3aImachl IJIMKOIcHa, KOTOpHﬁ HCIIOJIB3YCTCA KaK BHYTPHU-
KJIE€TOYHBIN PE3CPB I''TFOKO3LI. B 1o ke BpCMs IICYCHOYHLBIC KJIICTKH U TIOYKH O6J'Ia,Z[aIOT CIIOCOOHOCTBIO
CHUHTC3UPOBATD T'JIFOKO3Y M3 HCYTJICBOAHBIX KOMIIOHCHTOB (FJI]OKOHCOFeHe3).
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[Tociie MpOHMKHOBEHMSI B KJIETKY TJIFOKO3a CIIOCOOHA MPEBPAIATHCS [0 Pa3IMYHBIM HAIIPaBJIe-
HUSIM:

O YacTh IJIIOKO3bI 005S3aTEbHO MCIOIb3YeTCs B DHEPreTHIECKOM OOMEHE, OHA CTOpPaeT B peak-
ugX karadoam3ma i cuaresa AT,

o TPHU JOCTATOYHO OOJILIIIOM KOJHMYECTBE B KJIETKE IIFOKO3a 3amacaercs B BUJC INIMKOreHa, K
CUHTE3Y TJIMKOTEHA CIIOCOOHBI OOJIBIITMHCTBO TKAHEH,

o BrenaronuTtax (IpH BEICOKOW KOHIICHTPAIIMH) ¥ B aJUIOIMTaX TIIFOK03a TIEPEHAPABIIICTCS Ha
CHHTE3 TPHANWITJIMIEPOJIOB U, HATPUMED, B IEUCHHU, HA CHHTE3 X0JIeCTepoJia,

o TIPH ONPEACTCHHBIX YCIOBUSIX YaCTh TIIFOKO3bI UICT B peakiuu neHTo30¢ocdaTHoOro myTu, B
KOTOpOM 00pasyrorcst pub6030-5-hocdar u HAJIPH,

o HEKOTOpasi JOJIsl TIFOKO3bI UCIOJIB3YETCS JJI CHHTEe3a IJIMKO3aMUHOB U J1ajJiee CTPYKTYPHBIX
WJIM MHBIX T€TEePOIIOIHCAXaPHUIOB.

lmiokosa [TIOKO3aMMHbI
Y /
TM1KOreH < [11tok030-6- 5 Pn6030-5-
rnukoreHoreHes ocdar MeHTO306hOCHATHbI doccar
nyTe
nnkosmns
Y Mpn orcyrcrBnmn
Kkucnopoga
/ Mupysat POA2 > NakTar
3ameHumble Mpwn Hannymm
aMUHOKUCNOTbI K”CHOPoﬂa"
AueTun-SKoA R YKvpHble KUCnoTbl
IMpn n36biTke XonecTepuH
r/110KO03bI
(renaroymnTbl M agunoymnTsl)

Lukn
TpMKap6OHOBbIX
KUC/0T

HYTI/I HCIOJIb30BaAHUS TTIFOKO3bI B KJIETKE

POCPOPHNIINPOBAHUE-JE®OCOOPNIINPOBAHUE
rrOKO3bI

[ToraB B m0OYIO KJIETKY, TJIIOKO3a HEMemJeHHO Gochopunupyercss (GepMEHTOM IeKCOKHHA-
301 ¥ YK€ HE MOXKET BBIUTH U3 KJIETKH. [I03TOMYy rekCOoKrMHAa3a MoJiydria Ha3BaHue "JIOBYIIKa It
rioko3s1". dochopunrpoBaHUE MTIOKO3bI PEIIAET CPa3y HECKOIBKO 3a/1a4:
o QocdartHblil A3pup TIOKO3bI He B COCTOSSHMU BBIHTH U3 KJIETKH, TaK KaKk MOJIEKyJla OTpHIla-
TEJBHO 3apshKeHa U OTTAJIKUBaeTcsa OT (PochoNIUNUAHON TOBEPXHOCTH MeMOpaHbl,
o HaJTU4Me 3apsHKEHHOMU TPYIIBI 00ecTIeYnBaeT NPABUWILHYIO OPHMEHTAIMIO MOJICKYIbI B AaKTHB-
HOM IIeHTpe epMeHTa,
0o YMeHbIIaeTcs KOHLEHTpauus cBo00AHOI (HeGochOopUIupOBaHHOM) IJIFOKO3bI, YTO CIIOCO0-
cTBYeT Au(Py3UN HOBBIX MOJIEKYI U3 KPOBH.
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lexcokuHnasa
Ho-gHz J——: L (®-o—cHy
OH \ } > OH
H OH = H OH
H (@ H
mtoko3a mtoko3o-6-cpoccar

rnoko3so-6-gpocgpamasa

Peakuuu pochopunupoBanus u gehochopuanpoBaHus MIHOKO3bI

HedochopuiupoBanne riroK03bl OCYIIECTBISICTCS INTI0K030-6-hocdaTazoii. DToT depmeHT
€CTh TOJILKO B IICYCHH U MOYKAX. B SMUTEIMN KaHATIBIEB MMOYEK padoTa pepMEHTa TECHO CBSI3aHA C
peabcopOIuelt TIIOKO3bl U Pa3HbIX aMHHO- U KeTOKUCIOT (cM "['mokoHeoreHes"). B rematomurax
@CpMGHT H€O6XO}II/IM, T.K. IICYCHb NOAJACPKHUBACT MOCTOAHCTBO KOHICHTPAIINU T'JIFOKO3bl B KPOBU
IIPpH T'OJIOJAaHWW U MBIINICYHBIX HAIr'py3Kax.

OcobeHHOCMU 2eKCOKUHa3bl
CyIecTBYIOT MPUHIMITHALHBIC OTIMYUS META00IM3Ma TTFOKO3BI B MEYeHH OT JIPYTUX TKaHEH.
DT0 0OBSICHSICTCS PSAJAOM NPUYUH W, B YACTHOCTH, HAJTMYMEM B TKAHSAX PA3IUYHBIX W30(DEPMECHTOB
reKCOKMHa3bl. /{115 meyeHu xapaktepeH ocoOblil n30epMeHT rekcokunasa IV, nomyuusmmii co6-
CTBEHHOE Ha3BaHWE — INTKOKUHA3a. OTINIHSIME 3TOTO ()epPMEHTa OT I'eKCOKWHA3 APYTUX TKaHEH
SIBJISTFOTCSI:

o HH3Ko0e cpoacTBo K rioko3e (B 1000 pa3 MeHbIe), 4TO BEAET K 3aXBaTy TJIFOKO3bI TIEYCHBIO
TOJIBKO TPH €€ BHICOKOH KOHIICHTPAIIMU B KPOBH (TOCie eabl). IHBIMU ClIOBaMU, TICUCHb HE
OyJeT UCI0JIb30BATh TIIFOKO3Y, €CTU €€ KOHIIEHTPAIMs B KPOBH HEBBICOKA (B HOPMAJILHOM JIHa-
Ma30He).

o MPOAYKT peaknuu (roko30-6-pocdar) He HHrHOUPYeT GEPMEHT, B TO BPEMS KaK B APYIHX
TKaHSX TeKCOKMHAa3a YyBCTBUTEJIbHA K TAKOMY BIIMSHHUIO. DTO MO3BOJIET T'€NATOIUTY B €IU-
HUILy BpEMEHH 3aXBaThIBaTh TJIIOKO3bI 00JIbIIE, YEM OH MOXET Cpa3y ke yTHIN30BaTh,

0 YYBCTBUTEIBHOCTH K JCUCTBUIO HHCYJIUHA — PEPMEHT aKTUBUPYETCS STUM TOPMOHOM.
bnarongaps TakuM OTIMYMSM renaTouuT MOKeT 3(h(hEeKTUBHO 3aXBAThIBATh IIIOKO3Y MOCIIE €/Ibl,

HaKaruIMBaTh TJIFOK030-6-Gocdat u, "He TOporsch", MeTaboIU3UpOBaThH €T0 B JIIOOOM HaIpaBICHUN
— CHHTE3 IIMKOTeHa, TeHT030(ochaTHbIi myTh, okuciaeHue Ao anetui-SKoA, CO2 u H20, u cuntes
JUIHUIOB.

METABOJIN3M ITMUKOTEHA

HauOopme 3anachl INIMKOreHa KMEIOTCS B EYE€HH U CKeJIETHBIX MbIIIIAX, HO BOO6H.[6 T'JIa-
KOI'€H CIIoco0eH CUHTC3HUPOBATLHCA IIOYTHU BO BCCX TKAHAX. PGSGPBLI TJIMKOI'€HA B KIICTKAX UCIIOJIb3Y-
IOTCA B 3aBUCHMMOCTH OT UX (I)YHKI_[I/IOHEUIBHHX 0COOEHHOCTEH. 7

B MpImmax KoJaW4ecTBO TJIMKOT€HA CHHIKAETCS OOBIYHO TOJIBKO BO BpCMmA (1)H3H‘I€CKOﬁ
Harpys3kKu — JUIUTEIbHOMN W/unu HaHpHH(eHHOﬁ. HakonJjienue riMKoreHa 37ech OTME4aeTCs B nepuoa
BOCCTAHOBIJICHHUA, OCO6€HHO, C€CJIM BOCCTAHOBJICHUEC COITPOBOXKIACTCA ITIPUEMOM ooraToii yriieBogaMu
ITHIIH. I/I, KOHCYHO, KOJIMYCCTBO I'NIMKOI'CHA B MUOIIMTC CHMXKACTCA (KaK H BO BCCX APYIrux KJ'IeTKaX)
BO BpEMA T'OJIOAAHUA.

I'mukoreH medeHnn pacICTuIACTCd IMPU CHUIKCHUHW KOHIOCHTPALUH TJIFOKO3bI B KPOBHU, ITPEIKIC
BCCTO MCXKAY IpUCMAaMU TTHIIIH. Ilepez 12-18 gacoB ToJIogaHus 3alacChbl I''TIMKOTCHA B IICYCHU ITOJIHO-
CTBIO HCTOIIAIOTCA. HakananBaeTcs TIIMKOreH B MeYeHM TOJILKO IOCie CIbl, IIPpHU TUIICPTIINKEMUH.
DTO 00BACHIETCS 0COOCHHOCTIMHU TJIFOKOKHMHA3bl, KOTOpasA UMECT HU3KOC CPOACTBO K I''TFOKO3€ U MO-
KET pa6OTaTI> HUCKIIIOYUTCIIBHO ITPH €€ BBICOKUX KOHILICHTPpAIUAX B KPOBH.
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CUHTE3 FMUKOTEHA

CuHTe3 TIIMKOTeHa HauMHaeTcsl ¢ 0Opa3oBaHusl III0OK030-6-(hocdara o aelicTBUEM IJIHOKO-
KHMHA3bI B ICYCHH WM JPYTUX FeKCOKMHA3 B OCTAIBHBIX TKaHIX. Kak yke TOBOPUIIOCH, TIIFOKOKH-
Ha3a 00J1alaeT HU3KUM CPOJICTBOM K TJIFOKO3€, M B TeMaTOLUTaX TIII0K03a OyleT 3aaepKUBaThbCs
TOJIBKO ITPU €€ BBICOKHNX KOHICHTpAIUAX.

HenocpencTBeHHO CHHTE3 TIIMKOT€HA OCYIIECTBIISIIOT CIeAYIomue PepMEHTHI:

1. ®ocdorarokomyTasa — npeBpamniacT rirko30-6-pocdar B rimroko3o-1-docdar.

2. I'nwoko30-1-dochar-ypuaniarpancdepasa — pepMeHT, OCYIIESCTBISIONINN KIIOYCBYIO pe-
aKnuio cuHTe3a. HeoOparnmMocTh 3TOH peakmuu 00ecreurBaeTCs THAPOJIM30M 00pa3yromIerocs
mdocdara.

HOCH,
0,
HO\OH H
H
[nioko3a
AT®
MexkcokuHa3sa
ALll® o)
HN
OCHz ®ochoznioko- HOCHz rnwokoso-1-ghocham- HogH2 B J\ |
Jymasa ypudun mpanccpepaaa o\
2N N A ®-@-ocns
Dby OH
anKoso-S-(boccbaT mtoko3o-1 -q)oc¢aT YO®-rniokosa
H OH

Oo6pazoBanue Y D-rI0K036I

3. 'nukorencunrasa — obpasyer ol,4-rIMKO3UIHBIC CBS3M W YIUIMHSET TIIMKOTCHOBYIO I1e-
oYKy, npucoeauussi aktuBupoBaHHblid C1 Y /®-rimtoko3b1 K C4-TIIIOKO3bI HA KOHIIEBOM YYaCTKE
TIIMKOTeHa.

HO Hz HO Hz

ML 4K OH oil(

KOHueBOVI y4acToK rnMKoreHa

o)
.......................... - HN
HOCH, i |
N Iy
don  Mi 0" FnukozeHcunmasa
H 0+-(P)—o—(P)—0-
F®-0-@-0-cry,
OH i
YO®d-rntokosa H OH \
711
\ 4
HO Hz HO Hz
02K oH 4K oH oiK

KOHueBOM Y4acCTOK MMuKoreHa

XHUMU3M pPE€aKLnn TTTMKOT€HCUHTA3bI
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4. Amuno-al,4-ol,6-rauxo3uaTpancdepasa, 'TIMKOTeH-BETBALINNA" (PEPMEHT — IEPEHOCUT
(¢parMeHT ¢ MUHUMAaJIbHOW JUTMHOM B 6 OCTaTKOB TJIFOKO3BI Ha COCEIHIONI0 IIeTh C 00pa3oBaHHEM
ol,6-TIHKO3UAHOM CBSI3H.

Toyku paGomebl
2NnuKo2eHCUHmMa3sb!

Monekynbl
YO®-rntokosbl  YOD

2,

Fnuko2eH cuHmasa

oo
>

Amuno-a-1,4-a-1,6—
2nuko3un mpaHcgepasa

O6pasoBaHune
a-1,4-rMMKO3NAHbIX CBA3EN

ObpaszoBaHue
o-1,6-rMUKO3MAOHBIX CBA3EN

Cxema peaxunﬁ YAJTMHEHUS U BETBJICHUSA MOJIEKYJI INIMKOT€Ha

MOBUNU3ALUNA TMNKOTEHA

Moobunu3anus riaMkoreHa (rJIMKOreHon3) B TKaHIX aKTUBUPYETCS MPH HEJJOCTATKE CBOOOI-
HOW TIIOKO3BI B KJIETKE, a 3HAUUT U B KPOBH (TOJIOJIaHKE, MBIIIeYHas padoTa). [Ipu 3TOM ypoBeHB
IJIFOKO3bl KPOBM "IIEJICHANIPABICHHO" TNOMJIEPKUBAET TOJIBKO NMeYeHb, B KOTOPOW MMEETCS IIIIO-
K030-6-(hocdarasa, ruaponusyromas hochaTHbiil 3hup rirroko3sl. O0pazyeMas Ipyu STOM CBOOOTHAS
TJII0KO3a BBIXOJUT Yepe3 IUIa3MaTHuecKyro MeMOpaHy B KpoBb. OcTaibHbIE OpPraHbl UCHOJB3YIOT
TJIMKOT€H TOJIBKO ISl COOCTBEHHBIX HYXI.

B rimkoreHonm3e HEMOCPEACTBEHHO YUacTBYIOT TpU (pepMeHTa:

1. ®ochopuiaza riaukorena (kohepment mupuaokcanbdocdar) — pacueriser ol,4-rauko-
3UIHBIC CBSI3U C 00pa30BaHUEM TITI0K030-1-pochara. depmeHT paboTaeTt A0 TEX MOP, OKa A0 TOUKH
BeTBiICHUS o 1-6) HEe ocTaHeTCs 4 OCTaTKa TITFOKO3HI.

H3PO4
HOCH,
0
rnukoaex- H
¢gocgopunasa HONY o—@
OH
| mtoko3o-1-pocpat

HOCH, HOCH2
0,

4K oH 14K on 1 4

K o K
OH OH

KoHLieBOW y4acToK rmukoreHa
(nocrne oTwenneHns rmoKo3bl)

Peakuus, ocyectBasemas rmkoreHgpochopunasoii
2. a(1-4)-a(1-4)-T'moxkanTpancdepasa — GepMeHT, EPEHOCAININ PparMeHT U3 TPEX OCTaT-

KOB I'JTFOKO3bI Ha APYT'YIO LCIIb C O6p&30BaHI/ICM HOBOM 01 ,4-1"J'II/IKO3I/I)1HOI71 CBA3U. HpI/I 9TOM Ha IpeCK-
HEM MECTEC OCTACTCsA OJWH OCTATOK I''TFOKO3bI U "OTKpBITaSI" AOCTYyIIHAad (11,6-1"J'II/II(031/II(H8.$I CBA3b.
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Touku pa6ombt

/ 2nuxko2eH hocgopunasnt

rnukoaex- ) at,4-0.1,4-2n0KaH- Amuno-o1,6-
¢ocgopunasza Q.. mpancghepasa a2nioko3udasa
o )
mioko3o-1-
docepar Mmiokosa

OOmrast cxema peakiMid pacileryieH s TIMKOTeHa

3. AMujio-ol,6-rioko3uaasa, "neBeTBAIMA" PEPMEHT — THIPOIHU3YeT 0.l,6-TITHKO3UIHYIO
CBSI3b C BBICBOOOXKIeHHEM CBOOOAHOU (HedochopmnrpoBaHHOM) TIIIOKO3bl. B pesynbrare oOpa3sy-
eTcs 1enb 0e3 BeTBICHUH, citykaias cyoctpaTom Juist pochopuiiasbl.

PErynauuna OEMEHA NNUKOTEHA

MeTabo13M IIIMKOTeHA B TICUSHH PETYITUPYETCS] HECKOJIBKUMHU TOPMOHAMH, OJTHH U3 KOTOPBIX
aKTUBUPYIOT (DepMEHTHI CHHTE3a INIMKOTeHa, a Ipyrue — hepMeHTh pacnajaa riaukoreHa. OCHOBHBIE
(dbepMeHThl MeTabo0JIM3Ma IIMKOTeHa aKTUBHBI 100 B (hochopuinrpoBaHHOH, 1100 B nedochopuin-
poBaHHO# (opme.

[Ipucoenunenue gocdaroB k GpepMeHTaM MPOU3BOJIAT NMPOTEMHKUHA3BI, HCTOUHUKOM (oc-
(ara sBisercst ATD:

o (ocdopuiaza ravuKoreHa aKTUBUPYETCS 1MOCie npucoeauHeHus GochaTHon rpymimsl,
o CHMHTAa3a IIMKOT'eHa Moclie mpucoeanHenus pochara HHAKTHBUPYETCH.

dochopunnpoBanre ykazaHHbIX (DEpPMEHTOB HAYMHAETCS TIOCTIe BO3/ICHCTBUS HA KIIETKY ajpe-
HaJIMHA, TIIOKaroHa U HEKOTOPBIX IPYTUX TOPMOHOB. B pe3ynbpTaTe aipeHa nH U IJII0KATOH BbI3bI-
BAIOT IJIMKOT€HOJIN3, aKTUBUPYS (ochopuiiazy TIIMKOTEHa.

HedbochopunmrpoBanue 3THX (HEPMEHTOB OCYIIECTBIAIOT MpoTenHdochaTasbl. AKTUBATOPOM
nporeuHpocdaTas, yepes CIOKHBIA BHYTPUKIECTOUHBIM MEXaHU3M Mepenadyd CUTrHalla, BBICTYMAeT
HHCYJMH. TakuM crocoOOM MHCYJMH 3allyCKaeT CHHTE3 INIMKOreHa 3a CUeT ObICTPOM aKTHBAIUU
[JIMKOTE€HCUHTA3bl M MHAKTUBAIIMH TNIHMKOTeHpochopuiasbl.

MoTpebHOCTb KNeTKn B SHEpPrum N36bITOK 3HEPrnM B KreTke
[muvkoreH [mukoreH
A i
‘®ocpopunasa; | : | Fnukozen- . ‘®ocpopunasa: : | : Fnukozew-
i2Nukoz2ena . | , | Cuhmasza 12uko2ena . | | . Cunmasza .
AKTUBHas : HeaktunBHasi HeaktuBHas : AKTUBHas
' v
[mrokosa [Miokosa

AKTHBHOCTb OCHOBHbIX (pepMEHTOB OOMEHA IMIMKOTeHa B 3aBUCUMOCTHU OT YCJIOBHIA
(MpomesKyTOuHbIe MeTa0OMUThI M IpyrHe (PepMEHTbI HE MOKa3aHbl)

OIHOBPEMEHHO HHCYJIMH U INIIKOKOPTHKOM/IbI YBETUUNBAIOT CUHTE3 IJIMKOT€Ha, YBEINYH-
Basi KOJIMYECTBO MOJIEKYJI TITMKOT€HCUHTA3bI.

Jlnia perynauuu akTUBHOCTH Gocopriia3sl U CHHTa3bl TIIMKOT€HA UCIIOJIb3YeTCsl 0COObIN Kac-
KaJIHBIN aJiCHUIATIMKIa3HbIA MEXaHU3M (CM HUIKE).
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AKTUBALUNSI ®OCPOPUIIA3bI MNTNKOIEHA

CKOpPOCTh TTTUKOTCHOJIN3a JIUMUTHPYETCSI TOJIBKO CKOPOCTBIO paboThl (pochopuiiabl rimKo-
rera. Ee akTHBHOCTh MOKET U3MEHATHCS TPEMsI CIIOCOOaMu:
o KOBaJICHTHasi MOAU(UKAIIHS,
o KaJblMii-3aBUCUMAs aKTUBAIMS,
o amiocTepuyeckas akTUBaIus ¢ moMoisio AM®.

KoeanenmHasi MoOugpukayusi
[Ipu neiicTBUM HEKOTOPBIX TOPMOHOB Ha KJIETKY IPOUCXOIUT aKTUBaLKs (pepMEHTa uepes ajie-

HUJIATHHMKJIA3HbIA MeXaHU3M, KOTOPBIH SIBJISIETCS TaK HAa3bIBAEMBIM KaCKaJHBIM PETYJIUPOBAHUEM.

[TocnenoBarenbHOCTh COOBITUI B JAHHOM MEXaHHU3ME BKIIFOYAET:

1. Monexkyna ropmoHna (apeHaauH, TJIFOKaroH) B3auMOJACHCTBYET CO CBOUM PelleNTOPOM;

2. AKTUBHBII TOPMOH-PELIENITOPHBII KOMIUIEKC BO3/IEHCTBYeT Ha MeMOpaHHbI G-0e10K;

3. G-0enok akTUBUPYET PEPMEHT aJeHNIATIHKIIA3ZY,

4. Anenunaruukinasa npespamiaet AT® B nuknmnuecknii AM® (HAM®) — BTOPUYHBIH TOCPETHUK
(mMeccenmkep);

5. TAM® annocTepuyecku akTUBUPYET (EPMEHT NMPOTEHHKUHA3Y A;

6. IlpoTennkuHaza A gpochopuupyet pa3uuHble BHyTpUKIETOUHbIE Oenku. OAHUM U3 3THX OeIKOB
SIBJISIETCS CHHTA3a IVIMKOreHA, €e aKTUBHOCTh yIrHETAaeTcs, ApyruM OenkoM — kuHa3za gocdo-
puaa3bl, KoTopas npu GpochopruInpoBaHUN aKTUBUPYETCS;

7. Kunasa dochopuiaszsr pochopunupyet pochopuiasy "b"" rimkorena, mocieansst B pe3yabTaTe
mpeBpariaeTcs B akTuBHY0 ¢Gochopunazy "a”,

Anpenanun
rnokarox
[1 WUHcynun
©)
Mem6paHHbIl ® 6 ® Adenunam- =
peuyenmop ~ —= > G-0enok = . cnaza ®ocgoduacmepaza
ATo D uAMe AVo

..................... @ P L L L L
Enpomeunkunaaa A _— Mpomeurkuxasa A
""" Heakxrusnas T AktmshasT T
 Kuwaza 5 " Kuwaza ®
: hocgpopunaset 7 i 2 : pocpopunaset
HeaktnsHas ATO® 4 4o AKTHBHas
@ocghopunaza “b“f ®ocgopunasza “a“;
""" Heaktnsnas ~ sro AT T Aktusnas

(MwuKoreH)n 7—\» (MMwuKoreH)n-1

®H  niokoso-1 -chocpar

AneHuIaTIKIa3HbI MEXaHU3M aKTUBAIMU (oChOpUIa3bl

8. AxtuBHas (ochopuiaza "a'' rmukorena pacrenisier ol,4-rTUKO3UAHBIE CBA3U B TJIMKOT'€HE C
oOpa3oBaHueEM TIII0K030-1-docdara.
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Kpome ropMoHOB, BIMSIONINX HA aKTUBHOCTh aJICHIIIATIHKIa3bl uepe3 G-0esKu, CYIeCTBYIOT
WHBIC CIIOCOOBI PETYIISAIIMHN 3TOT0 MexaHu3Ma. Hanpumep, nocie Bo31eHCTBYS HHCYJIMHA aKTHBUPY-
ercst pepmeHT docoandcTepasa, kotopas ruaponusyer TAM®D u, crneaoBaTeIbHO, JIUKBUIUPYET
pa3BUTHE AJICHUIATIIMKIA3HOTO MEXaHU3Ma JCHCTBUS TIII0KaroHa U aJpeHaiiHa, CO BCEMH BBITEKa-
IOIIHUMHU ITOCICACTBHUAMM.

Kanbuuui-3aeucumas akmueayusi
AKTHBaIMs HOHAMU KaJIbLUs 3aKIK0YAECTCS B aKTUBAMU KMHA3bI (pocGopuIa3bl HE IPOTEHH-
KHHA30ii, a monamu Ca’’ u KAJbMOAYJMHOM. DTOT IyTh paboTaeT NpU UHULMALUY KalbLUi-oc-
¢dosmnuaHOr0 Mexanu3ma (cM "T'opMoHBI") THOO MPU OTCYTCBHHM CTUMYJISIIUHN aICHUIATIINKIIA3HI.
OT0 omnpaB/bIBacT ceds, HApUMEpP, B MBIIIIAX IPU YMEPEHHO!N Harpy3ke, KOrza BIMSHUE aJlpeHa-
JIMHA Yepe3 aJiIeHWIAaTIUKIIa3y elle He IPOU30IIO WK HEJOCTaTOUHO, HO B LIMTOIIA3MY IOJI BIIUS-
HUEM HEPBHBIX UMITYJIbCOB MOCTYIAIOT HOHBI Ca?".

Komnnekc AdeHunamuyukna3sHbil
Kanbyul-KkanbsMooynuH MexaHu3m

® ®

(P
Kunasa ¢pocghopuna3ssbl _
AT®  Afo ‘0
@ocghopunasza “b“ ®ocghopunasza “a“
HeakTtusHas AKTUBHas

CxemaTnuHoe U300pakeHue IByX Cnoco0O0B aKTUBALMK KHHA3bl (pocopunasbl MHUKOreHa

Arninnocmepu4deckas akmueayusi
Taxoke cymecTByeT akTuBanus Gpocdopuinasbl rIMKoTreHa ¢ moMoInsio AM® — amnocrepuye-
CKas akTHUBaIus Omarogaps nmpucoeannennio AM® k mosekyie dochopuiaszsr "b". Crnocob pado-
TaeT B M000H KieTKe — npu yBenndeHuu pacxoa ATD u HakomieHHH TpoIyKToB ero pacnana AJ{D
u AMO.

NMWUKOTEHOBbLIE BOJIE3HU

OTO Hacle[CTBEHHbIE 3a00JI€BaHUsA, 00YCIOBIEHHbIE HEIOCTaTOYHOCThIO KaKuX-1ubo ¢ep-
MEHTOB, OTBEYAIOUIMX 3a METa00JM3M IiMKoreHa. CpelHssl 4acToTa BCTPEYAEMOCTH COCTaBIISIET
1:40000.

' TINKOrEHO3bI

CuHIpOM TIIMKOTE€HO3a BO3HHMKAET B pe3ynbTaTe nedekra ¢pepMeHTa CUHTe3a WK MOOUIH3a-
LMY TJIMKOT€HA, YTO MPUBOJIUT K HAKOMJIEHUIO WM M3MEHEHHI0 CTPYKTYPbI IJIMKOT€HA B pa3HbIX
TKaHsX, Yallle B IEYEHU U MbIIILAX. B HacTosmiee BpeMs IITMKOT€HO3bI ACIIAT 0 NaTOT€HETUYECKOMY
MIPU3HAKY Ha MeYeHOYHbIe, MbIILIIeYHbIE U CMeIIAHHbIe ()OPMBIL.
Bcero cymectByer 12 TunoB riaukoreHo3oB. [1o naToreneTnyeckoMy MpU3HAKY TIIMKOTE€HO3bI
JIETIAT:
* meuenounble — 0, [, III, IV, VI, VIII, IX, X, XI| Tunos,
* MbliedHble — V u VII Tunos,
* cMemaHHble — I Tuma.

leyeHOYHbIE 2TUKO2€HO3bI
I'nukorenos | Tuna unu 60J1e3ub pon I'mpke 00ycI0BIEH ayTOCOMHO-PELIECCUBHBIM JIe(eK-
TOM IJIIOK030-6-(hochaTasbl. 13-3a TOro, 4T0 3TOT (PEPMEHT €CTh TOJIBKO B MEUYEHH U MOYKAX, Mpe-
MMYIIECTBEHHO CTPAJaloT 3TU OPraHbl, U O0JE3Hb HOCUT €llle OJHO Ha3BaHHUE — renaTopeHaJ bHbIH
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IJIMKOreHo03. J[axxe y HOBOPOXKICHHBIX JeTel HAaOII0Aar0TCs renaToMeraivs U Hepomeramus, 00y-
CJIOBJICHHBIE HAKOIIJIEHUEM TJIMKOT'€HA HE TOJIKO B LIMTOIIA3MeE, HO U B siApax KieTok. Kpome atoro,
AKTUBHUPYETCS] CUHTE3 JIMIHJIOB C BOSHUKHOBCHHEM CTEaTO3a MeYeHH. Tak Kak GepMeHT HE00X0 UM
s pedochopunupoBaHus TIFOK030-6-hocdara ¢ MOCIEAYIONUM BBIXOJIOM TIIOKO3bl B KPOBB, Y
OOJBHBIX OTMEUYAETCSI TUIIOTIIMKEMUS, U, KaK CIICJICTBUE, allETOHEMUSI, METaOOIMUECKUH 03, atle