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lipeaucnosue K N3gaHuio
Ha PYCCKOM A3blKe

«HarmsnHas MeAHIHHCKas DHOXMMMI» HATIHCAHA AHINHBCKMM ABTODOM AOKTOpPOM
Jxk.I. Conseem B vioBHOMH ANd BOCUPUATHA (POPME — B BMAC CXCM, KOTODBIE Npeil-
CTABMAIOT OCHOBHEIC DHOXHMMUECKHE TIPOUECCHL M MeTADOAMUBCKWE [IYTH B KIGTKAX
pa3sIMYHLIX TKAHek | opraHoB uenopeka. Bee cxeMbl COMNpoBOXAATCA HCUEPTBIBAK)-
LHMMH KOMMEHTADHAMM, AKLUCHTHPYIOWMMH BHUMAHHE “HTATE sl Ha HAWDONee BaXK-
HBIX ACTIEKTAX AHANMIMPYCMbIX OHOXHMMUYCCKMX rpoueccon. PaccMOTpeHbl BaxHedi-
LIHE KJIACCHI XUMWUYECKHX COENMHEHHIl, YUACTBYIOLIHX B OCHOBHBLIX DUOXMMMHMECKHX
npoueccax. OMKWCAHD KX CTPOCHHE H CBOICTHG, BaKHeNWHE MeTaloNHYeCKe Myih,
OTPEAETIOUIHE HUIHCACATCILHOCTL OPTAHMIMA, # TAKKS MEXAHM3MBLL WX PEryJisiiuMn
B Xee0il wneTke. B kamaos pasiens apmlianpyIoTes BROMICHHLIE 1 npHoBpeTeHHBIE
HAPYLUIEHS MeTahoa s, #X POAb B PA3BHTHHE HaTOIOTHYECKHX COCTOAHHA 1 IMYTH
MEMMKAMEHTOIHOH KOPPCKUHH TaKHX Hapylw ek, Borpockl BHOXUMKK, SBSIHIMHLIE C
MONCKYAAPHON OHoaOTHE, B JaHHOH KHHIC HC paccMaTpHNalorTcs.

B vex cayuanx, KOIMQ HATGKCHUC HEKOTOPBIX BONPOCOB GHOXMMHN oTAHuaCTCH OT
MPHHATOrG B OTEUCCTBEHHBIN YUeBHHUEAX GHOXHMHN, CHEINHLl COOTRETCTRYIOUHE MpPH-
MeuanHda. B 4acTHOCTH, 3TO KacacTed TMPEACTABICHHH O KonnuecTne mosekyli AT®,
oOPATYIOWMXCH NPH OKHMCICHHH BOCCTAHOBACHHBIX KOPCPMCHTOR B ALIXATENBHOH
ery.

HanaHwre pacc4HMTaHO Ha CTYAGHTOB, ACMHPAHTOR M NPCIOAABITENEH BHOIOMHUCCKHX
W MEIMUMHCKUX BY30B. GHOXMMHKOD, GHONOIOB, MCIAMKOR, 4 TAKXKE Ha WHPOKHI Kpyr
ynuTaTenel, HHTEPCCYICLINXCH MOJNEKYIAPHBIAM 1IPOLULCCanH 0DeCTIEUSHUA KI3HENEN -
TEALHOCTH OPFAHM3MA, MEXAHHIMAMM BOZHHKHOBEHHS MATOAOTHN W €8 KOPPEKILMH.

Yn.-kop. PAH,
npod. Meproro MI'MY

M. .M. Ceuenona /ﬁ\éf—% E.C. Ceaepin



fpeaucnoBsue

Yuefuoe nocodue «Harninan svelniyHcKas GHOXHMMIIN» NPEIHATHAYEHO ANA CTVICH-
TOB MCAHLIMHCKHX BYJOB M CTYA&HTOR OHOMEIHILMHCKIIX CREUMILTLHOCTER: DHoXMMHM-
KOB, VUSHLIX MEIMUHHCKIX J1a00paTopHil, BereprHHapon, CTOMATONOrOR, (ApPMAKONO-
roB, (G#13MONOTOBR, HHUIHOTEPUNICBTOR, AMETOJOTOR, CAHHTAPOB, MEIHUHHCKKWX GH3HKOB,
MHAKPOBHONOroR M OYAYUIMX CIIOPTHBHLIX Bpadcii. B HeM KPaTKO M HAIAIHO HWIIOXEH
rpeiMeT DHOXHMUN, KaxNad Tema 3JaHHMaeT 01WH KHMHKHLIA paspopoT. 3Ta KHHra
BhIMyckaeTcs B cepuy «Harnmmiwe nocoduas, B KOTopo# OCOBEHHO UEHHICA KPaT-
KOCTB M3NOKEKEHH. 1103TOMY HEKOTOpPLE CTOPOHBI GHOXHMMHMH (B YACTHOCTH, MOMEKY-
JApHAas GHONOTUA) DACCMOTPEHBI B IpYrom yuednmke — 8 «Harmaamol MenmimHCKoH
TeHCTHKE>.

Hepenko cTYAeHTH MCIMUMHCKMX CICUHANLHOCTEH, HIy¥ariune GHOXMMMIO Kak
BTODOCTC]'ICHH'I:IF[ OPENMCT, ObIBaKOT APOCTO MNOPaXeHbl TCMI TPYAHOCTAMH, C KOTOPEI-
MK OHM CTANKHBAKOTCA. Mx vactuie BOTIPOCHI, BPOJAE TAKHX! «YT0 e Ham Ha10 3HaTbh K13
Beero atoro”» win «HykHo TH 3amoMuHaThL Boe CTPYETYpHbLIE (GOPMYALI M BCE XUMHYE-
CKHME peaKlliu?» — HOMKHb 6LITL XOPOLO 3HAKoMLl JekTopaM. HelcTBuTenbHo, OWo-
XHMHA — CAOXHLIL [IpedMeT, NMeperpyXeHHbIH MHoMecTBoM NeTaneli. [lepen eryaeH-
TaMH KE CTOAT ABE 3anavN, l) H3¥YYHTL H OOHATH TTUBHLIC BHOXMMUYECKHE OPHHIIHITDS
W peakliMM, HE BAaRafAch 0coDO B ACTANM CTPOEHMS COSAMHEHWH] 2) MOArQTOBHTLCH
K 9K3amMcHAaM, BHUMATCNABHO H3YUYHB JACKLHHW H MPOILUALIE 2K3aMEHAUHOHHLIE DB6OTbI,
YyTODB! BBINENHMTE TOT OObEM MaTEepHana, KOTOPLIH WM NPEICTOMT BhIYYHTE.

Hawre nocobne nomoxer CTYINEHTaM COpanuTLCHa C obelmMu ATUMH 3anadvamu. Ha
NepRoM Pa3poOpoTE KHMIH MNPUEBEICcHbLL MOAPOOHLIE CxeMbl METaBONIUECKMX NYTEH, Ha
nocneaHeM — QOPMYML BELECTB M DEPMEHTLl, KATAIHIMPYIOIUHE DEAKUHIM B OEHOB-
HLIX MeTabomWyeCKHX OpoLeccax. H:l)"{HB HX, yvYaluHeCsa CMOryr NOHATL H YCBOHTL
NPHHLMOE DUOXAMHH MeTaboMMUECKHX NMPOUECcOn. B TeKcTe KHHIKW B Kaxioi Teme
BbLIIENCHBI THABHLIC IIOJIOXKEHs, @ CNOXHBLIE U1 BOCAPUITHI l']OI[pO6HOCTH BblHECE-
Hbl HZ 3a3HUH Mad W Harevyatadbl Oonce OneaHbiM WpHOTOM. Yyawmnmea cneayer
BLIICHUTL KOHKPETHEIE TPebOBaHWA CROEro 3KlamMeHaTopa, uTobbl ONpeneuTs 0bnem
HEOOX0AHMON ANA 3arMoMWHAHHWA HHPOPMALLHMH,

B saxmwovesHue CRAXYy, YTO Ha CO3MaHHE ITOH KHUIM MEHs! BIOXHOBHI YCMeEX KHNUIH
«HarnsaHetil aeTabonranM», KOTOpYH i1 HANMHCAn B 1994 r. ¥ KOTOpan BLIAGPKANA YXS
TpH riepensiadns, KAnra ¢HarnanHoh mMetadonnsMs bonee cnoxkHa, yem «HarasaHas
MEIHIMHCKAN 6HOXMMM.$I», 1O 00e OHW HAaNHCAaHE B QMHOM CTHIIE, H MOITOMY JaWHTE-
PECOBAHHBIE YUTATEAH NOCHE IHAKOMCTBA ¢ «HAarmsanHod MeIHUHHCKOW OHOXMMHENs
MOTYT MPOAMIKHTE H3YYEHHE MeTaBoMM3Ma 1 ero HapyIEHKH YX€ HA DoJNiee BbICOKOM
YpOBHE,



bnaroflapHoCcTH

Ha nporstkeHun Beed pabothi HAD KHHIOH MHE MOMOIWIA MOLAEPKKA MOHX Koaner.
S oveHb OaaropapeH WM 33 LUeHHBIE cOBETHl H 0D0Apsiolve cnosa. OcobeHHo % npw-
3HateneH JlopaH Arwye (Loranne Agius), Yunwuy Dxepuy (Wvnne Aherne), beatpuce
Dparc (Beatrice Evans), Mapruny Dreprony (Mariyn Egerton), Jxopmky Snsepy
(George Elder), Mxanet Bpayn (Janet Brown), Dxouy ®uuonn (John Findlay), Kent
Mpeit (Keith Frayn), Axedddpr [ndoboncy (Geoffrey Gibbons). Anne Tnoith (Anna
Gloyn), Bappy Knayav (Barry Could), Bprocy Iputdinny (Bruce Griffin), CTusesty
Xannopany (Stephen Halloran), keiimcy Xynepy (James Hooper), Mapn [Txexcon
(Marie Jackson), [appu Hxony (Garry John), xkony Jlomky (John Lodge), Kpuey
O'Kannarany {Chris O’Callaghan), Pobepry Pomxepcy (Robert Robergs), Dnu Caane
(Ann Saada), Mapu Cxeppu (Marie Skerry), Oxony Cradpdopay (John Swafford),
Duapwe CumoHcy (Andrew Symons), xowny Paiiry (John Wright), Puuapay Buwy
(Richard Veech). 51 BHoBb Gnaronapio Posmapn dxeimc (Rosemary James) sa ee ueH-
HBle 3AMEUAHWA NO TEKCTY KHHIH H 332 NOIEPAKKY.

A pecbMa NpW3HATENCH COTPYAHMKaM ManaTenscTsa «Blackwell Publishings v Gharo-
napeH seInyckalolemy pegakropy @uone [yvareilM {Fiona Goodgame), Buxku Hoiis
(Vicki Noyes), xotopas obecnieunna GHHAHCORYIO NoiiepxKy, u Mapruny Camxeuy
(Marlin Sudgen). MHe oueHhs NOBE3/I0, YTO 4 COTPYAHKYan ¢ Dwepansauuob Ixedidepe
(Geraldine Jeffers) B npoLecce BLINYCKA KHHIH M C NPOEKTHLIM MEHGILACPOM MHUpBAHOH
MuzuHoir (Migana Misina).

B 3aknioueHmMe X04y BhIPAIHTL 0COBYH NPHIHATENLHOCTE COTPYAHHYABIICH CO MHOI
2naiin Jlerrert (Elaine Leggett) uz Okcdopackoro comia AM3AAHEPOB M MATIOCTPA-
Topon. MOW NMPHMHTHBHBIE HAOPOCKM OHa TMPCBPATHAA B HACTOSILUME TIPOM IBCICH K
uekycetea! [IpusnaTeed, A Obl W HE MOMBIULIAI O COBLAHWY ITON KHUMH, eclii Oul ne
BRI yBepeH B MOMOLUM nadH. Ecnu Bbl He oMa, KHWUTW Dbl TONPOoCTY He CyLIeCTBO-
B!

Hxe. [ Consen
Yunauurdon

Cyppeil, AHIvs.

Mapt 2005
J-salwayi@btinternet.com



GMUCOK COKpalyeHun

J03HAYeHHE NPenapaToB, AHHYAWPOBAHHEIX U3
SvaapeTBeHHOro peectpa JIC

SO3HAYEHHE HE 3APEryiCTPHPOBAHHLIX B PD nekapcTren-
L CPEICTH

-5 — 2, 3-Buchocdormuecpat

20T — 2, 3-nudochoranuepat
i aneHo3IMHaMpochaT
— AIPCHOKOPTHKOTPONTHBIK TOPMOH
— WIEHHHAMWHOTpaHcdhepasa
— angHosuHMoHObOoChaT -
— A0eHOIWHTPHpOCDaT

DR, — aKTHBHBE QOpPMbI KMCIOpOIa

T — NCpeHOCYHK MNTHOKO3bI
-RoA — 3-ruppokcu-3-Metunrayrapun-KoA
— Ne30KCHPHOOHYKICHHOBAA KMCI0TA
- KPEATHHRHHA3A
- KDIM3IUM A
karexon-0-mernaTpaHehepasa
JHIOONPOTEHUH BBICOKOH TMIQTHOCTH

THIT — MMNONpOTEUH HM3KOH TNIOTHOCTH

JITTOHTT — AvnonpoTewH OJYeHb HUIKOH TI0THOCTH

JITITITIT — nuOoonpoTevH OpOMEKYTOMHO MIOTHOCTH

MAQO — MOHOAMMHOKCHIA3a

MTAHK — mutoxonagpraneHas JHK

HAL" — nukOTHHAMMWIAAE HHHIMHYKAEOTH

HAID® — HHKOTHHAMMIANS HMHIEHYKIe0THE docdar

PHK — puBonyknenHoBas KHcaoTa

TKW — Tsorenslit KOMGUHHPOBAHHEIH WMMYHOOEhDHIKT

YT®d — ypuavHtpudocdat

®-2,6-0ucd — ppyrT030-2,0-GHctocthaT

DAl — bnaBHHAZCHUHINHYKIEOTHA

DOHUD? — pochaTHIMIMHOIUTOR-4,5-6ucdocdaT

OUD3 — dpochatmnnnunosnrtosi-3,4,5-tpudocdar

OMH — $AaBMHMOHOHYKICOTHL

UMD — urrspuHMoHodgochat

DAP — 3KBHMBAICHT aKTMBHOCTH PETHHOMA

HbAlc — mmkMporanHag dbpakuus remornoedbrna

ORAC (oxygen radical absorbance c¢apacity) — crnocoBHoCTH
NOTIOLUEHHS PATHKAI0B KHCA0POAd

pH — BOIOpPOAHEIA NOKa3aTelb



DcHOBHbIE DDO3HAYEHUA

TOACHEHWA X K3PTHHKAM

JNekapcTaeHHOE CPEACTBO

boneaHe unv an

lMoka3aTenn aHanuaa kposy
MMBIOT AMarHOGTHYECKOE 3HAYEHME

BriaenegHwe ¢ MO40A vNK dexanuams.
Peaynsrarsi aHanuza Movn/Kana nmenT
AMArHOCTH4BCKOE 3HAYEHME

SAM (S-aneHo2UNMETUOHWH),
AOHOP METHALHBIX TpyAN

TPeAMET TEKYLMX MCCNB0EaHWA
MAN KITHEUYECKUX WCTBITAHWA;
CNOPHSIE AAHHBIE

= MpenMeT TeKYUMX UCCNBAOBAHAR
WY KITAHMYECKMX MCMbITAHMA;
CNOPHEYE AaHHLIB

MoTpedneHwe Nuuiw,
CONBPMMTCA
B MWLLEBEBIX NPCAYKTAX

MeraGonuyeckui npouecc
NPOTEKART B CEPAEYHOA MbILLIUE

MatabonnyeCkuis Nnpouece
NPOTEKAAT B CKENETHBLIX MbILLLAX

Metabonuveckwi npouecc
NPOTEKART B NEHEHH

MeTadonuyecknia npouece
NPOTEKAET 8 NOMKAX

MagpododHas rpynna

MmapocmwnsHan rpynna

Harowax; ronogasne

HeakxtMBHas
nNpoTeWHKMHa3a A
NPOTEMHKKHAZA A 2KTHEMDYETCA UMKNMHECKMM AMD,
KOTCPbIA CBAILIBAGTCA C PRrYAATOPHEIMM {MHM HOMDYIOLUHMI)
CyBBEMMHALUAMY, ¥ OHW OTRENAKTCA OT KATANUTHHACKHX CYOLELHHML,

T—— Koi 12 wHcynie CBAILIBABTCA
&*‘"ﬂl € Q-CyOuefiMHILAM, NPOKE-
LEEEERL voput ayradiocd:apranpoBatue
L") [B-cy6beamHnL, 1 PRLENTOP

¢ aKTMBMpYETCA

o2 8%

IRS-1

Cepui/Tpoman-npoTeaisiniass (apyrws
~—r—HazaaHim — AL, npoTeAHKuKada B)

AT

9{)C¢0MH03HTOH-JBBHE¢4MHM KnHasa-1

PI:IK:fi/

KiHa3a-3 rnuxoreHcHHTasb!

GSK-T

IRS-1 — cytcTpar-1
MHCYNUHOBOTD peuentopa

Bencx pB3. 31¢ perynrropHan
CyOueAntnya hochounoan-
ron-3-kunaasl. benok p8S
CEATLIBAET CYOCTPAT- T AHCYHHO-
BOID petpnTopa ¢ Qocdonoiu-
ToN-3-kMHAI0E, MMeaT a0nLgy-
napuyw maccy 85 k[la

DochOHHOIRTON-3-KMHAA.
DOCHOPRINDFLT MAPCACHNEHYIO
rpynny QOCHATHARNHHD K-

1004, 5-auhotaia [DHD2)

B NOROMEHNH 3 ¢ chpazosaHwen
ochaTrRaMNHAGERTON-3,4,5-Tpw-
docdara {PHD3I)

Cepui/TpecHUk-npoTeHIKAHAZE
(npoTemnxinaza B). CensniBaeTca
¢ dhocarrnnnmukoanTon-3,4,5 -
TpuchocchaTom

DOChOMHOINTON-3BUCHMAA
KWHa3a-1, akTBMPYeTCA
dpocthatvaunuHoauTon-3,4,5-

Tprcbocthatom [

KirHa3a-3 rnHKOreHCUHTaSbI.
AKTHBHDYETCA NPA
roncfianau. Mernbupyeren
OPMEHTCM CEPUH/TPECHNK-
NPOTEMHKAHA30H NYTEM
hocopunHpoBAHUA

NpoTeundiocharaza-1.
AKTHEMDYETCA B X048
TPAHGAYKUMK CUrHANa
MHCYNUHA
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o Kucnotbi, OCHOBaHWA M NOHBbI BOOpoAa (NPOTOHbBI)

Onpepenenne pH
pH ITO OTPHUATE/EHEI DecaTHUHBIR norapidiM KOHUCHTPA-
MKW HOHMOB BOﬂODOﬂa.

pH=log,H"]

Tak, npu pH=7.0 KOHUEHTPALIHA HOHOR ROJIOPONA COCTAR/ISET
0,000 000 b sumons/a, wan 107 msone/n.

Hecsimunblit morapugm 0,000 000 1 papen —7.0.

Takum 00pa3oM. OTPHLATCIBHBIH AeCaTHUHLIT Jorapidn paseH
—(—7,0), T.e. +7,0. Otciona pH=7,0.

Yucno Jannce B Bupe Norapudm no
10 B cTenenn “n” OCHOBAHWH 10

1000 10 30

100 10¢ 2.0

10 10° 1.0

1 10" i

0.1 10 1.0

001 10" 20

00000001 077 [

10 000 x 100 000 = 1000 000 000 = 10°®
nau
10% > 105 = 109
{NDM YMHOKEHMM YUCEN UK NOKA3ATENY CTENEHY CKAAMbIBAIOTCR)

Log ;: log x-log y

Lug%:—log X

Puc. 1.1. Benomuum cpofictsa norapugMos.

Yucno ‘ Norapum no ocxoBakk 10
1 0
2 0,301
3 0477
4 0,602
5 0,699
6 0,778
7 0,845
8 0,903
9 0,954
10 10
20 1,301
30 1,477
200 2,301
2000 3.301

Puc. 1.2. HekoTopule yucna n UX TorapHpmbl.

Ennnuya | NprHaToE 0603HAYEHKE f
1 MONb Ha AUTP 1 MonL/nnuTp — 1 #one/n
0,001 monb Ha NATp 1 MuAAUWMONL/MMTp  — 1 MMONb/N |
0,000 001 wmone Ha NWTp 1 MHKpOMONL/NMTD  — 1 MKMONL/N |
0,000 000 001 MONL Ha NKTP 1 HEHOMONGL/RKTP — 1 HMOARN |

Puc. 1.3. Pacwndposka envHHU MAS ODO3HAYEHWA KOHUCH PN
BEUIECTB B PACTBODE.

JKBMBANEHTHLIE 3HAYEHHA KOHLEHTPALWM RPOTOHOB

3naqense pH B PYTHX 0 HHAL AX

pH1 0,1 M0nL MOHOR BOJOPOA HA NHTP, WK
10" MONL noKaB BONOPOAA HA MIUTP, K
10" r noHa safopoaa Ha NUTP

pH14 0,000 DOD 000 000 01 MOALIN, UK
| 107" MonL WOHOB BOAOPOAA HA AT, Wiy
L 107" r uonoe BOZOPOQA Ha NATP

Puc. 1.5, pH v skepBaieHTHbIE 3HAUSHHA KOHLUEHTPALUMH GPOTOHOB.

12 KWCNOTbI, OCHOBAHKA ¥ MOHLI BOAOpAAA (NPOTOHbI)

Y7o Takoe oCHOBaHHE

OCHoBaHWe — 3TO BELLECTBO, CNOCOOHOE NPUCOBAYHATE NPOTOK (MOH BOAOPO-
Aa, H™) ¢ 06pas0osaHuen KMENOTsI. MPUMEPOM CONPAMKEHHOTO OCHABAHWA ABTA-
ETGA NAKTAT: OH NPUCOBLMHACT NPOTOK C A6PA30BAHHEN MONOYHIA KUCNOThI
Y7o Takee kucneTa
KUCNOTa — 3T0 BEWECTBO, KOTOPOS AWCCOLIMMDYRT B BOJIR, RLICBOOOM AR
NPOTOHSI (MOHE! BOACPOAE, HY). [IpUMED KMCAROTHl — MONOYHAR KHCIOTA

CunbHas KHCA0Ta (HANEHMED, ConAHan KMcroTa)
370 KACNOTE, KOTOPas NOAHGLTEID THCCOLWAPYET B BOAE.
BbICBOGOXKAAN NPUTOHB!
Cnabas KMCcnoTa (HanpHMER, MOYEBasn KMCAoTa)

370 KMCNOTA, KOTOPAA AMCCOUMMPYET B BOAE HE NOMHOCTHI, B NPMEEREHHOM
[ fpUMEepe MO4EBAR KNCNOTA AMCCOLIMKPYET HA YDAT W NPOTOH

-

Puc. L4, OnpeaeacHye KUCNOT ¥ OCHOBaHUI no Bpéncreay—Jloypu
[Bronsted. Lowry].



Eenvyina pH apTepuanbHoi KPOBA NPH 2UME03E NprMEpR!

pH 6.8 160 HMOIL/N

pH 63 130 Hmons/n Maradonu4eckni auwgo3

pH7,0 100 Hmonw/n {Hanpumep, gradeTuye-
CKMIA KBTDAUKMAo3,

pH 7.1 80 Hwone/n 10484HbIA KAHANLLBBLIA

pH 7,2 63 Hmonk/n auMaoa); PecaupaTopHbLiA

pH73 50 Hmonk/n aunaos

HopMansHbIE 3HAYEHWA BH aPTeps_ia;;bra_uﬁ KpoBH

pH 7.35 45 umons/n

pH 7,36 44 Hmone/n B HOpMa ypoBeHs pH

pH7,38 42 HMone/n aTepuansHo# Kpogu
KonetneTcs B AManasoHe

pH7,40 40 umone/n 735-7.45

oH 7,42 38 umonb/n {45-35 nmons H*/n)

pH7,44 36 Wmonb/n

pH 7,45 35 HmMone/n

Senuumka pH apTepuanHOR KpOBH DK ankanoze MpHMeps!

pH 7.5 32 Hmonb/N

pH 7.6 26 pmonb/n

pH 7,7 20 Hmonb/n MeTaGonvueckui ankanoa;

pH 7.8 16 HMONL/N PECRWPATOPHLIR ANKAN03

pH7.9 13 umone/n

pH 8,0 10 HMONB/N

“we. 1.6, Tlpumepel 3Hayenuid pH, BCTPEIAIOWIHXCS B KTHHIMMECKQH
ANTHKE.

T0 oaHa4aer pH?
— 3TO0 BOAOPOAHLYY noxazatens pacTBopa {(<Power of
drogen»). Benuwuwmna pH, no onpegeneHvio, paBHa oTpHla-
EHOMY BECATHUHOMY NOTapRMy KOHUEHTPANMHH HOHOB BOAO-
11, ¥ ydTaTeNci MOXET BOIHMKHYTbH BOTIPOC, 3adeM BooOGIIe
2106MT0CE BBOAHTL HOBOE MOHATHE, HE TIPOTE .TH BHIPAaKaTh
(EHTPALMIO MOHOB BOAOGPOJAa B OOBMHBIX €IMHMLIAX. &0
M, UTO noHaTue pH OO0 BBRemeHO XHMMKaMH. OKa3anocs,
[P NPOBEACHHH XHMHUYECKHX OMNBLITOB 3HATITEABHO ya0bHee
[EAATH KOHUGHTPALMK MOHOB BOAOPOAZ Yepe3 BOLOPOIHEIN
a3atent. B xnnuuueckol npakTHKe Mbl MaMepscm pH apre-
LILHOW KPOBM, KOTOPLIH BAPbMpYeT HC3HAYHTENLHO — oT 6,9
7.9, HO KMMHKH HMMEKT NEN0 CO BCEM CEKTPOM BOIMONRHEBIX
vieHud pH, ot | Ao 4. Ecnin Obl MBI BEIp@KaaW KOHUeHIpa-
£ HOHOB BOOOPOIA B OOBLIMHBEIX €OMHALAX (MOAb/I}, BbIYMC-
{15 OKA3ANUCH BLI CNULLKOM IpOMO3AKMME (B KadyecTBe MpH-
“0d TaXMe 3HayeHns NpHBeacHbl Ha puc. 1.3). Takum obpasom,
Sn0ib30BaHWE pH 3HAYMTENLHO OBNETYaeT M COKpalldeT pac-
e, Ha puc. 1.6 noxkazadsl HOpManbHBIC 3HadeHns pH kposu
EpafiHMe 3HAUSHMS, KOTODPLIE HADNFOMAITCS TIPM (TAaTONOTHYE-
1% COCTOAHMAX, COMPOBOMIAMIIMXCS PAIBUIMCM allH003a WK
LATO3a,

xana pH — ne nuxeinan!

paxeHue «pld KkposBu nmaumnedTta uimMeHnca Ha 0,3 eanHHUEB»

TAMHCT, MTO KOHUEHTpaLUHWA HOHOB BCACPOAA TI0BBICHAACK (HIJ'IH

13HNACh) BABOE.

Koraa Mul chbluikM, uTo «pH aprepuansHo¥ KpOBH Taum-
T4 MOBLICKICA/MOMNaWACA Ha 0,25, MBI MOXEM HEJIOOLUEHMTD
STHHHOE M3MEHEHNE KOHLIEHTpPAUHH MWOHOB BOIOPOAA, BC(?FJJ,a

“HO MOMHMTE: 3HaueHHe pH — sto morapugm. Tak, ecnu pH

CTEPHANLHOW KPOBW cHMWawned ¢ 7,20 mo 7,00, 270 03HawaerT,

UTO KOHUEHTPAUMA HOHOB BOAOPOJA HIMEHHAACL Ha 37 nMoIb/ i,
a nageHue 3ravenus pH ¢ 7,00 1o 6,80 cooTBeTCTBYET LIOBLALUC-
nu1o [H*) na 60 nmone/m. )

Decatuunndi norapuds vueta 2 paser 0,3 (2=10%%). MosTtomy
ecsd pH nazaet nHa 0,3 cauHuue, Hanpumep ¢ 7,40 o 7,10,
5TO 3HAYMT, YTO KOHLEeHTpauus vonos H' nosuicnach sasoe
{c 40 umons/n no 80 HMonb/n). COOTEETCTBEHHMO TNOBLILEH e pH
¢ 7.40 go 7,70 OTpaX4eT IIOHILKEHHME KOHUESHTpauuy HoHos HY
¢ 40 uMonu/n 1o 20 HMOAL/M.

Ypaenenne MNenpepcona-XaccennBax
Crnafast KUCNOTA NHECOLMHPYET CHEAYIOIIMM OBpa3oM:

+ -
HBeH +B.

Cnatast xMcnoTa < TpoToH + COMPAXEHHOE C KMCIOTOH
OCHOBaHME,

rae HB — cnabas KuchoTta, KoTtopas AMCCOLMMPYET Ha fpo-
ToH HY M conpsikennoe ocrosanme BT [npumevanme: oBsIaHO
ABTOPBL ODO3HAYAKT CONPSDKEHHOS OCHOBAHME CHMMBOJIOM «A »
(aHHOH KHCJIOTHOIO 0CTaTKa), OAHAKO A — 3TO nepsast Oyksa
aHmMiickoro cyoBa «kMcaoTa» (Acid), 4TO MOXET BBECTH yua-
urMxcsl B 3a00yKACHHWE].

[To 3aKOHY NeHCTBYIOIUMX MACC:

K=@ZLB-_]
[Ha8] ~

roe K — KOHCTaAHTa JHCCOLHAIIHMH.
MponorapudaipyeM MOJYIEHHOE BhIpa)eHHe:

logK=log[{H "]+log[B~]-log[HB]
*log[H+]:flogK+log[B’1—log[HB]
T.e. pH=pK-+log([B7)/{HB]).
H B wrore nonmyypsm ypasHerue I'enpepcona—Xaccensbaxa:

pH=pK-+log{[conpmuenuoe ocrosanue]/[kacnoral).

KnMHHYECKAA IHAMWMOCTE YP
Fenpgepcosa—Xaccennbaxa

[IpowinocTpHpyeM €€ HAa NPMMEeps PeCnupaTecpHOro anuuo3a w
pECTMPATOPHOIO aKaNno3a.

IMo ypaBHeHHO:

HEHWA

pH=pK-+log ([conpaxeHnnoe ocHosaHue|/[KncaroTal).

3HauwT, 11g OHEApSOHATHOR OydhepHOH CHCTEMbI OHO MMEET BHI:
HCOZ]
3
pHe<log ——=
pco,
Wi, H2080p0OT, KOHUEATPAUHAS HOHOB BOIOPOLA:
pCo,
[HCOZ]
JpyruMu cnoraMu, XOHLIEHTPALIMA HOHOB BOAOPOLA MPONOPLHO-
HIIbHA OTHOWEHHIO KomwyeeTBa CO,; K KOHUEHTpAUMM HHKAD-
6oHata 8 Kpoku., CneaoBaTeNbHO, MpH rHTepKamiuy (BbICOKOH
koHueHnTpauru CO, B KponM) oTHoweHne pCO,; k HCO;™ npe-
BLILAET HOPMAAGLHOE JHAYECHME. 3HAYMT, KOHUSHTDALUWA I1DO-
TOHOB MOBbILEHA (T.¢. 3HayenMe pH Hmakoe). Takoe cocTosHHE
HA3BIBACTCA PECMMPATOPHBIM ALMIO3OM.

HanpoTue, runoKannus, BblI3BAMHAA TMIOEPBEHTHISLME ner-
KX, NMPHBOAMT K PECTTMPATOPHOMY TKANO3Y. B 3TOM COCTOSHHM
koHneHTpauna CO, B KPOBH NOHWKERA. COOTBETCTBEHHO KOHLEH-
TPAUHA NPOTOHOR Takxe SyneT HH3koM (T.e. pH — BLICOKUM).

Kannudeckan 3uauuMocTs pH u Ovdepumx cuctem Gyper
onwcaHa B o, 2—35.

H e

K4CNOTh!, OCHOBAHWA M WOHBI BOAOPOAA (APOTOHLI} 13



floyemy Xe MHOTHE Y4 ! HE MOTYT

TEOPHH KWCNOT W OCHOBAHWAT

e e
paanl

rae

DT0 NPOHCKXOJHT H3-32 3N0YHOTPEONCHHA CIOKHBIIHMCS
«NCeBNOHAYTHEIM KAPrOHOM»>

YacTo TEOPKID KWCAQT ¥ OCHOBAHMH CuMTaloT Tpyanoi temoli. B
9TOH TEOPHHU PAcCMATPHBAETCA NMOHATHE KHCHOTL! KaK BCUIECTBa,
¢nocobHOro AMCCOUMHPOBATE HA AHHOH KHCIOTHOMG OCTATKR
(COnpsAXeHHOE GCHOBAHME) W HA HOH BoZopoaa {(npotoH). Ewe B

B0NsHOM B OTAENEHWM WHTEHCHMBHOW TERPANKA C NAKTALALO30M
pH=7,15 UMBET KOHLIEHTRALMIO NAKTATA B APTEPHANLHORA KpoBK
5,4 MmOone/n. B vem ke pasHuLa Mexy MONOYHON KMCNOTOM K
NZKTATOM?

Da, Ho, ec MONOYHAN KMCNOTA AUCCOLMMPYET NOYTH NORHACTLH,
3T0 03HA4aeT, YyTo B KPOBW NPK NAKTALWA03E CONEPXNTCA 04eHb
Manoe KOnW4ecTso MONOSHOR KNCNOThI

1962 r. Kpua (Creese) ¢ coaBTopaMu B choeff CTaThe B XypHase
«Jlaquer» (Lancet) nucanu, 4ro «& meduybmckoli anmepamype,
NOCEAMENROL 3MOl MemMe, aemopsl 3A0VNOMPedAAIOm HCeedoHay! -
HbIM NCAP2GHOM, WING MOAbKe COUGEEH HHmMAmeded ¢ moaxy»™*.

TpyAHOCTH BO3HHKAIOT H3-33 TPAAMIIMOHHOH HOMEH KJIaTypht,
KOTOPYK) NPOMANIOCTPMPYEM TAKMM THAJIOMOM;

* Creese R., Neil M.W., Ledingham J.M., Vere D.W. The terminol-
ogy of acid-base regulation // Lancet. — 1962, — Vol. 419.

MOono4Han KHENOTa NPU HOpMANEHOM PH KPOBKM NOYTKH NONHOCTBIC
DOWCCOLIMMPYET HA CONPAMBHHOE OCHOPAHWE — NaxTaT — v npatau [H*]
{(4BpTUT CTRYKTYPHBIE ROpMYyNLI ATHX BELLECTE Ha 0BOROTS KOHBBPTA)

Mpodpeccop c)GOH (;Dﬂ' "
CHOH === CHOW + H"
{ L
CHj CHy

| MonouMan kuenota  JIakTat + npuTOH

———

[a, koHeuHo. Mpu pH=7,15 na ypasHenun leHaepcoHa—Xaccensbaxa cnamyat, 4To Ha Kaxabie 2000 monekyn naktata
NPUXOAKTCA OHA MONBKYNA MONOYHOM KUCAOTHI (HMXE NDMBEABHBI PACHeTb! NPOMECCOPa).

N 8] R . _ i naxTar
pH=pK+log ] Mpwn pH=7,15 pK monosHoM KnenoTel =3,85. 7.15=3,85+log T T T
Mpotheccop
fog Jm——ﬂj 5-3,85=3,30.  BO3bMEM OTPULATEfLHLIE NOTAPUHMEIL waran 2000.

MOMOYHAA KucnoTa

3Hauur, TaKas KOHUEHTRALWA
CONPAXEHHOTO OCHOBAHMA —

MONO4H2A KHENOTA

3710 aHa4umT, 410 Npw pH=7,15 Ha kaxgele 2000 MONEKyN NaKTaTa NPUXOAMTCR OfIHA MONEKyNa MOMOYHOMA
KMCNOTLI, T.€. [0NA MONOYHOW KWCNOTHI CacTaenset 0,05%.

naKrata — B KpoBMW npeskIila-

- HopMy?
'.5 W aTa NOBLIWEHHAR KOHLIEH- Mpodheccop
TpauWs NaxTara MoXeT GbiTs

neransHa?

HerT, Ha CaMOM AENE Cam N1aKTaT — «XOPOLaR» MONEKyna, OH
BCTYNAST & MIOKOHEOreHe3 M ABNARTCA METAGONMYECKUM NpejLie-
CTBEHHWKOM rM0K03bY, ONacHA NOBLIWEHHAA KOHUBHTPAUMA

CTRT NPOTOHOB B KPOBH
ACHO... ¥ YeM Huxe pH,
] TEM BbIWE KOHLUEHTpaLusA Mpodheccop
| NPOTOHOB
<VIM9HHU TaK, Belb PH — 3T0 OTpUUATENbHEIA AECATWYHLIA ]
CrylsHT

NOrapuM KOHLEHTPALMY WOHOB BOOOPOSA (T.8. NPOTOHOB)

Mpodreccop

{C HOTKaMK TODKECTBa B rONOCE): TO €CTL, KOTAA Mbl
rOBOPWM, 4T0 apTepHantHan KPOBb MMEET KUENYH
peaKuuio, Ha camoM pene B Hell COASPXKUTCR 04eHb
MAano MONEKYR KMCROTEL. He ny4we Ny Ha3eaTk TAKOW
pacTaop rANepnpPOTOHHBIM?

HO B2/l NPH Tax HachlBaEMOM NAKTALMAOSE M6l umeen)  |IPOeccop
M3GbITOK CONPAKEHHOr0 OCHOBARNA — NAKTATA —
W MEOTOHDB, KOTOPLIE 06PA3OBAIMCY BCAGACTBHE

a AMCCOYMALMA MONQOSHOR KMCAOTLY. T BCTh CaMa
MONO4HAR KWCNOTA NPAKTWSACKA DTEYTCTBYET. .
BbiTe MOKET, NPaBKAbHER G5LNO Gbl HA3BATL TAKOR

CTyneHT COCTOARNE «MENOYHOKMENAA MHNEPNPOTOHEMHS>?

Npotheccop

14 Y10 Takos pH

—~= XMMM... HeT, aT0 Henpasunba_nj

Moxamy#, TaKoe HadsaHwe Honblue
COQTBETCTBYRT MCTUHE, Befa Nuwb B TOM, 4TO
OHO HHKOTAA HE NDUKMBETCA



']

ZxccouMaly MONGYHOW KMCNOThI

<z puc. 2.1 NOKazaHo, KAK U3MEHAETCA OTHOLUEHWE KOHLICHTDA-
it JfaKTaTa M MOJNIOYHGH KMCROTBI ¢ yBesuucHHeM pH. Korma
HIUCHTPAIIMK aKTaTta H MOJIQYHOH KHCIOTbL pPasHE (T.e. OTHO-
1), pH npuHumasr jHave-

sHHe NMAKTAT/MONOYHAs KHCNoTa =
¢ pK oms monmoyHo# ¥uenoTel, paBHoil 3,85.

Fmorssg-F-gocdar

Wpyorieeo - B-groci

10 100 1000 |
10 000

T T
1 1
1600 100

T T
| i1
1 10
10 D0
D RaKTar
MONI04YHEA KHCNoTa

OTHOWEHHe

2.1. 3aBHCHMOCTL MeXAY CTEICHBH JHCCOLKALMH MOJOUYHOMN
Tl 1 3HavyeHHeM pH. Bbl BuauTte, Kak MeHsictea pH npu mame-
THOILEH A JIAKTAT/MONOYHAA KMCaoTa. Koroa xoHueHpaumy
1§ MOJOYHOM KMCJIOTH ONHHAKOBS (T.€. 3HaueHue IpoGH paB-
). pH pagen 3Hauenuwo pK UIA MONOUHON KHUCIOTH {TaKMu

. pK monouno#t kuenorsr = 3,85},

Mono4Han KMCNoTa ¥ bukapOoHaTHas bydepran cMoTema

DOLeMOHCTPUPOBaTE padoTy DukapbouaTHoil SydepHo

:l B OOMAIHWX YCNOBWAX [n vivo, NoHamoDHTCA BCEro
=30 MUHYT. [TpocTo oBecneunre cebe GUIMYCCKYIO HArpy3-
1z3DO0HBIX YCNOBHAX: TIPOOSIHTECh, KAK MOXHO OplcTpee
© A ropy), 3aJcpKaB [pH 3ToM ARXaHHe. B 310 BpeMs
MBILILAX ByaeT TIpoXoAuUTh aHaspobHBIH MIMKOMUI ¢
SaHHEM MONOUHOH KHMCIOTBI, KOTOPas HHUCCONMUPYET Ha
=7 1 npotod [HY] (prc. 2.2)*. YToBbl CHM3MTL KOHITEHTDA-
SOTOHOB, ¢ HEMH pearvpyer BuxapboHat, a obpasyromascs
29 KucnoTa pacriagaetca Ha pofy H CO,. [lonelweHue
panpn COy CTHMYTHPYET THAEPBEHTWIAUMIO JETKMX, H
iGpaszoBartore CO, yaanserca BMecTe ¢ BBLOBIXACMbIM

nokazaHHas Ha pdc. 2.2, — TOABICHHE MPOTOHOB TIph
SIH MOJIOUHOH KKCNOTH!, CTPOTO FOBOPSA, HE SBASETCH T1pa-
il Mbl MPHBOAUM €€ TOALKO OOTOMY, YTO OHA BCTPEYAETCH
coii BO BeeX yaeBHmkax. TeM Xe yMTaTensM, KOTOpHE He
SOOBCTBOBATECH ITHM CTAHAAPTHRIM, HO HEBEDHBEM OO0B-
S NOBLILICHHMA KOHIECHTPALIHH TPOTOHOB, PEKOMEHAYCM
TeCA €O enenyrotueit paboroit: Robergs R.A., Ghiasvand F.,
_ Biochemistry of exercise-induced metabolic acidosis // Am.
Fegul, Integr. Comp. Physiol. — 2004. — Vol. 287. —
516.
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Puc. 2.2. Tomeocras monoudodi kucnoter ¥ pH nomnepxkusaerca
bukapboHaTHOi GyhepHOH cucremoi. BukapboHaTHas GOydepHas
CHCTEMA YIAMAET W3 PACTAOPA NMPOTOHLI [H*], ofpasyioumdeca B po-
Lecce aHazpobHoro rnukwmsa. [Tpotonsl cesspBarTed npu 06paso-
BAHHH MONEKYNLl BOdbl, 8 CO; BRIBOAMTCH 4Epe3 NErKHE.

9r0 Takoe pH 15



W WX YAaneHUe U3 KpPoBu

Nporousl ob6pa3y0Tes 8 APDYEEEE MeTaloNHaMa

1. C y4acTuem yrnexnenorn raaa

TMpwu TKAHEBOM METABONM3ME IMIOKO3bI, XUPHBIX KUCIOT W AMUHOKKC-
not obpa3yetca C0,. B npucyTcTemn depmenta kaphoadrngpassl GO,
pearvpyer ¢ Bojl0A ¢ 06pa30BaHKUeM YrofbHOW KMCNOThI. TlocneaHss
TIMCCOLMMPYET Ha aHMOH GukapBoHaTa u NpoTon. TakuM pfpasom, Mol
MDXEM BaCCMATPMBATL YINEKHCNLIA a3 KaK NpeleeTBEHHUK CNahoi
KHEROTE.

COy+H,O 2, HyCO, — HCO; +HY

YIIexdchsii Tas + Boja ¢ YTONbHAS KHCI0TA —
AHHMOH OMKApboHATa + NPOTOH.

2. NpoToHb1. 06pazyoTEH NPpK aH23p06HOM METAB0NU3ME [AKO3L!,
KeTOTEHE3E, KATADDNW3ME METHOHNHA M LMCTEMHE

MNpouecc aHa3pobHOro rNKONM3a NPUBOAKT K OBPAS0OBAHMIO NAKTAT-
aHWOHOB W NPOTOHOB (rN. 22).

I'mokoza — naxrat + H'.

AHZENOrMYHbIM 05DA30M NPU OKUCNEHWW XUPHLIX KUCNOT 00pa3ynTcA
aUeToAuEeTaT, [f-rnApOKCMEBYTHPAT U NPOTOHL! (TR, 3T).

Metnonur — HaS0, — 50,7 + 2H",
Luetenn — H,80, —» §O,5 + 2H*
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Prc. 3.1. AOMHapHbLIE KNETKH [OOKETYIOYHOH KEMe3bl TMOCTARLIIOT
MPOTOHBI B KPOBb.

O6pazoBanue U nocTynnexHne NPoOTOHOB B KPOBb

TIREHEGEM b1 Nnasma
' ® KRMAnDL OKONDKA-
HCO; nep- HANLLUBROI
BHYHOMR MOYM HASIITARA

" HCO3 == HCO3

¥ o
H:’,re:.a v

H2CO3 H-CO3z
KapbOoanraapais
} =¥ GOz~ CO>
Hz0 * HzO

Prc. 3.2. PeaGcopbuus BukapbonaTa ¥3 NEPBUSHOR MOYH B KPOBb.

TMoamenynoYHan KENE3a NOCTABNAET NPOTONGI B KpOBD

Posib no4ex 8 perynauwy KOHUEHTPAUMH NPOTOHOS B KPOBY

AlMHAPHBIE KNBTKHM, OKPYHAIOWME NPOTOK NOAKENYA0HHO Kenesbl,
CeKPETUPYICT NaHKPEAaTHHECKWIA COK. B Hem cogepartca uoHbl HCO,
8 BLICOKOH KOHUEHTpAUWM (o 125 mmonb/n). B KWLWEYHUKE NaHKpea-
TWYECKWI COK HEATPANK3YET KUCMYI0 CPejy NWILEBOT0 KOMKA, NOCTY-
nalwero ua xenyiaka. Cekpeuus woHoe HCJ,™ B NaHKPeaTUHECKWH COK
CONPOSOX/AETCH BbIAENEHWEM TAKOTO E KOMW4ECTBA NPOTOHOB

8 kposb (pwc. 3.1).

16 06pa30BaHNE W NMOCTYNNEHUE NPOTOHOB B KPOBL W WX YNANERKE W3 KpOsK

Moukw MrpatoT seaywlyo pofb B PErynsiuuy yposka pH nnazmel Kposu.
B noykax: 1) npoucxognT yAaneHwe NPOTOHOR B MOYY W 2) perynapyert-
CA KoHuUeHTpauus HCO4™ B nnasme Kposu.

O6patnoe BeackiBahwe Gukap6onara

Ha puc. 3.2 nokasaHo, kak npoucxoguTt peabcopbuua wonos HGOy

¥3 NePBUYHOI MOYU B KPOBb




0 E30BAHNE <HOBLIY: WOHOB GUKapGOHATa CONPAKEHT C BLIBEREHUEM
NPOTOHOB B MOMY.

0 peabeopoUumn noHa HGO; 3 NeperHHOR MOYHK, NOYKA TaKHE
7 CHHTE3MPOBATL «HOBLIE» WOHB) GuKapHoHaTa. 3TOT npouece
«=7 fibITb CBA3AH C IBYMA NPOLECCAMHK.
* — ==inBNeHue npoToHoB BmecTe ¢ NH, ¢ obpasosanvem NH,” (puc. 3.3).
oz zERcTBMEM Kapb0aHrnapaas 06pasyoTeA NPOTOHLI (H') v «HoBLIEY
= HG0y", KOTOPbIE CEKPETUPYETCA B NNA3MY OKONOKAHANBLEBEIX
“A7NEN08. BelgeAeHWe NPOTOHOB N3 OPraHWU3Ma OCYLLECTBNABTCA NPy
STeM FNYTAMUHA, KOTOPEIA 060a3yeTCA B Mbilluax, CHavana pepmeHT
TEMHA3A JR2aMWHUDYET FNyTAaMKH, NPEBPALLAA ero B FNyTamar, 3aTeM
IMET, B CBOIO OYEpedb, A83aMUHHPYETCA DEPMEHTOM rNyTamaTtaerv-
“=43301. B 0Benx peaKkuMAx 0BpasyeTcs aMmmnaK NH:, koTopbli aud-
ZAOYET B NepBUYHYI0 MoYy. 3hece NH, caAsbiBaeTcA ¢ H ¢ oGpasosa-
=0 HOHOB aMMOHWA NH,”, KOTOPLIE BBISGAATCA M3 OPraHu3Ma ¢ MOYOH.

I — 1pUCOWMHEHWE NPOTOHOB K ruipodocdaT-uoHam ¢ 06pa3oBaHi-
ARUAPDDOCDAT-HOHOR (pitc. 3.4). EEE
“ ¥ B NEPBOM CAYYae, B X048 KapboaHrnapasel 00pasyoTcs Npo- xanunnspa
<=1 [H7) 1 «KoBbIe» WoHBI HCO,™, KOTOPbLIE CEKPETUDRYIOTCA B NNA3MY Chy +—— cCQs;
TokERANsLeBLIX Kanunnapos. Ho B aTom cny4ae NpoTOHLI CBA- H20 —~ i e
07CA € WOHaMK MoHoruapodocdata HPOf“ ¢ ofpazoBaHuem ) i ) m
“rzpothocdat-uoHos H,PO,7, KOTOPEIE SCKPETUPYIOTCA C MOYOM, - g ‘ i HCO3 T’__"i
H H [ | X
HPO3 HCO3
MoHorMapo-
b Hosbie Hotbi
HCO,
o nocrynarot
HoPO4 B KpOBb
Awruppo- =
docpar [Kanmninp|
HzPO4
7 Bbigenserca
71 |CMD40A
THTpYEMas
InyTamun Tk {
nocTynaet 4] l;_j KHCNOTHOCTb)
H3J Mblitliy
Hnedens | Puc. 3.4. OGpuioBatlic «HOBBX» HOHOB OHKapbouiTi, conpsAeHHoe
\j, ¢ 3KCKpenneil nonos aMriapodocaTa.
e FAYTAMUAH

COp <o

- 5
—- 1 I|||'| * -Ilu.ih:lll.ll.l.lll L1} -
5 I__.!“ - v H ! - Hcoa
myrammn Hogble #onbl HCO5
/"'r-.-,-.-,-a-...-_q_- . NMOCTYNAKT B KPOBb,
NH3
Mnytamar

"1_.'1;-7
'r- NH3 /+"-.'.-.-:

- u-Kevo-
rnyrapart -
SH “lrmien ]
—— MRWORO3E - - i
R »
Hz0 [Karuannip |

WH ; sbigenseTca
¢ MOYOR

i.3, OOpasoBaHKe «HOBBIX» NOHOB OMKApPOOHATA, CONPSTKEHHOE
PClHEed HOHOB aMASOH K.

06pazoBaHne U NOCTYNNAHUE NMPOTOHOB B KPOBL U WX YAANEHWE U3 KPOGH 17




|~ H20 CnusncTas obonouka
KENYOKa NpOW3BOMT
H3BLITOYHOE KOJIMUECTBO
HCO,~, 4068 BOCCTA-

H2C03 HOBHMTH HOPMaNBHYIO
KOHUEHTPALHIO NPOTOHOB.
X I [HCO,™] & xpoBw pacTeT
DcHoBHas MpWIHHA: 3-32 NPO- e — KOMNEHCAUMA: THTIOBEHTHIALKA NECKHX

‘s
ONXATENBHOW PBOThI MPFOHCAOOHT H
Ana NbHOA [ B R l NPHBOOKT K NOBLILIEHHHO PCO; B KPOBH

W3BpITO4Has noTeps H+ W ofes-

BOXKBAHHE. KOHLEHTALHA =
NPOTOHOR B KPOBH GHUXZBTCA HCO3
(3Ha4enue pH kpoew pacTeT)

[(H°1y pHA. PEO, A HL"u‘/f\ﬁ

Metabonuyeckiit ankanos
................ B e Mnazsia
QKO-
HanGLUEeBnro|
Kanunnspa

#l Nepeyyvan mMova MpokcuManerbIi
Kasaney

1. DeHOBHAA NPUYMHA: ONHOM M3 NPUMKH Pa3BKTUA MeTabonuyeckoro | |HCO,~ nep-
aNKAN03a AENAETCA NPOAQIKHTENLHAA PEOTA, M3-33 KOTOPOW npo- | (BHIHOM MO4H

MCXOAMT W3BbITa4Has noTepa HY aMecTe © COAEPWMbIM KENYAKA. l
2. 4T00bI BOCCTAHOBMTL KOHUEHTPALMID NPOTOHOB, B CNIU3UCTON 060- ~ Nat-] = ] Ma
NOYKE XenynKa 0Cyu|eCTRNAETEA KapGoaHTupasHas peakums. HCOy H- U 3 HEDs u : 1
OfiHaKo BMECTE C NpOTOHAMKM 06pasyoTes ¥ “oHel HCOL, KoTopLie r HCO4™
HAKANNUBAKOTCA B KPOBK W NOBLILAT PH KpoBM.
3. KoMneHcauus: npv ankanose HaGniofaeTcy runoBeHTANALMS Nner- HoCO3 H-CO3 e
kux. GO, He ynandetcs npu Beinoxe, M pCo; B KDOBW NOBbILARTCA. s e peagn’opﬁu-
4. Wabieitounoe o6pazoeanye HCO, noukamu: B HODME, KOTAA KOH- | kel acd POBAHHbBI
ueHTpauns HCOy™ B KpOEM NPERBILLART BEPXHKIK MPAHULY HOPMbI ¥ COx=2 CO~ B KPOB
(npMepHO 33 MMONL/N), OHA NOCTUIABT CBOErO NOPOra BhiBe.e- + HaO) =

HUR, M M36bIToYHbIR HCOL BuIBOAWTCR C MOYGH. OAHAKO Npu MeTa-
GONMYBCKOM ANKANO3€, BbI3BAHHBIM PBOTOW, NOPOT BLIBE/GHKHA ‘
MOXET NOOHATLCH [0 YPE3MEPHO BLICOKOTO YPOBHSA ¥3-3a:
1) 06e3B0MMBAHUA, 2) NOBLILIEHAOH KOHUBHTDAUMM ANbA0OCTRpOHA, Buumanue: [HCO,"] B kpOBM NOAAEPKMBABTEA HA YROBHE,
3) runokanwemuu. W3-3a 9T0r¢ CTUMYNUPYeTCa peabeopGuma ; MPEsILIALOILEM HOPMY, TaK KaK Nopor BoiBefedus HEO,-
HCO,™ M3 MOYM B KaHaNsLg, U KoHUeHTpauua HCO;™ B KpoBM nog- (8 RopMe passisih 23-33 MMOM:/ ) T0B:IIEETOR

npH 0023B0XHBAHNK

L JIEPMBAETCS Ha NOBLILEHHOM YPOBHE.

[ApyTHe NpMstst METABONNYECKOTD ANKAND3E

MpreM TasUAHLIX MYDETUMECKMX CPEICTB.

Beenerve HCOy Prc. 4.1. MeTaBoTuueckuil ankanos.

i8 MeTa6onu4BCKMA anKanos u MeTaloNUYeCKNi aLuKa03



DtHoBHAA NPRYMKE: B TKBHAX OPraHu3Ma
ofpa3yerca WalnITOYHOR KOMHYECTRBO 4
npoToHos. [H*] B xpasd noBelwaeTGA

{1.£. pH KpoBH CHKAETCS)

co

~O. H = HCO3
;02 i Worbl HCO 5
ﬁ . Y CBA3LIBAHTCA
w;/ﬁg HoCO5 C MPOTOHAMH
F:ﬂ (¥ronsHasa KkucnoTa)
KOMNEAGALHA; THNEPBEHTHIALHA
NErKHY, HHTEHCHEBHOE BLIBEAEHHE GO,
sl o R S T Coz i T IETLIEITT i l i 002 HoBbIe HOHbI HCOi
NOCTYNalT B KpoBb
. H20 A
[H I gHg peO g HOO 57
I bt i
Me‘raﬁﬂmwmnn AlnRO3
JCHOBHAA NPUUMHA: W3OLITO4HOR OB PA30BAHWE NPOTOHOB NEOKC-
DINT NP TAXENBIX HADYLIBHWAX OGMEHA BEUIECTB, TAKMX KaK JHa- FnyTaMHH
SETUHECKHA KeToauu03 (m. 31} v NaKToauraos (rn. 22). Huskui :gﬂ‘;:‘jﬁ’
401081 MOXET ObITb CMEPTENBHO ONAceH. H NEYEHH
ZewcTeue GychepHoii cucTemel: BukapGoHaTHad GydepHan cucTema | |
“=02EH PRArpyeT Ha NOBLILIBHWE KOHUEHTpauuw npotoHos. HCO, v
2=3L1238TCH C NPOTOHAMM, 08Pasys yronsHyro kuenoTy (HC0;), [ Koppexuns (2): : e ) Tch’TaMMH
Topas pacnanaerca Ha GGy n Hi0. i;ncc'ranuaneuue nnregi; HCD. 2 2
CSMnHGALAS: HISKHH YDOBEHb PH CTUMYIMDYET AbiXaTELHsI onpaiant o cotva s b
=71 E TONOBHOM MO3re W Bbl3blBaeT CUNERBEHTUNRLNIO NETKUX. | MOHOB HCO,", KDTOPLIE NOBBILIALT FAmAnAEa
"0EEK WHTEHCMBHO BbIgbixaeT GOy, HTOGbE CHU3HTL 3HAYeHME |H50; ] 0 pary =t :
. 3K NATONOrHYECKAS TNEPBBHTUNALAA HA3BIBABTCA «60b- - H] | :
0 SEIXHMEM, MM «[bIXaHNEM KycCmaynse. H* uannno oo g chr,s— ,,,,, ;
fzozzxupd (1) — yaaneHie NPOTOHOB: NOCTYNAOLMA M3 Mbiwl, - rny.r'amm Hossie nonet HCO3
HINYTaMUH JeSamuHnpyeTcs (DepMEHTOM FNyTaMHHA30M. [ Fopraincas - = NDCTYNAtOT B KPOBL
0 ZeT 3TOW peakuM, FNYTAMart, B CBOK 04epeds, Ae3aMUHVpY- NH;;'——/'
27 DE0MEHTOM NYTAMAT/erMAPOreHa3oR 40 @-KeTOrNyTapars. E Fnytamar :
10BABWINeCH Monekynbl NHg (ammuaka) auddyraupyior 8 : i war- £
= NOHEYHBIX KAHANBLAX, TOE K HAM NPUCOBAVHRIOTCS NPOTO- } :.““”&3“ S El
© re3yneTate ofpasyerca NH,', KOTOPLIA BLIBOAUTCA C MOHOR. : a8

rnyrapar - = e

“=2==pe H' B BMIE MOHOB AMMORMA — 3aMEYATENEHAR CNOCOd- IR > : ! I
342K: NP METABONMUECKOM AUM03E MHTEHCUBHOCTD BbIBE- eH =
i;" moxeT B 10 pa3s npeBsillaTs CBO 0GbIYHLIA YROBEHD.

TIMQKOBE ooeeeermsemnanesinianane s o
Lameenns (2) — BOCCTAHOBNEHNE NOTeps HCO, ™ BMECTE C BbIBE- e 5
JHOB AMMOHWA NOYKA CUKTE3UPYKIT HOBbIE hoHsl HEO, “
- :’;wnam B KPOBb W BOCMONKAIOT NOTepH GuKapGoHaTa + 20 ==z
2). 2NH*
* EA° Koppexuuna (1)
[ipyrite TpHYMHEF METABONMYECKErD AUHN03A NH « PREKUKA (1)

BbIBOJHTCA S H* pearmpyer t NH,. (6pa3oBantsii NH,* Bbla0awtea

C MOYOH ¢ w040k (NpH TAXenbIx hopmax mervabionuyeckoro
: alWAn3a B fieHe exieopuTes Ao 300 muons NH, )

2513 NOYEK, NPU KOTOPOM NPOTOHSI BBIBOAATCA HEJOCTE-
TEHCUBHO W HAKANAMBAKTCA B XKPOBK. CH0Ja OTHOCATCA:
=37 HEROCTATOMHOCTL (NPK KOTOPOIA HAPYLLBHbI BCE PYHK-
<=4 E TOM YWCNe (PUNBTPAUMA W BbIBEJEHWE NPOTOHOB);
! KaHaNbLeBbliA aUnA03 (CNeuMpUYSCKOe HapyLLEHve
AMBLYEB, NPU KOTOPOM CHUKASTCA BbIBEEHWE NPOTOHOB).
TreEw "IEDGTB H TOXCHYECKHX BELECTB: N36LITOYHOE KONUYECTBO
22 08paEsyeTes npu meTabonuame MeTaHoNA W 3TUMEHTTINKO-
=2 BXOAAT B COCTaB aHTUCHPU308.
Dwmpes ¢ wsBbITO4HLIMK NOTEPAMM HCO4 M3 KMILBYHMKA: NPy
TUE022 KENYHBIA NY3bI0b, TORKENYA04HAR XENe3a W CU3U-
<A BeHANLATRNEDCTHOR KVILIKK YCUNEHHO CHHTESUPYIOT
<27 B0CNONKAA ero notepu. MNpw 3T0M B KPOBY YBENWYMBA-
==TAUNA NPOTOHOB.

Puc. 4.2. Merabonirueckuii amios.
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o PecnupatopHblii 2a/IKano3 ¥ pecnupaTopHbId auuaos

! : DcHOBHAA NPUYKHA: K3ObITOYKDE
suiBefeHme G0, u3-3a

lL runepeeHTUNALKKE

\-‘-__mF=-=IP= ——————

|NaBopaTopusie NOLas d
y PHA EED 3 s HEO 3

PecnvpaTapHbli ankanos

1. DCHOBHAA NPUHKHA: FUNEPBEHTUNALMS.

2. TMNBPBRHTMAALMA NPUBDAKT K MMNOKANHWY (HU3KOMY 3HA-
YeHUK) pCG, B apTepuansHOi KPOoBU).

3. W3-3a Huaxoro aHaveHus pCO, paBHOBaCKE B KapBoaHru-
[PA3HOR PeaKLMM CMeLasTcs 8 CTopoHy ofpasosanua CO,.
JTOT NPOLECE NPOMCXOAMT G 3ATPATOM NPOTOHOB. VX KOH-
LIBHTPALMS B KDPOBM CHWXARTCA, M pH KpOBM BO3PACTEeT.

4. KOMNEHCAUMa; NPYU HOPMANEHOM (DYHKLIMOHWPOBAHWN NONEK
KOMMEHCALMA BO3MOXHA 33 CHET CHHMEBHMA peadcopbumm
HCO4™ M3 kaHanebLerscHi MOYM. B pe3ynbTate KOHLUBHTPALMA
HCO, B kpoew napaet, 3HaveHue HCO, /pCO, yMeHbWAETCS,
1 pH CHuxaeTCA.

Lpyrue npMuMwsl PECAUATOPHOTD ANKanosa

Pecn1paTopHbId aNkanoa paiBWBaeTCA NpPU LIENOM pAJe
3a6oneBaHuii. CyLLeCTBYeT HECKONSKO BOIMOMHBIX NPUUUH
rUNepBEHTUNALMU. TakK, AbixaTenbHsli ueHtp &8 LHC akTheu-
PYETCA NPY BONHEHWW, NCUXUMECKUX PACCTPOWCTBAX, CUALHOM
GONM Nkt NOBLILIBHWM TeMNepaTypel. pK Nepeio3upoBKe
CanWUMNATOB YCUNMBASTCA BEHTUNAUMA NErkux W Na3BuBasTeA
PECNUPATOPHBIA ANKANO3, 3a KOTOPbIM MOXET NOCNeL0BaTh
MeTafonuueckuii auyaoz. MTMNepaeHTUNALIMA W TUNOKANHKA
TAKKE MOTYT OblTh BLIZBAHG! PAIAPAMEHVEM PEUSNTOPOB Y-
HOW KNETKKM NPKU NHERMOTOPAKCE, NEroYHOW SMOONKUK U OTEKE
nerkvx. Cpeaw APYrWX APHYMH PECUPATOPHOrO ankanola —
UCKYCCTBEHHAA BEHTUNALUKSA NErKKX, NYSHOMHAR HeaoCTATOY-
HOCTb, CENCHE.

'i
J

20 PecnHpaTopHLIA ANKaN03 W PECNMPATODHLIA 2UMAD3

CO, <=
2

MoyeyHbiA kKnybovex

NepariHaR MO

HEE:,_'mi_'.l:l.u'--l

Moy

]

CHuxenHe
pCO, xposs

NposcimManbEHbIN
HaHanay

Komnexcaumsa (1):
CHIKEHHE PeaBCOPGLHM HCO;'

[H*] nonwxaerca
{r.e. pH Bozpacraer)

HCO3

Mraasaa
OEONES-

HAhhLEBOrD
KA NG s

Komneuscanms (2):

YTO6BI KEMNEHCHPOBATL HU3KGE
3Havenne pCo, KPOBH, NOYKH
BbIRENAHT Gonbiie noHas HCO,

Prc. 5.1. PecnupaTopHbIi ankanos.
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e
H st [H*] & KpoBH
H H R pacrer {T.e. pH

ul
H+
‘|
NC0, KpOBH NDBLILLABTER, -
#3-38 4Er0 PABHDBECHE
B KapBoaHrugpasHon
HxCO3

HCO3,

OcHOBHaR NPHYANE; PEAKUMA CMBLIAETCS gﬁagggm 5

HE[JOCTATOYHOE BLIBEJIEHWE 8 CTOPOHY ofpazoBaHus - l(I!| i

C0, U3 NErkux NpH hIXaHUH NPOTOHOB P

COy =
H20
- .“ LI:i.:-t;..:‘-:.: . TEnn
[H*1 4 ghy pCO, A HED3
Pecnnpatoiibii aukpo3

- |
JCHOBHAA NPUNKMHA: N6royHbIE 3a00NEBaHMR, MNPA KOTOPbLX :
A[YIUABTCA BEHTUNALMA NErKMX Uni AU y3KA razoe, 41o |
TOUBOLUT K TunepkanHuu {noesiteHuio pCo, 8 apTepuans- :
<20 Kposu). [pyrast NpM4MHA TMNEPKanHKK — HApYLUEHWE | |
2507kl AbIXaTensHOro UeHTpa 8 LIHC, KOTODpSIA ynpaenaer h
Z=KETEALHON MYCKYNaTypo#R (CM. HinKe).
'3-32 BBICOKOrO 3Ha4eHus pCO, paBHoBecke B KapGOAHTH-
“razHOW peakuMu CMELLAsTES B CTOPOHY 06pa3oBanmna H'
PPOIHOE). | pokcHmateint Minaanea owono-
ZonzncTeme atoro [H'] B kpoBwM pacTeT, T.e. pH noHwkaeTCH. | : RAHANGL KAHANLUEROrD
C IMMBHCAUWS: B NOYKAX YCHNMBARTCR peadcopbuna HCO; JHCO3 el

I ¥ZHANbLEAOA MDY B KPOBL. TeM CaMbli 3HA4EHMe {MEPBHIHO Mo'th |

s7=nuwenns HCOL /pCO, Bo3pacTaeT, 4TO BNeveT 3a cobon 17 -

“2zsllenme pH.

ApyTHE NpUdEHE] PRCAMPATORHDTO aNKanoda

CTRMYNBLUMA ABIXATENLHON MYCKYNaTYpsl YXYAWAETCA NPK
:3MATHHECKOM NOBpexaeHuy LHG, wHoynuTax, npy yre-

z-ui¢ LIHC w3-3a nepeno3wpoBku 0nuatos v obezfonuean-

_ % IEKAPCTB.

'
1

TIEDEXAEHME BEPBHBIX NYTEH, CBA3LIBAKIILMX AbIXaTeNsHsIA
22470 M JbIXaTeNbHYK MyCKYNaTypy, TAKHKE BbI3bIBAET rno-
=00, Clo1a MOXKHO OTHECTW TPAaBMBI CIMHHOTO MO3ra,
-200m [WideHa—bappe, paccesHH:IA CKNEPO3, HOKOROH
JTPODUHECKKIA CKNEPO3, NONKOMUENUT.
20 /eHHME BEHTMNALMM NETKUX, HANPUMED, NPY MHEBMO-~

JDEKCE, NpU TPaBMe TPYHON KIETKH.

HCO3 .. | | .. HCO3 wi» BHCO3 s
8 e H ‘ |
1 HCO=z
|

HxC03 H2CO3 -
. HCO3,
| neaﬁc%n- —I
GHPOBAHHLIA
| =% COz=¥ CO ke

Komnencauus.
B NQYKAX YCHIHBABTCS
peaficoptuyma HCO,™,

# [HCO,™] B kpoBM
MOBLIWAETER, YTOBLI
KOMNEHCHPOBATD Bbl-
coKoe 3Ha4enue pCo,

Purc. 5.2, PecnupatopHbif aumnos.
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S AMMHOKUCNOTBI ¢ rMOPo¢pOoOHBIMKY paguKanamMmm %
ANHghaTHYECKHE PaHKanbl | AMWHOKHCNOTEI C PA3BETENEHHOW LENBHD ] TponKH DTAKY2ETCA OF ﬂpm?
| = —— AMAHOKACNOT UMKNHYECKHM
CTPOEHMEM PafiHKanNa.
0H OTHOCHTCA X AMHHOKMENDTAN
‘ ‘ - G} (‘:H2 C-H
' ] -
M CH.- CH CH CH, :a; coo
1 | | H
H CH, CH, CH, CH, 2
FnuuuH Ananun Banwn NeAuuH WU3oneAuuvH Mponun
(Fnm) (Ana) (Ban) {Neir) (Une) (Mpo)
| syl S—
CH CH_~ COO
2
‘ \ ApOMaTHYBCKHE PAfWKANb G §
[ [MAPOKGHALH3A rPyANa
THPO3HHA YHacTBYET B peanumu‘ N
octhopHNHPCEARKA, CH. CEPHH LB H

|| w TpeoHHH Huxe (rn. 10, 27, 29) deHnnanaH1H THi:IO:JHH Tpuntodban
| — i (Twp) (Tpn)
|

=
AMMHOKUCAOTBI ¢ rMAPODUABHBIMU DaguKanamMm ;b

Pafukansl, CogEpKaume ammporpynny |

ACNAPaTHH K TMYTAMHR

amnfbl ACNAPArHHOEOA ; C|H2
H FAYTaMHHOBOA KHCAOTHI (I:H2 CH,
- !

[ PaguKans!, cOAEPKaLUNE THAPOKCHIEHYH rpynny |

Cepocopepxauiue -
PapKans| CH, | ia ocratxa uncTewna waryr
cH CH g KOBANEHTHO CBAILIBATLCA, 0fpazyA
[increnn 2 |2 : AMEYTIb U AHYIO CBATL {«AKCYNbAIMA-
‘ OKWCRARTCA CH, -z HbIA MOCTHIC:), KOTDDASA MIrPABT BAX-
CH, 110 WHCTHHE 8 5 CH HYH) pOnd B CTPYKTYPE HEKOTOPbIX
B = 4 | | MONEXYN, HanpHMe]t KHEYNHHA (T 26)
St CH, (2H3
UucrenH UucThH o MeTHOHMH
(Lwc) ! (MeT)
CHQ-
PapmMkansi, cogep- Papukansi,
xawue xapbo- cofepxalywe NWNH 4
| KCHOsHbIE rpynnsi OCHOBaH#e ‘ ut H+| CymMapsoiil 3apHg rHoTH-
o e cCoo . JAHHA PaBEH HYMH) NpK
JTH KHENDTEI AHECOLH- i e pH=7,65 (ate naoanex-
HDYHIT NPH (IH3KOND- Co0™ ; AprHHAH, THAHH ey CH, .pK=6,0 TPH4ECKAR TOYKA
THWHECKKX YCNOBHAX . CH, # CCTHHH np# diHan- (CH,), tI:H rucTHamnHa). Tipn pH <7 85
{pH=7.4), % papuxansi é QOFHYECKKYX YCNOBHAX LH |2 rUCTHAMN npRoBipeTaer
npHobpeTatsy oTpn- (I:H2 | H, (pH=7.4) npHKAMatoT i (|:H2 MONONHTENLHBIA JapAA
uarenbHbIf 3a0Rg co0 Coo MPOTOKbI, W pagUKANLI C—NH, CH CH~
p NpHOBPETAOT NONOKH- L oL |2 N
Acnaprar nyramart TeNLHbIK 32pA7 e b N o NH
{Acn) (Cay) AprvHuH  Jlu3un  H Ty
(Apr) (Nna) McTnauH (Muc)

THADOKCHNBHLIE FPYNNLI

CEeMHA ¥ TREOHHHA
YHACTBYIOT B PEAKLMAX CHOH
T IT] B G0CHOPHIHPOBAHHE , |
CONH, CONH, { (rn. 10,27, 29 CHzﬂr CHS
Acnaparun [ayramuH — CepuH TpeoHuH
(AcH) {FnH) (Cep) {Tpe)

Puc. 6.1. Knaccudukallda aMHOKHCIOT, OCHOBAHHAA Ha MX PACTBOPHMOCTH B BOHe. PAacTBOPHUMOCTE aMitHOKWCIOT JABNCHT OT CTPYKTYPI
pammkaia R, KOTOPBIA MOXeT BoiTh THIPOGHABHBIM HIH THAPOHOBHBIM.
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COOH 2 coo-
M-y — ., :
| ‘— T H2N* (I:— H
R R
2Ht

#.2. Obmas CIPYKTYpa aMHHOKHCROT.

CooH coo coo™
H;N‘I:H HINCH H2N(.:':H
|
e oo O CH,
_Karuun IEBHTI'ED-HDH; [ Anwon |
v ¥ V
pH 12 —
" DKZ
i i I R ———.
I —
St YOROBMAX | . 8 = I |
pK4 é
Lt
T e —
0 0.5 10 1.5 2,0

3kpuBanentti OH™

1. KpUBAS THTPOBAHKMA aflaHMHA.

HOKHCAOT ABAMOTCA CTPYKTYPHBIMH KOMIOHEHTaMM Def-
. 0.1}, B Genkax aMiHOKHMCHOTSL COENMHEHB! NEMTHIHb!-
MM B OTpeNeaeHHOH| MOCAe0BATEbHOCTH, M 3TA TOCe-
5HOCTh HA3LIBAGTCA MEepBdYHOR CTPYKTYpo# Denka.
JORMCIIOTAX ¢-ATOM YOIEpoda CBA3AH C aMAHOIPYIINOH, C
LCHIBHOM TPYNNOK, ¢ aTOMOM BOZOPOJA U ¢ padukaioMm R,
MHHBIM LU KAKION aMHHOKHCIOTH {pHc. 6.2). TlpH
ariueckux ycnosuax (pH=7.4) kapOokcHNbHBIR OcTa-
WIMUPYET ¢ ofpa3oBaHHeM cBoGommoro nporoHa (HY)
wCiuibHOM rpyine: (COO7), a aMAHOIDYIIA NPHCOSIH-
~oron (H), o6pasys NH,'. Tagum o6pasom, npu pH=7,4
ICTOT MOXET UMETh H JLOJICHMTENLHbIK, U OTPHLATENL-
Didbl. B TAKOM COCTOSIHMM €€ HashIBAICT UBWTTEP-HOHOM
-HEMEUKH SHAYHT «THODWIHLI» MOH), HIH BUIOIAPHBIM
Jliccomuauyra anamwra 1oKaszaHa Ha pec. 6.3, rie Tpu-
“pHBag THTPOBAHM 3TOH AMWHGKHENOTH.
a#H3KOM 3Hayenwnd pH (T.e. mpH BLICOKOH KOHUEHTPAIHA
MHHO-, U KADCOKCHALHAA CPYINMLL ATAHHHA OPACOEIH-

H O H O o
H\+ (B H\+ (] H\+ [IT]
-N-C-C- -N-C-C~ ~N-GC—-C—
s
L A
" ® ® :
| |
| AMHHORHCNOTE
=
H Oy ® o H HO
w4+ L0 ~ rmn ~ ("]
~N-C—C N-C-C N-C-C-LC
' i
7 o
@ " B
Nenthg
R R
) (
L 0 40
N o O N =
N\_/
|
R

[ Avomes COEJHHERB! B NOCNEA0BATENLHOCTH «NRO-
N, R-yrnepog, 0-yrnepog

=3

Puc. 6.4. [Tepswynan cTpykTypa benxa. [Tonuseprsanma aMpHOKHC-
J10T ¢ ofpu3oBaHHeM MONKIENTHAHOA teny. CTPYKTYPA TORHITEIETHI-
HOHA eI KiobpaxeHa Ha PUEYHKE CIPENKOH-3Kr3arons, rEe CIpelika
HanpagjicHa B ¢TopoHy C-KOHua.

HSKT M0 OPOTOHY. B 3TOM cnydae aMMHOKWCIOTA CTAHOBUTCS
KatroHOM {rockonuky rpynna COOH wuelitpansna, a NH,y mecer
NONOKUTENLHLE 3aPAL).

Ina 3anoMuHaHUR: KaTHOH (cation} HeceT 3apan t, T.c. «+»,

ITpu BeIcOKOM 3HAaveAmrH pH (T.e. MpH HM3KOH KOHUEHTPALWHM
H) ofe Tpyniisi — 4 aMMHOTpynna, v KapOOKCHIbHAA Ipynma —
TepalOT npoTod. Kncenota He sapsbkeHa (rpynna COO™ 3apmxeHa
orpHuarensuo, rpynna NHj).

BenkH — 2To DoJHUMEpb], XapakKTepH3YIOUHeca clelH{nTuecKol
noeneHOBaTeNsHOCTRY aMHWAOKNCIOT, COCTARNAIOILINX MOMHICI-
THAHYI uenb, [TonmmenTtuaHas uenh uMeeT N-komen (NIL;™) u
C-xonen (COO7) (puc. 6.4). Tlepeuynoi erpyxrypoit Gerka Hasbl-
BaeTcA TMOCACAOBATENBHOCTh AMUHOKHMCAOT, €r0 COCTABIAIOLIUX.
Oua onpenengeT cnoced CBOPAYMBAHHS MOAHTIENTHAHOR LUENH B
NPOCTPaHCTRE, T.€. TPEXMEPHYID (popMy Gerka.

AMMHOKUCNOTLI W 18QBUYHAA CTPYKTYpPA Genka 23



o Bropuunas cTpykTypa 6enka

Bropuuxan cTpykrypa

Bropuunyio cTpykTypy Benka onpeaensirot BOAOPOAHBIE CBASH
MEXIAY ATOMaMM, OOPa3yOLIMMK [ENTHAHYIO CBA3L, TpeTHuHas
cTpykTypa Benkos {rn. §) oOycAORACHA CBAHSAMM MEXAY paiHKa-
JIAMH AMMHOKHCIOT.

B-Uens 1 B-cnon

[o cBoed cTpykType NONHOENTHAHAL UeNb MOKET ObiThb opra-
HHM30BaHA Kak [-uene. Korla HeckoMuko Takux P-uened ces-
3bIBAKTCK APYT C APYTOM, OMM HhOPMHPYRT NapajuleNbHbifi MK
aHTHNaApannenLubiit B-cnofi.

a-Cnnpans
[TonwnenTHaHLlE UeNy CTAOWIMIMPYIOTCA BOAOPOTHBIMH CBRIS-
MM ¢ 0DPA30BAHHNEM NPABO3AKPYMEHHOH G-crupaas (puc. 7.3).
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Puc. 7.1. AnTunapanemeHeid {i-cnoil. IMonunenTHoHAs Lenb Cyile-
CTBYET B BIIE 3IMI3aroo0paiHod [(-nenm. B-uenu MOryl CBA3LIBATL-
CA EPVI ¢ ADPYTOM BOJOpOMHBIME CBA3HAMH, 00pailys B-crol. Ecnu
cocenHue [-1end B B-croe OpHEeHTHPOBAHE! TPOTHBOMONOXHG, 2Ta
CTPYKTYPa Ha3blBACTCA @aHTHIAPAIUIETLHEM [-Clioem».

lpu WIMEHEHWAX NEPEM4YHON CTPYKTYPLI Denka
MEHAETCA W Ero ETOPWYHAA CTPYKTYpa: TaK, QENELHA
‘.JE,HI]H dMHHOKMCNOTEI BbI3bIBAET MYKOBMCUWROZ
[lepBuuHoOil cTpykTypoit Genka HA3ILIBAIOT HOCTERODATCALHOCTE
AMHHOKWCJIOT B MENTHIHOM uemu. Bcero ArlUL ©AMA HENPaBMIb-
Hasl aMHHOKUACTOTA B uenu W3 [480 aMHHOKHCNOT MOXET WiME-
HHTh (BYHKUMKM Genka. MmedHO 3TO NPOHCXOOMT MNPH MYKOBHC-
uEno3e. STO BPOMIAEHHOE 3a00NEBAHIE, NMPU KOTOPOM HapylieHa
crpykTypa resa CFRT (cystic fibrosis transmembrane conduciance
regulator — TpaHcMemMOpaHHEIN PEryasaTOp NPOBORMMOCTH NpH
MykoBHcumnoze). [lponykT 3Toro reHa — TpaHoMemBpaHHLH
6enoK, KOTOPEIH B HOPME BLITONHAET (PYHKIMIO TPaHCOOPTEpa
JU15 HOHODB XJIOPHIA; OJFAKO B CITYHAE MYKOBHCIIHAO3A €10 PYHK-

24 BTopu4Kan cTpykTypa Genka
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Puc. 7.2, Napaiiensblil f-croit. TpH B-1eilH CBA3BIBAIOTCA BOAC
PORHLIMK CBA3AMH. DOpMupys P-cKiatuarold cAol. TTockomss
B-nen OpHEHTUPOBAHLI B oHOM HANpPamIcHiy, B-cnodi HalbiBact
MAPATNENbHbBIM.

Crpoenue rewa 1 Genka CFRT s wopwe

OcHoBaHua __ - ey v o s ey
8 nen THK ATC ATEC T B rTtT
AMMHBKMCNIOT2 WAe une o rnuv Ban
Monoxexue 506 507 508 509 510

-- ﬂeneuu_ﬂ 8 AF508 —
—= || myrauma npu MyroBcuapoae

0fnacTs AFS08 rena u Henka
CFRT np MyE0BHCLMA03E it

OcHoBaHuA
8 uenw JIHK —ATC —ATT —ITT — ITT—
AMHHOKHCIOTE WMAE une rnu Ban

| Nonowewse 506 507 508 509

Pac. 7.4. Myranua AFS08 swiabisaer Mykopdeunnos. Ma-3a nencusl
Tpex ocHopanui — CTT — B Genke CFRT otcyrcreyeT theHnIa:
HWH B mo3uuuu 508. MyHKUMK Takoro Geixa HApVIICHBI, H BCe:
CTBME 3TOIC PAIBMBACTCA MYKOBHCOWIO3. [lpuMeuaHnue: penetl
OCHOBAHMSA HE BJWAST Ha HICASHIWH B MOIMLKK 307, Tak Kak B ATC
W ATT KOOUDYIOT W30NCHUMH.

UMM HapyliaoTes. Camas pacOpOCTPAHEHHAs [PHYMHA MYKC
BUCLUMKA03a, KOTOpas Habmoaaerca y 70% GonpHBIX, — Aeneusr
Tpex map ocHoranuii B reHe CFRT, 13-3a 4ero MyTAHTHBIH Genc
CFRT ve copepxur deHUTANaHNHA B monoxenyn 508 (puc. 7.4
3ra myrtauns uvaswigaercs AFS08-myraumeit (A — zeneums, F
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Mpaso3aKkpyyeHHan
cnHpans. Ecnun naney
NPasoii pysu
OPUBHTUPDBATL

N0 HANPABNEBHWIO
CNUPANH, CXATDIE
NanbUb! OKAKYTCA
«3aKPYYEHbI» NPOTHE
4ac080M CTPENKM.
Taxaa cnupant v
HA3bI3AETCR
Npago3aAKPY4eHHOM

7.3, [1paBodaKpyueHHAS -CITHPANb.

Pret
Henartorennaa fopma
Genka npHowa

thenmaanawmn, 508 — nososeHHe peHWIAIAHHMHA B MCPBHYHOT
ctpyKivpe denka). [Nocne cuHTeza nedekTHol CFTR-6e10K cho-
DAYMBAETCA B HEMPABHAEHYK) BTOPHUHYHD CTPYKTYPY H YAEDXKH-
BAeTCA B IHTONNAIMATHYECKOM PETHKYNyme, Mi-3a oTcyreTnus
TpaHCNOpTEpPa AMH HOHOB XJIOpa KAETKH CEKPETHPYIOT MYCTYIO
BA3KYH) CIM3b, KOTOPas HAKAMAMBACTCH B ALIXATENbHbIX NYTAX M
HapywaeT GYHKUMOHHpOBaHUe nerkux. Kpome Toro, Hapywaercs
3K30KPHHHAA QYHKUMA MORKENYAOGUHOW )enesbl, 4yTO NpoABIHI-
eTCA B CHHIPOME MaibaGcopdinu.

d BTOPN MY HO CTPYKTYPEI NpHOKA
Bbi3bIBEET .'ll.f{!'-"iT""H] SH!EEHSF}QEdd[Fi} (bone3Hb

e

Kpeir u,.[J nbAa-Axkoba, «xoposbe GelweHcTBD»)
[lpuonel — 2710 BeakoBononoGHbBIE HH(DCKLUHOHHBIC YACTH-
ubl. Onn He comepxat PHK wan IHK, a cocToaTt Tonbko M3
Benka. [lepecTpoiika BTOPHEIHON CTPYKTYphl NMPHOHOB Bbi3blBa-
eT ryBuatyio sHuedancnaTHio — nogecyxy (y oBell) | ry0uaTy:w
HUedAnONATHId KPYOHOTO pOraToroe ckora («kKoposbe DeweHn-
¢TBO»). K NPUOHHBIM OONE3HSM TENOBEKA OTHOCATCH 00/e3HB
Kpeiitudenbna—Hkobda, kypy (0OHa pacnpocTpapWiack M3-3a Tpa-
JIHMLKMKH KAHHHUDANOB NOeNATb “EeNOBEYECKHH MO3T) M «HOBBIH
gapHauT Gonezud Kpeiitudensna—Akobas. Benok npuona (PrP*) —
ODLIYHBIHA KIETOUHBIT 610K C HEM3BECTHOM (PYHKUHKEA, KOTOPLIK
IKCNpeccHpyeTed B Helponax, Kak Noxalado Ha puc. 7.3, B HOpME
BTOPHUYHYIO CTPYKTYDY NMPHOHa COCTABAAIOT TAABHBIM 00pa3OM
a-cnupann. OnHako PrP® moxeT nepecTpOMTLCH B HH(QEKUHOH-
Hy10 (opmy PrP* (* — ot cnosa scarpie, novecyxa), BTOPHYHAS
CTPYKTYPA KOTOPOTO B OCHOBHOM TIDEACTABNEHA [-CKAAA4ATHLIMH
cnosme. M3-33 3TOTO MIMEITACTCS TPETHUHAA CTPYKTYpa Genxa
(0 KOTOPOK HHMXKE), YTO W BLIbIBAET TybuaTyio HuedanonaTiIo.
MexaHiaM npespauleHUs o-crinpanei B P-CKnanyaTeifl clIo#
HeMu3BeCTeH. Kakum-To obpasom HaWuWe AShEeKTHBIX MOICKYN
PrP* ¢TUMyNHpYyeT nepexoil HOpManbHbix Monekyl PrP g PrP* -
QopMy, ¥ No UenHOH peakUyk OOME3HL PacrpocTpaHAETCS MO
HCEMY MO3ry MoAoOHO TOMY, KAK JOXKKA NErT#H MOPTHT BCIO GOUKY
METd.

ﬁucwmne MONEXYN Prpsc |
| HApYLIABT ETPYKTYDY Prpt ‘

w

Prp*
natoreqHan opma 6enka npuona, |
BbI3LIBAKIWAA NOYBCYXY WIH |
Boneaus Kpedtuthensga—sko6a ]

. Benkn npronsl. B HopMe Geltok npHon (PrP%) pacTBOpHM M COCTOMT B OCHOBHOM M3 o crpanei. Ho B MyTaHTHOH (OpME NpHOHA,

a3uinaeT nogecyxy (PrP%), uaerh c-cnupancii nepexomit B B-CiIaiiaTyio KOH(OPMALLIO, H BENOK CTAHOBHTCA HEPACTBOPHMbIM.
Ha opsa PrP* «uHGekunontas,

TAK KaK B €8 MPHCYTCTBHM (-COMPANH TpaHCOPMHPYIOTCA B B-KoHGbOpMaLIHIo.

BTopuyHan CTpykTypa Senka 25



Moxomep KK-M Monomep KK-B
L e i

Puc. 8.1. Tpernuman crpyktypa. P-Craaivarteie CilIOH H Q-CIHPAIH
CROPAYUBAIOTCR B TPOCTpaHCTRe ¢ obpuiOBaAHMEM ABYX PAZHLIN MOHO-
MepoB KpeaTHHEHHE3H (KK-M 1 KK-B).

Numep KK-BB

Aumep KK-MM
@epMEHT roN0BHOTD MD3ra

DepMEHT CKENETHOH MYCKYNATypbI

Onpepenexue akTueHocTH KK-MB
B CHIBOPOTKE KPORM HCNONL3YETCA
| B AMArHOCTHHE HidiapxTa muokapaa

Nwmep KK-MB
| ©epMEHT CEpAEYHOA MbILLbI

Puc. 8.2, YerBepTHYHasa CTpyKTYpa. JlBa pa3HBIX MOHOMEPA KPLATHH-
kHass — KK-M # KK-B — cosspiparores ¢ obpasopanieM Tpex
BAPHAHTOB MAMCPOB. 3T0 romonnMep KK-MM (epmenTt ckenernoil
MyckyaaTyphbl), romoaumMep KK-BB (dhepmeHT ro/loBHOMO mMoira) M
rerepoaiMep KK-MB (xapukrepeH nis TKaHM CepHeUHOH Mbiluin).

hH, _ *NH,
WH l'_. T [ i.
?Hz ABHTaMHHDS HeaocTatouHOCTh NH3MA- ?Hz
CH, TMAPONCHNA3b] IPK CKH- (I:— H
| H
?Hz Apome Inepca-fanno Vi THra CH,
I
cH, CH,
" = W
LR Buramuh C | £

Ocrartok
rMapoKCUNM3InHa

OcTaTtoK nuavua

Puc. 8.3. MMapoxkcumsponaHie OCTATEOB AH3HHA 11pH oBpa3oBuaHHy
KO.LTareHa.

26 TpeTu-Han ¥ HETEEPTAYHAR CTPYKTYDA enka. Konnare

BTHUHAE NVK

Tpernqsas cTpyKTYpa GCIKA — 3TO B3AHMHOEC PaciONOMKEH)
B rpocTpancTse B-uemei, P-cknangaThiX CHOEB M C-cRApanel
[Ipusepnr pazinuHbX cnocoBoB yKIAUKH — MOHOMEDDBL Kpe:
THHKHHase KK-M 1 KK-B {(puc. 8.1).

KOTOPbIE CBABAHLI HCKORATCHTHLIMY CRA3AMIT. MoHoMepom Hias:
BdeTCA OOHH OTACNBHLIA GeN0K, COCTOAWIMH H3 OAHOH MOJHME
THOHOH tenn. Koraa Ml TOBOpMM O HETBEPTHUHOR CTPYKTY]
Qenka, OTO 03HAYAET, YTO B €r0 COCTAD BXOAAT HECKOJBKO MOHI
McpoB: 2 MoHoMmepa oBpasyior aumep (puc. 8.2), TPH — TpHME]
yeTslpe — rerpamep W T.A. OaHromepsl cOCTOAT M3 GOMKILOI
uMCila MOHOMEPOR,

Annarau
L1 R il i

[lpy KHMNAYENHH COeNHHHTEIBHAR TKAHb [peBpaulaeTci
KEMATHH, KOTOPKIl MOKHO HCMONBLI0BATh Kak kiel. OTciona
BO3HMKIIO Ha3BaHHe «KoJjuiarcH» (Mo-rpedecku «kela» 3nau
«Jieit»). Ha vacTosiiHil MOMEHT M3BCCTHO 19 pasdbix T
koanarena. KonmareHsl — cTPYKTYPHBIC BENKH COCAMHMTEMLI
TKiHM, CAMBbIC MHOIOYHCAICHHBIE OCKH YEOBEYECKOTO OpFaHI!
sa. Kosnarews! mo-pa3znomy pacopeiefeHsl B OpraHWsMe: Td
Koaared 1 THg congpanTeA IIaBHbiM 06pa3oM B CBAIKAX, Cyx
KMAHAX M Koxe, # KotareH | Tuna — B XpSLIEBOI THAHH.
CrpyKTYPHRIEC eIHHMULI KONIArCHA — ¢-COMPATH, KOTOPHIE CK[I!
YMRAIOTCH B TPOHHYIO cmupaib. B nmepBuuHOil mOC/ieA0BATENLH
cri Kosutarena nopropsieres mMotns -Iaw-X-Y-. B 3100t noc
gopatelpHocTH X 00LIYHO NpeacTasiel npoaruosd. Ha mecre
9A1€ BCEr0 HAXOTMICA OCTATOK TPOTHHA. FILIPOKCHIMPOBAHHI
B BHTaMWH C-3asHCHMOM peakuMu: Takum obpatod, Y npe
CTapAAeT coBOI OCTATOK IMAPOKCHTIPONHHA. B apyrix cryvasy
MOXeT ObITh MPEACTABACH OCTATKOM THAPOKCHIM3MAA (p1ic 8.
CavuHE — HeoOXOAHMBIH KOMIIOHCHT KQIIATEHD, DT0 CaM
MANCHBKaA aMMHOKHCIOTa: e¢ panikidl R npencramaen i
OAHHM aToMOM Bofopona. [TpocTpaHCTHO B TPOWMHOI crHpa
OFPaHITUEHO, H APYTHE, B0JIee KPYITHLIC, MOTEKY/Ibl AMIEHOKHC]
MPOCTO He MOIiK Bhl TaM MNOMECTHTLCHA,

buocunTe3 KoAnaresa

Konnaren — HepacTBOPHMBIH MAMKONPOTCUH BHEKICTOUHO
maTtpHkca. Kakmm xe obpasom hubpobanctsl — KACTHH, CHHIL
JUPYIOLLIE KOIATeH, — ODPaivioT HEPACTROPHMLIN BHERIETO
Hbi# Benok? Bee memno B TOM, MTO CHHTE3 KOLTATCHA OCYIIeCTR
€TCA 8 2 CTAmMH: BHYTPHKISTOYHGI H BHCKIeTOUHOIT (pHe. 8.4

Ha BHYTPHKJIETO4YHOH CTASHN NPOMCXOAMT CHHTE3
npoKoQJAarena

Crauana BHYTPUKACTOUHBIH OeNKOBWH annapar CHHTE3MpY:
NONUNENTUAHBIE G-CMUpand {LiHHoH npusepho B 1000 amun
KHCI0T). HeKOoTopble M3 OCTHTKOB NPOUIHEa H AHIHHA FHIPOKC
THPYIOTCS B XOJe DEAKLMI, LI KOTOPLIX HEOOX0MMM BHTAMII
(rm. 38). Hekoropbie ocTarkil THAPOKCHAM3MHA TIHKO3WIHPYIO
ca. TToToM o-enupai OBbeIHAIOTCS, CIJICTAACE APYI ¢ APYTY!
W 0DPasyYIoT TPOHHVIO COMPALL [IPOKGIIAICHA, KOTOPLIH SBI1s¢
Cfl pACTROPHMBIM OCIIKOM.

Ha BrexneTounoi cTanun QOPMHPYIOTCH KOMIAreéHOBbIE
BONOKHA

[Mpokonnared CeKpeTUPYCTCA KIMETKOM DO BHEKICTOUHYIO XM
kocth. DepmeHt NpoxoareHnenTMaaza yaanaetr r1obyisipH:
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SIS SIEMEHTA NH3HNOKCHAA3bI OCTATRA - =
SECHNM3WHE 06PasyroT CaA3M Apyr /

<TE NONEPEeYHbIe CAA3H NPHAZHKT MHKPO-
SR LU= 0LTE Ha pacTAMEHME | /

L4 DUOCHHTE3 KOJUIareRa.

25l ¢ N- M C-KOHUEBLIX YUACTKOE MOIEKYN MpOKO/ia-
SoaayeTes HepacTBOPHMMBIN Tponkoamared. Monexkyibl
TarcHE 0OBEAHMHAIOTCH B MUKPODUOPHINEL, npudewm

JATAIOTCA B WAXMATHOM NOPAIKE, TAK, YTO KaALad
TDONOKONIAreHA NEPEKPBIBAETCA € COCEIHHME Ha HeT-
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N-xoHUeBO# TponoKkennares g C-xoHuesoi
NPORENTHG { § 3 ] ; NPORENTHA
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mms- Saeng Vi Tuna ] N

lpoKonnaren cexpeTupyeTca
KIBTXOH BO BHEWHHH Cpeqy.

flentwpgaaa yRanser nponentagsl,

H (DOPMAPYETCA TRONOXOANATEH sk
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Konnareyosoe BONOKHO

MukpOdrHOpMNNL] 0GLE GHHAOTCA
B NOJIKMENHOE KONAZTEHOBOE BONOKHO

BepTs cBoedl winHbl. HakoHew, B NPHCYTCTBHMH NH3WHOKCHIA3HI
OCTATKHM IH3KHA W MAPOKCHTHIRHA PEarsipyioT APYT C APYTOM,
dopMuUpys NonepeuHble CBA3M, YTO NMpuilacT MWKpohHbpHiIe
IPOUHOCTL Ha PacTsiKEHHEe, H MMKPOMHEDPILLIL OBBEIHHAIOTCS
B OfHO TIOHHMEPHOE KONNAreHOBOE BOJOKHO.

TpeTudHARA M 4RTEEPTHYHAR CTPYKTYpa Benka. Konnare 27



MepmeHTbl: HOMEHKNaTypa (hDepMeHToB,
KWHETHKA hepMeHTaTUBHbIX peaKkuyni, UHrMONToPbI

Knace thepmentos  Katanurideckas gyHkma Npumep
Kd3 Peakuww rupponuaa K9 3138

maponasel (pacwennenve cybeTpa:  MMoko30-6-
|Ta C NPUCOBAVHEHNEM docdarasa
|KONeKyYNbl BOLb
|0 MECTY pasphiBa)

Kmacc iegmenion  Katanataeonan diymeuns Mpmmep

K2 [epRHOCAT DYHKUM- Kp 27111

= FaoKeao-

Fnwokosa 5-docdar
A :

‘J/ @py;lﬂ:iﬂ-

B-pocdar

B (it P yw T O AR A A
M d)o?:moqbpynox;maaa- ]

(PFK-1)

@pyaToa0-
1,6-6ucdochar
4

| TpaHcdepassl |OHANGHbIE TPYNNbI 6-thocdothpyk-
OT OfHOT CYGCTPATa | rouynaza-1

| K Apyromy
¥ CH,0PO2" HC=0
] I
c=0 HCOH
| i
] CH,OH CH,OPOE"
Knacc giepmermos  Kavanwtusecxas dyhkuns  Mpnmep Ourmapokcu- - Tpuosogocdar-
K5 MepecTpavsatT mone- | K 5.3.1.1 auetoHdocpatr . uiomepasa
Maomepasel ynb: CyGCTPaTos, Tproaogocdar- Ndiaadiar B
06pa3ya M3oMepbI |w3omepasa A
coo” coo"
I I
c=0 H;‘ml:H
e iy
CH CH -
coo 2 P2 coo"
) coo” coa” i
H3 NCH c=o
I o-Ketornyrapat Fnytamar |
CH, CHy
AnaHuH - A J MNupysaTt
AndrNAMENO TRERCE DA
Knaco thepmenton  KaTanuTudeckan qiyHRUbA Npumep

K2
TpaHcdhepasnl

Ko 2612
ANaHUHAMMHO-
TpaHcaepasa

TepeHOCRT thyHKUW-
OHanbHbIE FPYNNel
0T 0fiHOrO ¢yBeTpara
K Apyromy

- MupyBart

Knace (pepMerToE  KaTamnTHYECKEA GyHRNA Mpwmep
K1 lMepenocat anekTpoHsl | Kd 1.1.1.27
OxcupopeayKkTagsl| W1 aTOMbI B0A0R0AE | NakTarneruapo-
OT 0gHoro cybeTpara renasa

K DPYromy

Pue. 9.1, Knaccndpukaumna gepMeHTos.

Homenknartypa hepmenToB

3/echk IpUBEIEHBI HOMEHKIIATYPA W KlaccHbUKauMg dhepMeNTOB,

KAaes yepmenTos Hatanurwiecan dhyHiien

Auetun-KoA

cha— Efarry e
noayetar |

Mpamep

Kd4 Pacliennetine Kd 4.1.3.6
Knacc diepmestos  Kavamnmuseckan quymKgn Tpsirsep Nnaskl cyGeTpara Uwtparnnazal
Kos CoenMuAloT MONekynsl | KO 6.4.1.1 (He ruaponus)
Nurazsl CyGCTPaToB APYr C APY- | [lwpysar- Okca-
rOM, UCAONL3YA 3HEPTUID /
(cvHTETA3I) rgponnza ATO KapBokcHnaza noauertart

Kuneruka hepmeHTaTHBHLIX peaKyui:

pekoMenaoBakbe MexayHapoIHbIM COO30M 110 DHOXHMMM W T KOMIE HTpaumu cyberpara

mMonekyaspHoi Grnonorny TUBMB www chem.gmul.ac.uk/iubmb.
Buipenswor 6 knaccos depmentoB {KD1, KP2, KDPI u t.a),
KOTOPBIE, B CBOK OYEPEb, ASTATSS HA TOMKIEAcehl (puc. 9.1).

28 DepMeHTbI: HOMBHKNATYDA (REPMEHTOB, KMHETYKA (EPMEHTATUBHLIX PEAKLIMA, MHTMGKTOPDI

rpafiuK 3aBMCUMOCTH CKOPOCTH pPeaKkuMm

Ha puc. 9.2 npusenes rpahMK 3aBHCMMOCTH HAMANLHOH CKO-
POCTH (PepMEHTATUBHON PEAKIIMM OT KOHUEHTpaluuu cyberpara.
Ckopoctek peakuuu (V) BOIPACTAET NPOTIOPUHOHANBHO TOBBILIC-
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c. 9.2. Tpadgmk depmerTa Muxaznuca—MuHTen.

T
By OsXyEEMTHOID TN | | KOWKypESTHOTD THY
Gm = 30"':0:“5‘;’3 Km =4mmonb/n (| Km =2 mmans/n
1 max — A Vinax = 10 eauHHL ‘ ‘ Vinar= 4 eAnHRY
12 — |
Al 10— Viax I
= B8 - s =
= 7 e [
= < L
T ] =T l = AT 'l T’""'_T-""r"‘"‘;‘""
4 6 8 10 12

KonueHTpaums cyGcTpara [S] (mmone/n)

Pue. 9.4. Tpaduk depmenta Muxaanwca—MUHTEH § NPHCYTCTRIIN
HIAGUTOPOB KOHKYPEHTHOr M HEKOH KYPEHTHOTO THITL.

10 KOHUEHTRauMK cydeTpaTa (S) 10 Tex nop, 11oKa Bee aKTHB-
HBIC LUEHTPH tepMeHTa He ByayT paboTaTh ¢ MaKCHUMLILHOI
IHTEHCUBHOCTLI) — TOTAA CKOPOCTb PEaKUHH TOCTHIAST CROCTOD
JAKCHMYMA (Vo) (12 eowning). M3 3Toro rpadiika MomHD Bhine-
<TH KoHcTanTy Maxaamca—MuHten (Km). Mo ompeicneHuio,
Fin — 3TC «KOHUeHTpauwWs cyberpara, NpH KOTOPOil CKOpOCTL
PEAKUMK COCTaBASET TOIOBUHY OT Makcusansuoil (V.. 2)s=. Ha
pHec. 9.2 Km = 1 smmoab/1.

ECnH BMECTO KOHUCHTPalLWM cyOCTpaTa M CKOPOCTH peak-
MM B3ATE 0OPATHO TRONOPIHOHAALHEBIE HM BCAMYMILI, 30BIHCH
WMOCTh CTAHOBHTCH NHHE N0, Takoii rpadiik, W300pakeHHBIR Ha
pHc. 9.3, nazpipactes rpadukos Jakinvipepa—bepxa.

Ha puc. 9.4 nokasano, Kak BRITNEINT paduk Muxasavca—
“unten (zanucumoctb V oT [S]) 6e3 MHIrUBUTOPOB W B IIPH-
CYTCTRHM HHFHOHTOPOR KOMKYPEHTHOIrO M HCKOHKY-
PENTHOTO THIA, PHC, 9.5 MITIOCTPHPYET Te XKE MPOIECChl B
woopauaTay JafHyusepa—bepka (T.6. B 00paTHBIX KOOPAHHA-
Tax). [Ipusenendsii na puc. 9.4 epMeHT B OTCYTCTBHE HHTHOM-
Topa usMeeT V=10 ennnnn u Km=2 mnone/i.

VATHOHMTOPE! KOHKYPEHTHOTO THHA HCMOMLIYIOTCA B KAUCCTBE
aexapcTs. [1o CBOEH CTPYKTYPE OHM CXOJIULI C MPHPOAHBIM CyO-
CTpaTOM M NC3ITOMY KOHKYPHPYIOT € HHM 3a J0CcTyn K caiity
CBA3BIBaHHA Ha (epmerte. Tak, NMPOTHROQMYXOALHLIN Npenapar
METOTPEKCAT MMEET CTPYKTYPHOE CXOACTRO ¢ GonaTom — cybeTpa-

@EPMEHTE HOMAHKNATYPA DBPMEHTOB, KUHETHKR qJEDMBHTaTMBHbIX peakuue, WHIUBKTOPLI

i -
? -
.-;_'
™~
1
Vmax
IT\ _1_
-1 v = CKOpOCTE peaKLyim (5]
Km [S] = KonuenTpaums cyberpara
Pac. 9.3, TIpadwux depmenta Jadnyueepa—bepka (rpaduk
Muxasaca—MuBHTEH B 06PATHBIX KOOPAWHATAX).

AErAGHTOD " T L ”
KonxypentHbld  NModwxaerca  He H3MengeTca ko
HekouxypeHThbiA He Wamensercs Boapactaer o~

-~ z ./
- I
N V4 KOHKYPEHTHOT
i i HNA

; 4
C unruﬁum e
| ouypenTHoro THa) /

lEea uuruﬁsn'u;la|

; Vimax HE H3MeHAeTeA|
7’1\ — =

|Km he wamenseTes | Km yBenaMBaeTCa | 5

Km yeenkyueaercs
Puc. 9.5. Tpadux Qepsenta laiiHyHsepa—Dbepka B 1IPHCYICTBHH
HHTHDHTOPOR KOHKYPEHTHOIO W HEKOHKYPEHTHOIO THNA.

roy mraapodonaTpenykTass (rn. 30). Metotpexcar mcnojislyer-
CA 115 WHTHOMpOBaHWA OWTHApoGOAaTPCAYKTa3E!l TIPH XUMHO-
TEPAITHI paka.

W3 puc. 9.4 cnenveT, 4To (epMEHTY B NPUCYTCTBHH WHIM-
6MTOpa KOHUKYPeHTHOTO THNA TpeGyeTcs Golblllee KOIHYECTBO
cybeTpata, uTofbl «BBIMIPATEY COPEBHOBAHUE C HHTHEHTOPOM.
TMpi JOCTATOUHOM KOAHYECTRE CyOCTpaTa HHIHBHTOP-KOHKYPEHT
YCTYTIAET MEPBEHCTBO hEPMEHTY, M MOCACHHUIT MOXET padoTarh
C MAaKCHManbHOH CKOpPOCTBIO V.. [Mpusewanuve: koukypersimsui
URZUBUMOP FAKPHIEAEM CAUM CEATLIGARUS CYOCMpama Ha @epmen-
Mme, MeM CaMbiM YMeHbHIAA cpodcmeo epMerma Kk cybempamy;
dpyeumu crogamMi, on noesimaem Km (6 npusedennos npusepe do
4 myone/n), HO V.. Apu IMOM 0CMQEMCH HEUZNMEHHON.

HIHTHORTOPET HEKOHKYPeHTHOTO Tuna. MHrHOMTOp HEKOHKY-
PEHTHOTO TUMA CBA3BIBARTCH He ¢ CYDCTPATCBAZBIBAIOUIMM Caii-
TOM, & € APYTHM CafdToM (DEpMEHTA, NOITOMY HHIHOMPYIOILII
3(0deKrT He L3a NMPEONOIeTh NOCPEACTBOM MOBMIUCHHA KOHIICH-
TpauMu cyberpata. UTobbl NOHATE NMPHHUWI HEKOHKYPEHTHO-
ro MHrUOGWPOBAHUS, NOCTATOYHO 3aMOMHMHTL, UTO JUIH Kid#/I10TO
cyBeTpata CylUecTByeT CBOW CaMT CBA3BIBAHMS. TakhnM o8paiom,
NOBLIIEHHE KOHLEHTPAUMK OTHOTO cyBcTpaTa HUKAK He TIOBIN-
fIET HA CBA3b WHTHOMTOpA ¢ depmMeHTOM, KOTOPLIH OMOKMpyel
Apyroit (HecydOCTpaTCBAIBIBAKLIMI) CAWT (hepmenTa. [Toatomy
HHCHOMTOPBN HEKOHKYPEHTHOTO THITA GIOKKPYIOT GIPEICICHHYIO
400 MOAEKYN QepMeHTa, He u3Medas Km, 1o noHi#kas V., Ha
HEKOTOPLIH MOCTOAHABIH NPOLEHT.

29



@ Perynauusa akTMBHOCTH hepMEHTOB

Perynauma aKTMBHOCTH (iepMBHTOB Yepe3 JOCTYNHOCTE KofhakTopos

O0IenpuuaTOl T¢PMHHOMOTHI HE CYUIECTIYET, HHKE MIpHBEIEHbI
TEPMHHBI, HCMOABIYEMBIE B AaHHOM H3gaHud. KodarTopos nasel-
BAKTCA BEIECTBA KAK OPraHUMeCcKHe, TAK M HeOPraHHYecKHe, HeoD-
XOQMMBIE A8 MPOsABNeRHA AKTHEHOCTH thepmenTa. Tak, Bce nepe-
UHCICHHBIC HILKC BEWIECTRE ABAAIOTCS KODAKTOPaMH.

Kodiepment

Kodepmenrsl ITC PACTBOPHMEBIC OPraHHYECKHE MOAEKYALL.
KOTOpHIe cnocolinel  CBA3BIBATLCA C [HIVINHAHKIMY depMeHTaMH
W OTACTATLCA OT HMX, Hanpmvep, HA/L® srnaerca xodepMeHTOM
P HEY nernaporedas (. 13).

MpocteTuyeckan rpynna

mepoa ero cyilecTBosanna. [Ipuaep mpocTeTHuecKol Py -

DAL

MeTanno3arucuMble hepMeHTbl

Aas psina pepuciTos B ponv KOQakTopos BHICTYIAIOT PacTBOp!

MBIe HOHBI METALTOB, Hanphsep Mg . Mg’ ' costamisactes ¢ ATE
M oBecnet MBacT HeoOX0AHMYIO CTPYKTYDY cVBCTPATa JUIst KMHA3HE
peakunil {(Hanpusep, 118 TCKCOKMHA3ZHOH PCakiHH).

MeTannodiepMeHTbi

Y a1ix epMEHTOB KaTHOHL! METAILUIOB BXGIAT B CTPYKTYPY (o
MenTa. [IpHuMep NMMHKCOASPRUIIETO METWIIOPEPMEHTE —- LITKL
rOABACTHAPOTCHASZA, OHa cOIepKHT UHMHK, CRATAHHLIY C aTOM:

MpocTeriteckan rpymna — 370 OPraHHYECKAT MOTEKYIA, KOBA-  ceppi ppcrennn AMHHOKHCAOTE, KOTOPdH BXOANT B COCT
JICHTHO CBABAHHAST CO CBOMM (DEPMEHTOM HA NPOTHACHIM BCETO oo ueHpa drepmeHTa.
3a CHET HanMuus T -
KothakTopos "
- v YOd-raokocaa
W CY6ETPATOB  hyypy pBparumoro FruKarew .
BuicTpas DOCHOPUNHEDBHUS/
JHECY AR 3a cuet npucyT- AehocdOPUNILPOBAHNS, [ o030~
JaHMMaeT He- CTBMRA AIN0CTe- OCYLIECTBAREMBIX 1-gocgpar
CHONEBKD CERYHA, PWHECKMX MHIN- DepMEHTaNMK P , [niokoao-
Tp#t GaiCTpOR GUTOPOB MK NPOTEHHKMHA3AMK/ 6-cpocdar
el i aKTHBATOPOB ocharazama v
HAGTCA AKTHE- - P fpocd @pyHTO3a-
HOCTS (hepMenTa Uﬂrjﬁ:‘fw
[TyTem koBangHT- — S ALD
HbiX MOSMPUKALLMA : @pyeroso-
1 ,6-6nc‘:¢oc¢ar
AKTHBEZUNA —
npogepMenTos »
nyTeM NpOTEDNM3a
Tnuxoni3a If
Xonagrepon
[MyT@M NOBLILLBHMA (KNK NOHUAEHUA) HHTEH- Mesanonar 1
CABHOGTH pacnaja epstenTa K stonekvnam - s—ey
thepmenTa NEUCORANHABTCR YOKEATUN. OH K‘m
CIYHHT CUTHANOM ARA NEOTEONRTHYECKAX
KOMNJIBKCOS-NPOTEOCOM, ROTOPLIE NACLEN1#0T AueTnn-Koa
3aHUMAET HeCKONbKO DEPMBHTSLL G YOUKBATUADBRIM METHAN n“p'“ar
HAC0N WNK AHER.
11 L&}
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Fpw Meanensos pe-
TYNALAY HIMEHABTCA
KONM4BGTHD MOJIEKYN

thepmenta

{TyTeM yBENUMEHNA (KM YMEHSILEHIHA) CKOPOCTH
cuHTesa hepuenTa. PerynitoyeTca ciuHiea Genka
6 prGOCOMAX HA YPOBHE TPAHCKPHALMY 1K
TPAHCAALMA
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Uwkn Kpetea

l PE-I'H]".IHU,HH HA YypoBHE 3KCNPECCHK reHoe
'r}/poucub XoJccTepoia KOHTPOIMPYSTCA HYTEeM DEMyIALHK ef
| ofpasonanys W BLIBEACHHS B rneueHu (rn. 38 u 41). Peryastopubi
i epncHToM cHaTe3R xotectepaia ssasiercs [MIM-KoA-penyvirasa
|H01;10Lue1me XOJICCTEPONA NEUCHLIO W3 KPOBM, TAC OH TIPHCVT-
| crRyeT B cocrape JITTHIT, ocvinecTRAASTCS C YHACTHEM PEICHTOPOS:
IJ'[l'I]-H'] KAeTOK redenu. Mo AcHCTBUEM BBICOKOH KOHIIEHTPRILIHY
XOAECTEPOJIR B KICTKAX TICUCHH FIPOMCXOANT TOLARACHIIE CHITE
I'MI™-KoA-peaykraszsl 1 peucntopon JHTHIL. Pro nposcxoanT o
yaacthenm axrtopa TpaHckpununh SREBP-2, kotopwit peryvise-
pyeT 3kcrpeceno ¥rax reqor (Sterol Regulatory Element Binding
Protein — Genok, CBASEIBAIOWHI cTepoa-peryaupyesuiii amnemen:
reson). Hanporie, 1Py HH3KONM YPORHE XoecTeposia cHites FMI-
KoA-peavitase v penerrropos JITTHTT aktieupyeres.
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DCTh MEOCHX dnepuemoa 3ABHCHT OT MPUCYTCTBUS B Cpee
epvenToR, Hamprvep HAJLT (HAJLT MoxHO paccmartpueath

weyBeTpat). [ npuMcepa paccMOTPHM MHTOXOHAPHAN LHLIA

[ Mamartacruuporedasy. Manataerwaporenasa cojlepkuTcs
X, Tpebyloux GoNbLLIOrO KOJIMUCCTRA IHEPIHH, HAMPH-
sibluiax. TIpu akTHBHOM aspobuom cuvrese ATM HADH
reanioit Henu oxucaserea 0o HAL. Mpu Hamunw HADY
MATRTASIMAPOTEHA3R KATANH3MU-

A DYCT [OCASIHIOK Peaklng B
4 Manar- mnkite Kpebea: ona okuenger
s AETHApOraHasad

- Sa Okcanoouerar MAJIAT A0 OKCaIoaueTata (CM.

puc. 20.1, peaxiumst 11}, Takum

obpazom, Kkl Kpebea npoioixkaer crow patory. Ofpasylowmecs
B xone uvkiaa Kpebca motekyvant HAIH noctynaloT B aLxaTenbHyo
uellb, ¥ cHuTes AT® nponoimxaetes. ONHAKO NIPH CONONAHWM B
eYeHH MPOUCXONMT [-OKBCACHHME KHUPHBIX KHCNOT ¢ 0BpPA30BaHH-
oM Godibliore konuuectsa Monekyin HAHH. Yacte wx pacxonyerca
A cuHTesa AT®, HeobxoaMMOre inn CTHOKOHCOreHe3a H CMHTE-
3 MOYEBHHBI, OXHaKO Temnul obpaszosanna HAJH npessruaor
TeMOBl €ro okHcaenuAa. Tawkum obpastosm, HAJH nakaniusaercs o
kiaetke. [Npu Boicokoil koHieHTpaunit HAJH manartaernaporenasa
BOCCTAHABNMBAET OKCANQOAUETAT A0 MAIATA, TEM CAMbIM TIOAACDHKM-
pasi rloKoHeoreHes (cum. puc. 32.1, peakumna 7).

ol IfO0BaHuUeE
HEMHARLI ClTOCO6Hb[ c])oc(bopumlpon.m. OMNpPEALTIEHHBIE QCTAT-
1Hi, THPO3WHA #IKM TpPeOHWHa A Defikax, a npoteuHdocdara-
shocoprmHpoath WX (cM. U1 27 1 29). @ochopiiiposanme ¥
PILIMPOBAHUE MIMEHAET KOH(OPMAUMIO (IEPMEHTOR W BIMAET
STHBHOCTL, MOBBILLAS MM OOHMAZY ¢r TOT OUCHL RukHbIE

YOD-rnwokosza e — —— — rankorencanTasza
Fnukorex 3 {HeakTHBEHaR)
.J:'I.I."
CMHTES UKo Fmoko3o- o
L 1-cocdar aras

PErYISTIIII 0BeCIe M BACTCH TCM, YT NPOTCHHKHHAIL 1 ihic-
COCTARIMIOT A0 5% peex GelKoB, KOIMMPYEMBIX B ICHOME Mr10-
{ZAAAHG OLUTO MOKA3aHO, MTO HApYIICHN: r.]:oc:!)opn.|.||xm.nmﬂ
OUOIAIOTCH P USNOM pssie BonesHel pake, apadere,
cielnny. [TooToMy HeenegoRarue npoTeHHKMHa3 W docdatas

§ MHLIEHBIO QIS COYTAHNT HOBBIX (pQeKTHBHBIX JIEKapCTh.
SOUMEM IIMROIEHA peryaupyetca nyTeM docdopuinposa-
shopuianporadns Geikos (puc. 27 w . 29). Yuacreywoiiiue
o Oelki 0BO3HEMCHE KAPTHHKAMH, YTOOb! YyaiemMycs Ghiio
IMOMHMTE. [OPMOIL AapeHaTHH (B MBILIIAX) W THHKAT0H
IDBBILINIOT KOHUEHTPALNIO Likandeckoro AMD i akru-
poTeHHKHAsY AL TIpoTeMHKHHAZA A, B3aumoasiicTeyd ¢ apy-
saas {HANPHUMED, ¢ KOHCTHTYTHBHO AKTHBHOH KitHag0ii-3

FAMKOreHeHMHTIEL ), dochopiinpyer 10 9 OCTaTKOB CtpUHA B
MIHKOrEHCHHTASe HHaktuspyer ce. [Iporendgocdatasa-1 (ee
AKTHBHPYST HMHCYINH) JehocopivinpyeT MIKOTEHCHHTAlY TeM
CAMBIM dKTI IHI"D}'I.'T [ -5

Benox ! Benox
~ feo 457
c= i
i AT ooreun- AP
HINCH  \cepmowasa/ | HiNCH ;
CHZOH ; flporesn- ) CHE
CepwmH @, docgaraza

T T

SHTOR CyHICCTRYeT CaliT cnsimpBannA cvGeTpata. CybeTparsl
CHC HHM W NPEBpallaiiTess Mo AeHcTBHeM depyicHTa B
2aK1HH, HekoTopuie (hepMeHThl HMLIT 31 KPYTOMH Cail
1 — TAK HAILIBACMBIE 70CTepHUYeCKHA caifT, Korto-

P pervinpver #KIMBHOCTH ihep-
senTd, [lpH cRAIBIBAHMM aniocTe-
priecroro adexropa (MHTHONTOPA

WA EKTHBATOPA) CO CBOMM (HHIM-

‘DFVWJJU'25 BHAVAIbHBIM)  AN0CTERHYCCE MM

+| Svcacear LEHTPOM IIPOHCXCANT HHIHOWPOB:-
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HHe WiH aKTHBRAUHA (IlL‘pMEHTH. B kaueccree NPHMEPE PACcCMOTPHM
drochodpyrTokHHazy-1, OTBEYACIIYIY 13 PEryAHILAI0 IHEPreTHYE-
ekoTo 0BMeHa (B MLILITIAX) W annoreHesa (B neucuwn). I'paduk noka-
IBIBACT, YTO B IPHCYTCTHIH JOCTATOMHOMO Koulidectan dipyKTo30-6-
ochata npr NoBeILEeHHH KOAH4ecTBA ATD 10 | MMOIL/ 11 aKTHRHOCTD
dhocodpyrToKIHAZL- | ToBLIITaeTCd. MOCKATLRKY ATM epstsnisacten
C calitoM cBsabmaHua cybcrparta. Ecan Gu thocodpyrTormHaza- [
Bena cedsl B COOTBCTCTEHH ¢ KHHeTHKOH Mpxaaimca—Mutmen (ou.
prc, 9.2), TO CKOpPOCTL peakuMi COOTBCTCTBOBATA OBl YepTe NyH-
KTHpHOI TuHue Ha puc. 10.1. Oadako npu Goiee BEICOKHY KOHLEH-
Tpannax ATO cpazpiBacTei ke ¢ HHIHOMPYIOINM WLIOCTEPHYE-
CKHM CaiiTos (GoedoppyKTOKMHAZEI-] W TIOAANIACT ¢¢ AKTHBHOCTD.
Takuns o6pasos, AT® sApAgeTcH OIHOBpeMEHHO M cyhcTpatoM,
AUIOCTEPAYECKUM HHTHOHTOPOM docdodpykroknaiw-1. Ho ¥
docdrHppyETOKIHA3bI- | CYLIECTBYET QUEHb CHABHBI wWiIOCTepHYe-
eKHil aKiMBatop — (ppyKT030-2,6-6HchocdaT. Jaxe B oueHb HM3-
KHX (MMKPOMONAPHBIX!) KOHUSHTpaMsX (ppykr030-2,6-Gucdiocdar
crnocoleH akTHBHPOBaTh ocodpykTokHHaty-l. [Dpykroin-2,6-
ouctocdar cHHTEINPYETCs H3 (BpyrTO30-6-thocdrara du ]HICHTO;\[
docthodpyrTokMHazoi-2. B neueHn doctopykToknbas-2 akTH-
BUPYETCA MHCYAHHOM (QH ETHMYIMDYCT AHIOICHE3), B CepieuHoit
Mbiltne ¢ochoPpyKTOKHHAZA-2 akTHBHDYETCH aapedainios (OH
CTHMYJIHPYET 3HepreTHueckuit oomen.)] I'pabuk HAMOCTPHPYET, YTO
IipH KOHUEHTPALHKM | MKMOIB/I nlllwmo 30-

KodueHTpauma ATD (mmons/n)

Feryaauma akTHRHocTH QepMenTon.

| KOHUeHTpaUW ATQ

| D6nacts uanonornueckod | 2, 6-6ucdocar oTaeHAET HHTHEIpPYIOicE
aefictBre ATD Ha thocdodpyrToKTHAIY-1.

Perynauna akTHEBHOCTH dIepMEHTOB 31
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HoMerknarypa: 4to Takoe D-, L- u d-, |- yrnesofibl

MepBuie UCCTEN0BATENM XUMUKY YITTEBOADS ONMWCHISANK KX CTRYKTYPHBIE PA3TUHKMs
N0 ONTMYECKOM AXTMBKOCTH (CNOCOBHOCTM BPALLATE MAOCKOCTE NOMKPUIOBFHHOMD
CBETA N10 YACORBOM CTPENKE WHK NPOTHE Hee). OHu 0BHAPYXMITH, 4TO FNKK03d
BPALUAST NAOCKOCTL NOAAPW3ALMM CBETA BNPABO, 4 IPYKTO3a — BAeBoD. 310
CBOACTS0 CTANW OTOSPAKATE 8 HA38aHWM YrNesofos Gyxeamy «d- (Npasospawa-
HILHE, OT NAT. dexter — NPaBblit) W «I= (NEBOBPALAKILLAB, OT NaT. lagvus —
nesbIA). BnocnegcTeuu BBIN0 YCTARORNEHO, 4TO ACUMMETPHYHLIA aTOM G5 1
d-rrioKosel, v I-pyKT03sl HaxoguTcs 8 D-koHdmurypauwn (D 3arnaenas), T.e.
DH-rpynna pacnonoxena ¢ npasof cTopons! 0T C5. NosTomy Bykebl «d» # «[»
BhIWAN #3 YNOTPBONEHWA; BMECTO HMX JANA ONUCAHWA ONTUYECKOW aKTUBHOCTH
CTaNM YCNONB30BATh 3HAKM 45 Y «—n,

TnioKoaa

B npupoge rinoKosa cyWwecTeyeT B diopme D-rioKo3bl. ITOT SHAHTHOMED TAOKE
Ha3bIBAOT QEKCTPOIOM, UTO HEPEAKO NDUBOAKT K NYTAHUUR: TAK, NPH EHYTPUBEH-
HbIX BMBAHWAX BDA4W YACTC HA3bIBAKT IMIOKO3Y NEKETPOIOH, 2 NPV aHANK36
KPOBM W3MEPRKT KORLUEHTPALMIO «IRHIKO3bt XPOBK=. [laXKe B 0AROA MEAMLMH-
CKOW CTAThe MOryT yRoTPEbNATLLA 003 TBPMAHA!

Korpa FNioKo3a pacTBOpAETCA B BOAE, OHA NOABEPraeTCA MyTApOTALMK U MOXET
CYLIBCTBOBATD KaK B BMAE UAKNU4eCKux hopm, TaK U B BULE MONEKYS C NUHEH-
HOW CTPYKTYPOR, NOMTA BCE MONEXKYNB! TTKIKO3bI B PACTBOPE NPUHUMAIOT 04HY
U3 ABYX UMKNNYecKny, chopm: 36% NpoueHTOB MMHKO3bl HAX0OUTCA B dopme
o-D-rniiKossl, a 64% — & hopme B-D-rnoKosel. ITM OPMBl PA3NWHAOTCA
nonoxexuem OH-rpynnel OTHOCUTENEHO AHOMEPHOTO aToma yrnepopa G1:

¥ a-anomepa OH-rpynna Hanpasnexa BHU3, y P-aHoMepa — BBepX. AUMKInYE-
CKAA NPOMEXYTO4HAR chopMa (C NHHEHHOW CTPYKTYPOW) COCTABNART NWLWL
0,003% ecei rMoKo3k! B PaCTBODE.

ECnu 6BMKW OpraHM3ma [OAToe BPeMA NOASepPXKEeHbl BOZAEHCTRNIO BbICOKOH
KOHUEHTPAUMK FIOKO3bI, NPOWUCKOAAT rNMHKD3IUNKPOBAHKE OENKOB, NPH KOTOPOM
HAPYLWAKTCA WX CTRYKTYpa M dyHKuuy. 3T0T adhdhexT anpepensier TOKCHHHOCTL
rNeOK03el. TNVKO3WNTMPOBAHKE HBNKOB — NPUYUHA MHOTUX OCTIOXKHEHWRA
caxapHoro puateta {cwm. rn. 33).

Puc. 11.1. HoMeHdknarypa yrieBogoB.

:HaOH

| :)H "
B-o-PpyKTo3a |
(bypanoznas dopma) |

7 |

CHOH |

=0

Bo-DpykToza
(nupaHoanas dopma)

HO-C—H
G- on
H=C—OH

“CH,OH

p-PpykKTO3a ;
(aumknuueckan ¢opma)

7

o
\C_;P_-OH

—
oH H

a-o-PpyKTO3a
(bypanosHas dopma)

c-o-PpyKTo3a
| (NnMpaHozHan dopma)

MpupoaHywo GpykT03y (0-pYNTOSY) HA3bIBAOT TAKXKE YCTAPEBLUMM
| Ha3maHWes «REBYN03d». KaK v rNoKo3a, 8 PACTA0PE OHA CYWBCTBYeT
B 0~ W [J-hOpmax, KOToPkIB, 8 CROK 04EPeab, MOTYT 06paTAMO NPYHUMATH
NUPAHOZHYIO {LUECTUYNRHHBIA WKN) ¥ DY PAHO3HYI (NATHYNEHHBIR LMKN)
thopmbl, Dochatel PPYKTO3L! CyILecTBYT 8 hypaHOIHOA thopMe.

WAy nuy. HexoTopble pACTEHMA 3AHACAKYT NONUMED DOYKTO36l — KHYNUH
{TONBEKO HE NYTAATE 8r0 C MHCYRMHOM). 3TO NUTATENbHOE BELIECTBO, aHANO-
rwyHOe Kpaxmany. WHYNUH COOepATCA B DENYATOM NyKa, nyKe-nopee,
GanaHax; oco6eHHO Soratel MHYRUHOM WIYHHW TonWHamEypa {Helianthus
fuberosus). WHYMWH TNOX0 NEPE8apHBALTCA U MHOMAA BLIILIBAET METEOPHIM,
Ho 8 3T0M €CTb M CROV NRKICHI: KAHPEHC RHYAMHA — «30N10TOM CTAHAADT»
V3MEPEHVA CKOPOCTY KNyGOYKOBOA IMNLTPAUMK, TaK Kax NOCNE BHYTPUSEH-
HOTO BNKBAHUA VHYNUH NONHOCTBK) BLIBOQWTCA G MOYOK.

Pre. 11.2. Crpoenme hpykTosei.

0t~(1—>4) CBA3AMM, A B TOMKAX BETBNEHWA OCTATKY
TMHOKO3bI CBA3aHLI 0-(1—6) CBAaAMM.

ITH UENOYKK PASHANBHO PACcX0ARTCA

0T 6enxka g UeHTpe chepsl —

MMAKOEHKRHA.

B — a-(1- 6} candp

" Fnuxoresms

FnukoreH 2

Monexyna rnuxorena umeet chepwyeckyro hopmy. B e COCTap BXOART BETBAWUMECH LLEN04KK J\s*
M3 OCTATXOA FKKO3bI. JTMREAHDIE YYACTKN COCTOAT M3 10 QCTATKOB MMIOKO3LI, CBAZAHHDIX

Pre. 11.3. [inkereH.
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Qcrarkm FNKKO3bI, GCBA3AHHBIE

m={ | 4} cenazbo

E TOuKax BETANEHWMA CCTATKM

[ 110KO3b! CBAIAHBI ¢-(1—6) CBAILN

PacTeHua 06LIMHC 3aNACAKT YIMEBOAL B BWAE Kpaxmana. Kpaxman — nonumep
FAKYKO3EI, COCTORLUMA W3 aMUN03Lbl M aMUNONBKTUHA. AMHND3a npeacTasnaet
COO0@ UBNOHKY HA OCTATKOR FNKOKO3b!, CBR3AHHLIX ot-{1->4) CBA3LID.

B aMHNONEKTUHE HEKOTOPbIE MMKOKO3HEIE OCTATKM CBA3LIBAKOTCA CBA3LKD oi-(1—8),

Gnarogapa 4eMy BOIHUKAIOT TOUKM BeT3NeHWA. NpK ynoTpetneHuu Kpaxmana

C NULLEA OH PAcLIBNNABTCA -AMUNAZ0A CMIOHBI U (-aMWNA30H NOJKENYLOYHOM
Kenedel, [TMHEAHbIE YYACTKH PacuenAATSA ¢ 0bpasoaaHuem gucaxapuga
MaNnbTO3bl, 3 OCTATKM IMIOKO3b] B TOYKAX BETBNEHHA, CBA3AHHbIE

0-(1--6) — H30MANbTO3bI.

. 11.4. KpaxMan.

CHzOH o

OH

AT

CHZ0H |

GH:OH
o o
.
oH H H H OH
Y.
! . p-Kcuno3sa
{uMKnHueckKan
Nakryno3a dopma)

T2474/1032 — CHMHTETUYECKMY Au-
S1apug, COCTOALLMA 3 ranaKkTo-
< W (hPyKTO3bI. ITO NErKoe cha-

SeTensHoe cpeacTao. Momumo
170 4TO NAKTYNO33 BLIIBIBAET

DETKMKEHNE CTYNA, DHA TAKKE

TILKMCNAET COQEPMUMOE TON-

O KMLWKW 4 NO3TOMY yaanAaeTt
UOHWA W3 KPOBH NpW REHEHON-
 HEQOCTATOYHOCTH.

H-(|3=O
H=C=0H
1
HO-C-H
1
H=C=0H
|
Gi,0H

CH,OH
H-C=0
HO ~C—H
H —(l.', -~ OH
Crgom

p-Kcunoza Kcunynosa
{auMknuyeckan
dopma)

0-KcHno3a cofepRuTcsa B 3epHax u ppyxTax. 310 NeHTO33,
KOTOQAA NO CTPOBHKID CXO/HA ¢ GNMIKOM e/ rekco30n —
FN0K030M. Nocne BCACktBarNA NPAKTHUECKA BCA D-KCMND3a
BEIBOANTCA B HEMIMEHEHHOM BWAE, NO3TOMY npohia

Ha TONEPAHTHOCTE K KCHAO3Ee MCNOMb3yeTCa Npu
OWarHOCTWKE HAPYILEHHA BCACHIBAHMA B KULIEMHUKE.

FpHiean#e: KCHA03A OTHOGHTCA K aNb03aM, KCHNYN0I3 — K KETOIAM.

c. 115, JlakTyao3a.

CHyOH

! 0

H \')“

OH R

H OH

o-0-Fnioko3a o-D-MNoKoza
Tperano3a

TpEranosa Guina OGHAPYMEHE B KYKONKAX myka Trehala

ma. NonararT, 470 370 U BCTL «MAHHA HefecHaR» w3

T2ECTHOMO BUBNERCKOro ciomeTa. Tperannza — gucaxa-
292 2 MONBKYN rNIDKO3k!, 06LEAHHEHHBIX C1-1-C8A3LK).
1ZHHO 0HA NPWAABT Cnaaxyd BKyC MaHHe. Tperanoaa
SEQRMTCA B remMonumpe HACEKOMBIX ¥ B rpubax. 310

:..2¢Te0 CTABMNHINDYET TPETHYHYI cTRYXTYDY fenxoe
11N, 8), HE NDBONAR MM ABHATYPUPOBATL NPH 0OBIBO-
Z2HWW. Hanpumag, Coepmall|an Tperano3y cenarnHenna

= yennCTHanA (Selaginelia lepidophyfia) MOET HECKONLKO
T HAXOJAMTLCA B NORHOCTLK) BLICYWIEHHOM GOCTORAHMM, HO,
"1 88 PA3MOYMTE BOAOH, OHA PACNPABMTCA U 3338NBHEET.

"7 CBOWCTS0 TPEranQ3bl HoNQMb3YeTCA ANA XPaHEHUA
“0B — rOPMOHOB W aHTHTEN.

i11.8. Tperanosa.

Puc. 11.6. D-KCHIO3a H KCHITYNO3a.

o
f-0-PuGo3a

B-2-Oeaokcu-
D-pndo3aa

Prip3a — NeHT03a pHEOHYIIIEWHOBOR
krcnoTel (PHK)

[le3okcvprB03a 8X0ANT B COCTae
AE30KCHPHBOHYKNEUHOBOR KHCNOTHI (HK),

370 NpoUIBOLHOR PUGO3LI, B KOTOPON
TWAPOKCUNLHAA TPYNNa y BTOPOTO aToMa Yrnepoaa
3aMeLLeHa aToMOM BO0P0AA.

Pre. 11.7. PuBosa v nesokcupubosa.

CH,OH
1
HCOH
]
HOCH
H?OH
HCOH
CHOH

CopGuTton

CopGuTan

CH,OH CH,OH
HOCH HCOH FHQOH
}
HOCH HO(?H H-— ?* OH
I
HCOH HO(.I‘,H HO—(;_‘-H
H(i',OH HCOH H —(I'.I - 0OH
CHEOH CH..‘,OH CHEOH
MaHHuwTOn TlanaxTnosnr Kcowvnuton

CnupThI YTREBOAOB — MHOrOATOMHEIE CNHMPTHI (NONKDNGI)

PaHee 60nbHbe AnabeTom NCNONLI0BANK BMECTO CaXapa cOpeHTON.

OfHaKO CEAYAC CYMTARTCA, YTO COPOMTON He NoNezeH.

MaHH#TON NpKM BHYTPUBEHHOM BMBAHWN ABNKETCA MOYErOHHSIM CPEACTBOM,
F anaKTHTON HAKaNNWBAETCA B OPraHMIME NDH FENAKTOIBMAN.

KCHITATON — CNUPT KCUAO3I; BF0 S0GABNSIOT B XKEeaTeNbHYK PEAMHKY

B KA4&CTBE NOACNACTUTENA, NPegyNpexAAIOWEro paseuTHe KapHeca.

Puc. 11.9, CnHpThI yTIIeBOAOB.

Yrnesogsl
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MansT03a H H30Mans703a
3710 Arcaxapuas! r1oKo3sL1.
B MansT03€ QCTATKW MMKKO3k!

WHrHOMTOPBI C-rN0K03KAA3E!
Axap6oaa (NPeK03a) W MHIMKTON {FU3ET) KHIKEKUPYIOT G-CNIOKO3KAA3Y. 3TY
NEXApCTBa HAIHAYATCA BONBHLIM CaXAPHBIM AMaGeToM Il TMNA OHM yBenu-uBaloT
8pEMA NEHaBAPHBARHA NOCTYNAOWENC C NWLIER Kitaxmana, NoIToMY NOBbILEHHE
COOBNMAHUA FNIOKO3bI B KPOBK NOCAE NPUEME MULIM NPEACXOAMT MBAREHHER
W BhIPIHEHO HE THAK CHABHO

Naxto3a

cOaarHeHb! o-(1—4) CBA3LI,
B W30ManbTo38 — o-{1—6)
CBRILIY

O\IJ

H
I

NaKTa3a cOCTOMT U3 OCTATKOD ranakTodb!
W FNKIKO3, CBA3AHHBIX B-1—4) CBR3LI0.
£@ P HATHIBAIOT MONOYHLIM CAXAPOR

Caxapoaa
Caxapo3a COCTOWT K3 OCTATKOE TNKIKO3b! K PYKTO3bI, Q0LBLAHK-
HexHbIx o-(1—2) caA2st0. Caxapoaa conspxUTCA B PACTRHHAX,
HanpUMep 8 CAXapHOM TPOCTIMMKE 1 hpyKkTax

Chm
H il o G o,
o ¢
e H il R H
°J< Q‘*ﬂ" I
- oM H on o W [ ermnseenaa A1
MansTO32 N3omaneTo3a Caxapo3a p-JNlaktoaa
| HEADCTATOMHOCTE NAKTAIL = Nasraas
— Jl2KTa38 — (ePMSET WRTCM0R KARMEH (MMKDOBOPCHHOK) JHTEDO-
Caxapaaa s| |HEgRDCTATOMHOCTE UUTOB TORKOMD KnwieuHixa. Npw HESOCTZTONHOCTH NAKTads! rakToza, | | &%
amanen MG AT raaa MIDCTYNAMLUAA B OPFAHIN C NHISE, HE PACUIENNASTCH, TO BRIkl =

| EAXApRILL HI0MRBNLTAL ki

BAAT MOTEI[HEIN W AMATEH. Brinensiy MEDERHHYD MOADCTATTHICTL

Cil.l'ﬂpﬂ.!ﬂ RO AR T3S

| AaKTadbi BIOOCNDIG BTOPIMIH 1 SOCTAT0YHOETS NENTAZL! M BPOM-
DEHHYI0 HEACCTATOYHOLTh FaKTA3 {ACTREARTCH PEKE BUST0).
[epariHan HROCTATIMIOETE 53212061 53PUCTB HACNRAYETC NO
AYTCOMHO-NBLUBCCMBHONY Twny, Olia pa3BHBARTCA H3-2 CHIKENMA
AKTWEHOCTI NAXTa3ul, 06LPINOD NOCNE OTAYENMS PRGBHKA OT rDy/h,
W CTOE422TCS U Y NOZPOCTKOB, W ¥ B3POCNE!. B crpanax CeezpHod
Eapaik HBQocTATOSHOCTL NAKT236 BCTPEYAeTCA 10NLKD ¥ 15%:
€BDCNERUER, HO B HEKDTOPDIX STHHHECKAX rpYNNax ge 4acroma
fgocTrraet 50-100%.

Bropryxas KEfOCTATOMHOCTE: PASBMBAETCA M3-34 NOPANEHKA
L4ETOHOA KABMKA SHTBNOLMTOB NPY 3360NEBAHHAX TOHKOrQ
HMLIEYHAKA.

BpoxpaeHHan HBAOCTATONMNCTL, BCTRAYARTCA B OMEHE PEIKIK
CIYMERX. NAKTA33 MTTHOCTRA OTCYTCTHYET.

f-o-Fmokoza

Puc. 12.2. MeTaGonusM raiakTos3hl.
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12.1. BecachiBaHHe VIIICBONOB.

thochatubif

Tanakroza NoCTyIaeT B HAU OPraHW3M NP YIOTPEBASH UK B (W Lty
JIAaKTO3bl — OHCAXApHIA, COCTOSIIUIErO M3 TANAKTO3bl M [JIIOKQ3BI
(puc. 12,1). B ToHKOM KHMUICUHWKE JAKTO3A (MOJOYHLIA caxap)
FHIPONH3yeTCA EPMEHTOM NAKTA30H ¢ 06pa30BaHKEM raNAKTO3bI
H [RHKO3BL. KOTOPBIE MPAMO TOCTYIAT B TIEYEHL MO BOPOTHON
BeHe neueHd, [lanes ranakrola MOXeET BCTYHAaTh B TE K& METa-
Gosryeckue NyTH, uro K rKo3a. CHauana rarakrokdaasa Goc-
thopunupyeT ranakTosy ¢ o0pa3oBaHHMEM raTakTo30-1-cthocdata.
3arem M3 ramakrozo-l-docdara v YIQ-mmokosnt obpasyercs
rmoko3o- 1-dochar u VI@-ranawroia. DTy pearuid KATANH3H-
pyeT ranakro3o-l-dochatypuanntpancdepasa. Dmamepaza 1ipe-
spawaer YA®-rarakrosy 8 YAD-rnoko3y, W3 KOTopoi Takke
MOXET 0Opa30RbIBATRCA [NK030-1-dochar. Janee riwkoso-l-
ocar ubo erCTYNACT B META0OMHUECKHA TIYTh CHHTE3A IJ1M-
KoreHa, b0 npespallaeTcs B THIOK030-6-ochaT W BCTYTACT B
PEAKLIHH THMKOAM3A 1K Ke NeHTO30(0cPATHOrO uMKAa.

Hapywenwe merabonuama ranakroasl
Henocratounocte ranakroso-1-docharyprornrpancdepaspl —
pPeiKOE HacAeACTBeHHoe 3afoNesaHHe, MPH KOTOPOM pa3nvsd-
HOTCA TanaKrodeMMa H raiaxtodypus. OBBMHO OHO NPOSBASETCA
BCKOPE MOCHe poxaeHus. ¥ pebeHka wadmwpaercs peoTa, OH
nnoxo npudasnseT Maccy Tena. bes neyeHNAa BO3MONHO Pa3sBHTHE
KATAPAKThl, UKPPO3a MEUeHH H YMCTBEHHO#M oTcTanoctr. bonedHs
Hacne yeTca Mo ayTOCOMHO-PELECCHBHOMY THITY.

Cx0fiHple CHMMTOMbI PA3BHBAKTCI TpPH HEAOCTATOMHOCTH
rafaKTokERadel. B oGoMx c/tyuasix B TKAHAX OpraHW3Ma Hakarjiu-
BAETCA TanakrTo3a, KOTopas BOCCTAHARIMBAETCA A1bAO3OPEMYKTH-
30 B ranakTHTON.

Yr1o6pl O0ne3HL He TporpeccupoBand, HeOOXOMUMO HCKAK-
Y¥TH M3 PAILHOHAa NPOAYKTHl, COASPXANLME TanakTo3y ¥ NaKro-
3y (He myTafiTe 9TV 3a80NeBaHHA ¢ BemepeHOCHMOCTLH) NARTO3bI,
06YCNOBASHHON HeA0CTAaTOTHOCTLI} JaKTased, pHc. 12.1).

et
G ::-:-..-._’0
LK™
W o# 1 O .M/["‘-“
H OH o om
Cykpano3aa
Pac. 12.3. Cykpaioia — HenanHo pazpaBoTaHHLIE caxaposzame-

HUTENb. OHA CHHTEIMDYETCH M3 Caxapoabl TyTem 3IMELeHHs TPex
THOPOKCHABHBIX IPynn atoMamH xaopa. CuMHTaeTcs, 410 CyKpanosa
MAOX0 BCACKIBACTCA H HE MeTADONMIMPYETCS B OpraHuiMe,

Bcacwiganue yrneeoaos. MetaGonuam ranakoss 35



PeaKkiyMu oKMCNeHNA—BOCCTAHOBINEHUA.
KothepmeHTbl m npocTeTMYecKMe rpynnbl

| EHrAMH o] "o
O
HoC NN O d H,C N* nSo '
" .
[Pufiuran ; _ i
Nuapagioctha '
ApEns
®Ad, DALH>,
OKMCNEeHHAaRA ot = B0CCTAHOBNEHHada |
thopma ¢opma -

Pac. 13.1. QAR (praburane HEHAMHYIOIEOTHA) BOCCTAHABN URAETCH
a0 (DA,L“ [34

[Praswn| o M H o
HSCJCENIJLNH —— HSC:OiNfLEH
H,C N N’ho 4 H,C NN O
aH H
Puburon-
ot
®dMH, ®PMHH-2,
OKWCNeHHan BOCCTAHOBNEHHAA |
dopma dopma

Puc. 13.2. ®MH (baasHHMOHOHYKIICOTHA) BOCCTAHARIM-
pactest no PMHH,

O | HmxoTHnamun O 4y
| HHI
(:*‘NH2 : mc NHZ
& " €
N N
(—— — s cm— »
Mupodoctar Putioaa
ApEHuN
Pufioza |
+
HALY, HAOH+H*,
OKMGReHHaR dopma BOCCTAHOBNEHHaa GopmMa

O | Hucormuamug
i

+
N
Mupnfrocda Pubnaa |
Anennm
Puboaa],. ©
0
o-F Q

o
HAO®,

CKMCNEeHHan dopma

Puc. 13.3. HAR" (1 OTHHAMMAANEHHHAMHYKNEOTH) BOCCTAHABIHBAETCSH

o HAOH.

|i-MepxanToaTraasun. On
CORE[MAT CY bR
Hyw rpynmy — SH-rpynny,
EOTORAR ARARETCA GiyH
WHOHARLNOH FEyTROW
Wl A

NawToTesdnan
EHGEATE (ewTamen By

i 3 g \
bk T ¢ e T T ? =ity ,ﬂ notocthat 1
o, y | 1 SpDEIRG
AneHiH
KodepmeHT A Putioao ;
(KOA'SH) 3'-thocthar |

Puc. 13.4. HALD® (nukoti HELM UL H M H A HYRIIeoTHIhoC-
¢pat) cxonen no cipocHine ¢ HAID |, Ho cogepxurt puboio-
2'-dpocdar. HALQ" poccranasmmsaetca g0 HAIDH (ua
PHCYHKE HE MOKAa3aH).

M nnd:-lwri'zar_

7 ]
THANNM | H.C CH,‘,—CH,Z—D—IT-O—I?—Q

Rl il
B I; 2

H_C™ N NH 'Hu'

3 2

Mupodrocdar THAMUHA

(TPP)

Puc. 13.5. Kodepsenr A. ColepaiT cyiudinuapiisHYIO TRYITY - SH-rpyniny
B-nepranmToITMIA. IT0 PYHKUNONLHAA PYTIIA KOdepueiTa, KoTopad
BCTYliacT B8 peakuiifo, HAmpIMep, ¢ KafWHOKCHALHEIMI FPYIIIAMIT KHPREN
KHCIOT.

36 Peakiuy OKACTEHWS—BOCCTaROBNEHMA, KothapmenTsl 1 NDOCTETHHECKNE MRYINEI

Puc. 13.6. Tuamun ongocdar (thamMuHnupodocdar).




lepeHocymukM Bogopona: xoepmentel HAL
HAQ@

HA0L w HAI®™ (puc. 13.3 u 13.4) — ato kodepmenTsl, obpa-
ailllHecy W3 Huandua (ra. 53), koTopble AEWCTBYIOT KaK Kocys-
s, OHK HeOGXO0IHMBI T8 HOPMANBHOIT paboThl LENOro psla
muerToR. Bmecte ¢ depmenTon X OHM AKLEMTHPYIOT HOHI
1apona, o0pasyionsecs B NpoUecce OKHCICHHA, W BOCCTAHAB-
atores o HAITH v HAI®H cootsercrserno. [locae storo

“1H w HAQ®H otaensorea ot diepmenta X v anddynamn-

0T Hero, ytobbl B JAILHEHIIEM BIHMOTEACTBORATL YAC
ovTHM diepyenToMm — Y. Tenmepes O HIPAIT POlb AOHOPOB

JOP0A B PeaKiH BOCCTAHOBIGHHMA M RO3ZBPALIAIOTCSA B OKHC-

ioe cocrosHie (HAIL™ v HAJ®™).

HecMotpst Ha cTpykTypHoe cxoictso, HAT S u HALD™

ko pasibie dyukuuyn. HAH wrpaer saxAyo poib B
scpreTHyeckoM obmenre (ra. 20 u 31} u pcakumnsx KaTadonms-
w2 HAO®H yyacTyeT B aHADONMYECKHMX peakUHAX, HAIpUMEp B

HTEIE KHPHLIX KHCAOT (M. 23) M B pasBHTHH PEAKLHH «0KHC-

TeNLHOro Bipoipar (ra. 18).

Cnienyet MOMHHTB OCHOBHOH npdmumn: xogepmentsl HAIL,
HA0d" u xodepsert A 0043aTeNbHO 10AKHBI PEHNKIHPOBATH
puc. 13.7): oHd 06pazyioTcs HI BHTAMMHOB, NPHCYTCTBYIOT B
STAHMAME B OYeHb MaNeHLKHX KOMISHTPALAY 1 mociae (ep-

| M3 rasaxossl

L

MEHTATHRHOM peakuuk, B KOTOPOH KOMEpMEHThI BOCCTAHNIH-
BAKOTCH, OHM HOIEHE! ObITE OKMCNEHB! B ApYroil (hepMeHTaTHBHOI
peakumun. [Npeactasste, yto HAL™ ¥ HALD® — 310 pabouue
NYEIKW, KOTOPBIE KPYXaT No BCeH xNETKc, cobuvpas Bonopod i
nepeiaBast ero NoTpedUTERAM.

Opyrue xodepmenTel: xohepmedT A ¥ THAMHH
audiocgar
Crpoctie kodepmeHTa A 1 THamuH Juwdocdarta nokaszaHo Ha

puc. 135 u [3.6. O apyrux KohepMeHTax M. B riaBax, 1OCES
LHICHHLIX BHTAMHEHaM (1. 35—38).

Npocrernyeckue rpynnel: @AL n ©®MH

DAL (puc. 13.1) u @MH (pre. 13.2) — 3710 KodakTopbl depmen-
TOB, obpasywowmrecs u3 pubodunanuna (rn. 35). MonobHo HAL'
W HAID ™ oHw BLICTYNaloT B poOSiM KOCYOCPATOB B peakUMAX
OKMCICHHA—BOCCTAHOBICHMSI M BOCCTaHasnauBaloTed a0 PAIH,
uw O®MHH,. Onnako, B onnguue of HAI" m HALD', ®AL w
OMH sgsioTea He KOQepMEHTAMN, 2 NPOCTETHIECKMMHA [PYNITA-
MH. Bee mpems croern CVIECTROBAHNS GHY KOBANEHTHO CRALIHDI
¢ epMEHTAMI H ABASKIOTCA YACTLIO MX CTRYKTVDHL

Auerwn-KoA

|- hant <
+HAOQH+H" (
— DS > HAAGH+HY
; HALD e
KoA-SH O-2-Faapy
— +KoA-SH "o
.—)  HAOQH+H* - HAOH+H' E"" KHEHBIX
i Y x ' KHEAOT
HAQ®* HanO* AueThn-Kos g e
il J'r 1‘\ i v
} o - - L . Y b
& | KoA-SH

HAAT ~ - KoA-SH=

A 2
S+ HAOH+HT
] w i 3
i AueTun-KoA T i
f.ﬁb.li;éﬂ.hHDﬁ B AbIxarensiyio =
uenk ] 1eRb KoA-SH
s ) A

i *LuTpar

Pwe. 13.7. Peunkamposanue kobepmentos. HALY, HALD® u kofepyeHT A (KoA-SH) Bo3BpallaoTes B LMKN, BIAMMOACHCTBYS C APYIHM
DMENTOM R MeTaboNHYeckKOM NyTH. Ha pHCYHKe PelHIUTHPOBAHHE KOMEPMEHTOR MOKA3AHO HA NpuMene MeTabOoAMYecKore MyTH. B Xoue

MO W3 TMIOKQOIBL CHHTCIHPYHITCA XHPHBIE KMCNOThH).

PEaKLHK OKHCNEHWA—BOCCTAHOBIRHYA. KOG epMEHTBI W NPOCTETHYECKWE FPYIALI
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AHaapo6ubiii cunTes AT®: cy6erpatHoe
thocthopunuposanue, cuntes AT® u3 tocthokpeaTuna,

d[IEHUNATKMHA3HaA peaKyun

OH OH

|AM® (apenosunmonodocdar)
ALD (apenoanHgudocdar)

é.&I.‘P..(@EQHQQ!!HTP!FP°C¢’aT)

Pyc. 14.1. Crpoehue ageroannTprdocgara (ATD).
Cymapapsn-Kod
CHWTIETARA
CykumHat _.‘ Cyxunnun-Koa
By peoripis sabestfponin
AososemBpasHoe
WWOCTRRHCTRD AR ATD
: Hysseoisg-
Frile et PR R T ]
Brdilivitis fanmGpani
SN S .
Puc. 14.3. B uukne KpeGea nyrem cybetpaTHOTO dochoprinpona-
Hust 0Bpazyetesn TP, KOTOPLIH 3aTeM N0 ACHCTBHEM HYKAEO IILIH-

hochatkunazbl npespaltaeTea B ATD.

,| m:m'

m o
HCOH
cH oRg, >
Favuspansaeran-2-gocdar

o=¢- 0P
1
HCI:OH
CH,OPO>
1,3-Buctocporamuepat

AR e @u’lfd‘n’.ﬂlﬂlul‘]’ﬂIﬁHrl-ﬂJ-l
AT <—J

4
nenli Y

HCOH
CHOPOS

J-Doodrrrnmuspay

i
2-EoodiarnniyeE ey
.
C.I‘.OO'
c~0PO]
1t |
CH,
PochaoeHannypyeart

T4 Mupysaraauass

ATD

C=0
l,'_S-i:'

Mupyear

Puc. 14.2. OGpasosanne AT® B xoae HIMKoBizE nyTem cyGeTpaTHore
docopinpoBaHst.

| Mo HINYECKDH HATYINE
Docgokpearan
KpoaTiscsnazal

KpeatnH

W3 thocchoxpeatiia obpa-
ayerca ATO, Heobxo gumbld
ANA paboThl Mbiwy,

OnpenengHne aKTMBKOCTN
KPEATUHKMHA3bI B CLIBOPOTKE KPDBH
MCNONb3YETCH B WATHOCTHRE MH-

AT

(DapKTa MUOKADP/A K GONEIHEN MblwL

B ILEphﬂn-l'll] x0R |
Socghar e s Tirg

jjjl:::j}uyb
Kpeatus AT

B HEpaGDTAKWHX Mblyax

HaKannMeseTcA ATd, koTopbIid

MCNONb3YETCR ANA olipaioea-
{ MR ochoxpeaTHHA

Pane. 14.4. Obpasorarie ATO w3 docokpearina TIpH (DUIMYECKOH Harpy3Ke W chHTed GOChOKPEATHHA M3 KPeaTHHA b MEPHOI NOK O8I,

AflD+AOD

— ATD +AMD |

Ageriena resrnaIn

a8

Puc. 14.5. OBpasosanne ATD w3 unyx mosekys ADD n npouecce
ANEHHAATKHHAZHON PeaxuUm.

Ana3pOGHBIN CUHTE ATD: Cy6cTRATHOS (POCOpUAMPOBaNKE, CkHTed ATO 13 DUCHIOKEEATHRE, ANEHANATKMHAIHAA peAKUHA
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ckylibl AT® kusneHHo HeodxoaumMbl. AT CayXRUT 1eTOu-
W IHCPIHH, HeoOXOAMMOH 118 COKPaICHHS MbILIU, [po-
SHMA HEPBHOTO HMITYAKCA, MPOTEKAHHA MHOIHMX DUOXHMUUE-
peakuMi 1 T.0. B moxoe pacxoayerca 28 r (1 yHuus) ATD s
VTY, UTO IKBHBUTEHTHO 1.4 KI' (3 ¢bynTa) B vac, a MnpH (Gusm-
i narpyske pacxon AT® gocruraetr 0.5 xr B MuHYTY! ATOD
T W3 aldeHuHa, pubo3bt W Tpex hocdaTHLIX I'PYNN, XKOTo-
m3BaloTes ¢-, i- 1 y-hocharruivm rpynnasvu (puc. 14.1).
WJIHT RBICOKODHEPIETHYECKHX hocdOaHIHIPHAHBIN CRsidei
w1y B- 1 y-atoMamu (Qocdopa rm MEXRIY «- M B-aToMaMH
hopa BolcBOBOXKINET IHEPTHIO, HCODNOAMMYIO NS [pORe
| GHOXUMHMUYECKHX pEaKUMH, T.e. ANA NOLICPKAHWA XUIHH
HIMa.
MBIH HEPTETHUCCKM BBITOAHBIK MCTOM CHHTES3a AT —
23pobHoe oxkucanTeasioe docthopunuponanmne (1. 20 u 31).
ko AT® MoxeT Takxe 0bpasosaThea B aHuIpobIBIX YCNORKH-
ITH M ¢ MEHBIIEH 2heKTHBHOCTBIO. CVILECTBYET TPH CROCO-
waspobHoro cuuteza ATO: cyberpaTuoe docthoprmponanne,
iweaHne ATP n3 docdokpeaTHa H B Pe3ynbTATC ANEHHIATKH-
sl peakudn. XoTa aHaspoBHbIA ciiTes ATM 1 He Tak sHep-
CCKM BRITOACH, C1OCOBHOCTL cHHTesuporats ATM s Geckie
IHOH CPEIC MOKET HMETH HMIHCHHO BUKHOC 3HAUCHHE,

L

ic. 14.2 nokasano, 4o ATD o6pasyeTcs B NpoLecce TAHKO-

i xone tocdoramuepaTHHHAZHOH 1 NUPYBRTKHHA3ZHON peak-

| TAaKKe B Lkkie Kpebea B Xoae peakuyu, KaTAMHIHPYEMON

MEHTOM CYRUMHUA-KOA-CHHTETAZ0M ¢ yYaCTHEM HYKNEO3HIRM -

Soctharkunaze (puc. 14.3). fTpumenanue: 0as amux pearuuil Kuc-
! ne mpefiyemen.

IEHRE RIC ) I Eearti

SochOKPEATHH — 10 «aBapMHHBIH 3anac» BBICOKO3HEpreTImC-
» chochaTa, KOTOPHIH MOAIO MCTONLI0BATL [UIS OBICTPOro

asosaHua ATO, HeoBXoAMMOro MNA COKpALLCHHS MbIWL B

aHaIPOOHLIX VCIOBHAX. JTOT MHTEHCHMBHEIH MEXaAHW3IM CHHTC3z
ATMD MOXeET I IKCTPEHHBLIX CHTYALHAX COACTH KH3HD, OAHAKO
sanacel PoCPOKPEATHHA PACXONYIOTCH QUEHDL OLICTPO, BCETD 3d
HECKONLKO CEKyH.

B nepuoapl nokos, Koisa Monckyn ATQ MHOro, KpeaTHAKH-
Ha3a ochoprmpyeT Kpeatud ¢ ofpazosanieM hocdokpearra.
OcofeHB0 BaXKHa pPOJib ITOH peakuuu B Mbinax. Lo sapyr
TpebyeTes caenarts peikufi prisok, dochokpearnn dochopu-
mpyet AAD no AT®. HeoDXoLMMOro Ans COKPALICHHE MblLILL
(puc. 14.4) [To aTol npuunHe docdoKpeaTHH ele Ha3bIRAIOT
wghocparenonmy,

KpeaTuH BLIBOJWTCA B ()OPME KPEATHHHHA

KpeaThn — 3T0 aMHHOKMCIIOTA, HE Bxoasulas B cocrap ben-
KOB. KpeaiiH CHHTE3UPYETCA M3 APTHHHHA H BbIBOIHTCH C MOYOI
B thopse KpeaTHHMHA {11, 44). YpoBeHb KpeaTHHHWHA B KPOBH b
KAMPEHC KPeaTHHKHA KMCTONBL3YIOTCH LA OUCHKH CKOPOCTH Wy~
DOYROBOM PHABTPALMH NPl HAPYLUEHKHH PaBOTH NOYEK.
flpuMmeanite: He RYMAUME KPeamun, KPeamunin i KapRUMUH.

lpuem kpeatuHa noBebiwaeT paéoTocnocofHOCTL
SproreHHLie CpeacTBd — 3TO BELIECTBA, KOTOPHIE MORBIWAKT
CKOPOCTh, CHITY MM BLIHOC/AHBOCTS CMOPTCMeHA. MHOTHE M3 HUX
ONACHb! M 3aMpelueHbl K MCNOJL30BaHWID, MHeHnus nporuBope-
MMBbI, TEM HE MCHCE MHOIME YUCHBIG CXONATCH Hit TOM, UTQ Xpea-
THH — €AHHCTBEHHGE IPrOrCHHOE CPEACTRO, ANS KOTOPOTO HAYMHO
ACKa3aHO €ro CBOHCTRO NOBLIWATE PaboToCNoCOOHOCTL KAK MpH
CIPUHTEPCKHX, TAK H MPH NPOAGTKUTEALHBIX HATPYIKAX.

[Mocre Toro kak AT® rufpoAH3YeTCa IS BEICBOBOXKIEHHS IHED-
THH, HEOBXOIMMOB /LIS CORpALLCHNA MBILIL, B KIeTKiX obpasyerca
W Haxanansaercs AJdDP. Ho AJ1P Toxe CONepXHT IHSPTOCMKYIO
o-thocpoanruapuamyio cedse (pue. 14.1). MMpupoga u3obpera-
rejibHa: 3Ta 3HEPrvd CTAHOBMTCA AOCTYTIHON MOCAE TOTO, KilkK
B aHA3pOOHBIX YCiopHax /e Moackynsl AIND non neiicTeuem
azeruAaTknHasel obpasyior ATD (puc. 14.5) (panbuie dGepMenT
ANEHHIATKHHAZY HA3LIBAIH MHOXHHAION).

AHaapo6KeIA CHHTE3 ATO: cybeTpaTHoe GoCqOopHIUPOBaHKE, CHHTED ATG u3 OCOKPEATUHA, ANSHKUNIATKUHAIHAR PEAKUMA 39
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Pue. 15.1. Cxema CTPOEHMA MHTOXCHIPIHH

CunTes ATD B geixaTensHol Lend nyTem
DXMCAMTENBHOTD hocthopunUpOBaHNA

MuToxoHApYA

Muroxonapus (pue, 15,1} — 23710 opraHe/ina, No pasMepy cono-
crasnMas ¢ bakrepuaibrodl xkieTkoil. [lpuMeuaresiniio, MTO ¥
MHTOXOIIPHH ecTk ape MemOpanul. Hapyxnaa memdpana npo-
HH3aHa MOJIeKYJaMKu mopaHa. TTopHHbl 0DpasyioT KiHillbl, TIO
KOTOPbIM Uepes MeMBpaHy MOryT [IPOXOAHTE MOICKYAL © MaCcok
venee 10 xJda. Buytpennas membpasa TIPAKTHYECKH uenpo-
HHUAeMa; OHA o0pa3veT BNAYKBAHMS — KpHCTH. Yepes mryTpen-
Mo MeMmOpaly cBOBONHO MPoXoIsaT TOALKO HEBOIBIIHE MONCKY-
apl — spone H.O n NH; Jinms Hemuorve Apyrse MoOIekyim c
NOMOLUILIO 'L‘?L‘JIKOB-IIL.'IDI.'I'-I(?L"H'I'KOU H YeAHOYHBIX CHCTCM le(‘]COﬁ‘
HbI FIPEOA0IICTb 3TOT Dapbep.

Cuumaenmca, wmo sumoxondpus — npumep 3ndocusrGuoza.
Buyripennas memGpana Mumoxondpun ¢ 3aKm0uCHHBIMN & Hell codep-
KUMBIM K020a-mo 0biia Opeghel auaspobuol Gaxmepuet, Komopan
HPOHIKAG 6 RPUMNMUEHVIO KAEIKY HA PAHHUX MANaX 380/I0ULT.
Coxpanunucs i creQol NPoNMGZD. MGK, MIMOXOHAPUR UMECI] (GOIG
codenmaeninyo AHK (sumidHK), kedupyougno 37 cengg. 24 u3 nux
ywacmeyiom ¢ mpascamn mmdHK, ocmaaswsie kodupyiom Gencu
doixamenssoti yenu. lpusevamensno, wmo motsko 13 us acex fea-
K08 mumoexondpuansuon duxamensnon yeny (@ erezo ux Oosee &3)
saxodupoaanst ¢ MmAHK. Ocmanenwe xodupyem adepnan AHK, u
QHit MPUHCHOPIMIPYIOIMCST 8 MURIOXOHOPUIO U3 HUMOHAAING],

40 A3po6HbIA cHHT23 ATO
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[bixatensHas Lens

Ieixatensnas uens (prc. 13.2) — sduperiigHblA NYTh MOAVICHHS
AT® ¢ ncrnonezopanieM HAIH u ®AJLH,, koTopeie abpazvior-
cA B NPOLUECCe OKHCIEHHS MeTabonNueckoro ¢ToRIHBa» [npesie
BCETO YrAeBOJOB M AKMPHBIN Kiciaor (ra. 20, 31)]. Aeixatenswan
leRb COCTOHT H3 NSITH KOMITICKCQR [, 1L 1, IV » caosmorn
KOMIITIEKCH rPUBOEHAHON (opMi (Kommieke V). [pudoniuinsiii
«MVIILTHKOMITUIEKC» COCTONT H3 cybbennunu F, (cybnennnnua
«iitie) u Fy (cyObeanunua «O», cBI3bIiBAET OAMIOMULIMH).
Hekoropsle M3 KOMIUIEKCOB NBIXATEALHOR UCITH COASPXAT LUHMTO-
XPOMBI, KOTOPBIC TPAHCITOPTHPYOT 3NCKTPOHE! 110 UEMTH. KOM-
naexe [T conepaur untoxpom b, a xomnneke 1V - uutoxpowm a/
a3. Kpome Toro, B TpaHCMNOPTS 3AEKTPOHOB TMPHHHMAKT Yyi-
crie youxiaon (kodepment Q) ¥ uutoxpod C. Bee komnek-
Chl ABINITCABHON LCTH PACTIONOXEHL BO BHYTPEHHEA MemBpane
mMuTOXOHApKil. Komrackeo [, [I1 u IV He Tonsxo nmepeHocHT
AICKTPOHBI, HO TAKXE BBLITOTHSIOT (BYHELMIO MOACKYNADHbIX
MPOTOHHBIX HACOCOB: QHM ¢BLIKAYHBAIOT» [IPOTOHBI M3 MaTpHK-
ca B MeXMCMOPaHHOE NMpOCTPAHCTBO. BHYTpcHHAA memGpaHa
HEMPOHHIACMA, B YACTHOCTH, OHA HENPOHHWLIASMA N7 ITDOTCHOB,
MOBTOMY QMM BOJBPAAKTCS B MATPHMKC TONBKO QjIHMM TIYTEM —
vepes rnpoToHHbIA KAHan Komnnexkca F,/F,, kRortopmii 8 3T1OT
MOMEHT crHTE3NpyeT AT,

[NoToK 3neKTpoHOB yNPOUIEHHO TOKazaH Ha puc 15.2. B ra. 16
OIHCAHO0, KAK MOTOK 3ACKTPOHOB — MEKTPHUECKHIT TOK — MpH-
BOINT p AEHCTBHE NPOTOHHBIE HAacockl. M HakoHew, exeMa Qbrxi-
TC/ABHUA UENH B BUAE KaPTHHOK W3oDpaxeHa wa pue. [7.1.



oo Komnnexc |

1

cHo!
Hy—C-Co0

Manart

Oxcanoauetat+—
[ale ol
d=o .
- &-coor

HCH Komnnexc il

Puc. 15.2. TpancnopT 2AeKTPOHOR B ABIXATETLHON 1IENH.

Komnnexc 11 Komnnexc IV

Oxic- ‘>

Boccranoe- BoccTaHoa- o
NEHHLIA T NeHHbIA NEHHLIA
umroxpom bfcy W umoxpom\'—c\ LmToxpom aj/as N/ 21+
Oruc= A Boccranos- Onnc- .
nenHed +— NeHHbI s NeHHbLIA ._/ w M=)

UMTOXpPOM b/CH LHUTOXPOM C LUMTOXPOM a/as

Ha cxesme mokasad 1MOTOK 3¢KTPOHOB OT Il[)l’l\luﬁ_\“lo‘lllhl\' MeTaboRUTOB IHKI:

bopebea (ManaTa W CYKUMHATA) K KHCIOPODY [0 UENH NEpeHoca 3MeKTPOHOB, uepeld koMmiexes [, 11, 11,

HWH MHTOXOHODHMW
pPasiHYHBIE HAPYWEHHs IbINaTeAbHOH nern.
lHorie ¥3 Hyx HACHENCTBEHHO MERenainTed Mo MaTepHHCKOH
HHH, MOCKOJILKY BCE MHTOXOWIPHH 3HIATHE MPOHCXGAAT
MUTOXOHAPHIL sfiueraeTK. [IpH deieHtn KIETH Thicsyn
iekyin MTIHK cayuaiiHbiv o0pason pacnpeiciiqIiorcs Mesliy
SCPHUMHE KJACTKAMM, MO3TOMY pasible TKAHM MOTYT COdep-
L 0Th KAK HOPMILIBHEIC, TAK M MYTAHTHRIE Modekvin wTlHK
70 COCTOAHME HAZbLIBACTEH TeTeporaasmden). Beneacrrue atoro
(HIYECKASI KAPTHHA NPH TaKWUX MATOMOCHMSEX OYEHD HIMEHYABA.
ALY B SAEPHBIX [EHAX, KOAMPYIOLWHX DeIKM ALIXaTeAbHOR
i, NePEIIOTCH N0 AYTOCOMHOMY THTY M OBBIMHO BLI3BIBAIGT
12 TSDKETbIC HAPYLUSHHSA.

ATONOI

IECTBYIOT

f20di4a 3puTenLHOrD Hepsa NeGepa
Dia spuTensHoro Hepsa Jebepa BLIZRIBAETCA MYyTalHel
scTRa MuTOXOoHIpHanbROH JIHK, xoTOpwiH KOaMpyeT OOHY W3
c1uHUU xommaekca 1. OT 3Toro HapylleHHA ABIXATCIBRON
MHTOXOHAPHI CUNbHEE BCEro CTPAlaeT, MO-BHAHMOMY,
MBI HepR. Bosre3ne nponanfeTes BO B3pOCACM BO3pacTe
BOIMT K [TOTEPE 3peHuA,

WeTOXOHAPHANbHAA HUE(ANOMKONATHA, NAKTALMADS

¢ sscynbTONOA0GHSIE 3MM30ab! (CHHApOM MELAS)
1Ha cuuapoma MELAS — mytaumwa rena mtIHK, xoawm-
Zoro nedumHoByle TpaHenoprhyio PHK muToxoHaophi. Dra

MYTAUMA winser Ha Tpadcasuno MrAHK. o mosTosmy np# cuu-
apose MELAS Hapyiena crpykTypa BCCX KOMMNEKCOB JAbIXATeNb-
HOW uenH. Kpome Kommaekca I, KOTOpLIA NONHOCTBIO KOLHPYET-
CA SIACPHBIM FEHOMOM.

bonesub Jlu

BonesHn [In — nereHepaTiBHOE 3a801eBaHHe LEHTUTBHOH Hepi-
HOH CHCTEMEI ¢ XAPaKTePHbIMMH MaTOMOFHUECKHMIE HIMEHEHHAMM.
OBbMHO pa3BHBAETCT B PaHHeM BO3pacTe. 3uboncraHIie TEHETH
YEeCKH TeTeporeHno: Malle BCETC MPUUMHON OCicinHd SBIAIOTCA
MYTAIHM YIACTKOR AXEDHLIX [EHOMOB, KOAHPYIOULNX KOMMOHCH-
T ABINATEABHOH UETIH, OAHAKO B HEKOTOPLIX cayuasx BojeiHk
JIv pa3BuBaETCS M3-32 MYTAUAR MUTOXORAPHANBHBLIX reHoB. [1pu
Bosie3ny Jn MoxkeT ObiTh Hapymena aktwsAecTh AT@-cATETA3LI
(kommitekea V) win komnaekcos I, I, TII, TV. Mpu Hekotropoix
hopmax Bonestu JIM MMEIOT MECTO BapylleHHA AKTHBHOCTH NHPY-
BaTaerMAporenassoro komnaekca (tn. 30).

HenoctatoMHoCTh MHPYSATASTMAPOreHa3HOID KOMILIEKCA [PH-
BOAMT K ROBHILICHWIO B KPOBM KOHLUEHTPALUMI NppyBaTa, Nak-
TATa M A1aHWHA. ¥ HEKOTOpLIX QONBHLIX HAOAIONACTCA Yyyylle-
HHE COCTCHAHHA MPH NpHeMe NHNOSBOH KHCHROTH WHH TUAMHHA
(koGrepMmeHTOB nMpyBaToeriaporenasHoro kommiekca). C orpa-
HHUCHHLIM YCTEXOM NprMeHdeTea fedelne KeTOreRHOW HMI-
KOYINIEBOAHOK DueTo. (Kemonoseie meaa Aeeko Rpoxodsm cemd-
mozHyedanuveckud Gapsep, w npu ux xKamaboausisme obpasyenmics
aemia- KoA He30aucumo OM RUDYBAINOEUNOENAIHOE0 KOMIACKCA.)

A3pobHLIA CHHTeS ATD 41
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Puc. 16.1. Buocuntes ATO nytem okMeanTelblore Qgocdoprinposanmsa (vacit, 1).
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3He[rAn NPOTOHHOTO TOKA MCMONb3YETCA
AT®-currerasoi (F,) Ana caHTeza AT

U3 AN1D u neepranuugckoro tocdiara (@)




wiHTe3 ATD B AbIX@TCABLHOH UEMi, B KOTOPOM MpHHMUMA-
VIICTHE KaK MOTOK 2/ICKTPOHOB (¢ ). TAK WM NOTOK TMPOTO-
(H"), NpOoHCXOAHT MYTEM OKHCIHTENLHOro (GoCdopHIHpO-
waanA. JsINATEIBHAN LENE COCTOMT M3 YEThIpex KOMIICKCOB
[ 1L, TII, TV) o ctpyarvpbl rpidoBuasoil (opmer — AT®-
waTaza ¢ cyopeannuuamn Fo/F) min komnaesca V. koTopslit
sresupyer AT® w3 ADD uw neopranmyeckoro gocdhara (D).
#c BYACT PaccMOTPEHO, KiK CO37aeTcs MOTOK MCKIPUHOB ki
TOTQHOB B ABIXATCLHOM HEMM: TepRbiil HaYHBaeTed 0T KOM-
=kea [, nropodt — oT Komaexea 1,

Komnnexc | :
lotok 2nekTpoHoB Hauukaetea oT HAJH. Dueprus Uis cuuTe3a
LT posHMKAEST Draroups pasIc/ICHHIO 3Upsiiol i KoMILiekee 1,
OPOE BbILIBACT JIBHKCHHEC 3NEKTPOHOB (DIEKTPHUCCKII TOK)
npoOTOHOB (NPOTOHHLIT TOK). MonekyIsApHLIE HACOT KOMILTEK-
| BBIKAYMBACT YE€TLIPE NPOTOHA B MeXKMEMOPaHHOE MpPocTpaH-
creo. Opyrue komriaekest (111 # VI) Toke BBIKaUNBAKOT NMPOTOHBI
feAMeMBPAHHOE MPOCTPAHCTEO, B ODPASYCTCSl INEKTPOXHMIt-
SCkMH [pafgMeHT TPOTOHOB; B KOHEUHOM HTOTE BCC 3TH NPOTOHDI
apallaoTes obpaTHo Yepe3 NpoToHHbIH Kanan ATM-cuHTa3b
oo mke). B xomnaekce 1 anekTtponnt nepetiocates ¢ HAIH
vOHxunon (Kogepment Q). dea anexkTpodHa W OB3 [POTOHA
CTAHAIMBAIOT yBHXMHOH 10 vOouxunona (QHz). # véuxunon
(ALTCS B TOMUE MemOparb! K womnnercy [11.

Komnnexc i
Totok npotoHos HavHuaetes ot WAIH,. Komnnexc [1 coaepxmn
D40 B BHIE NPOCTCTHYSCKHX [PYNI HECKONBKHX Aeri/IpOreHas
MPUMEP, CYKuMIATAETHApeIeHass). ItoT DA/ BoCCTuHAaB-
acres 40 (RPAJH,. Jlanee komnacke I mepejgaer 21eKTpo-
youxuuony (Q) ans nocielyioulero nepeHoca IACKTPOHOD
coMmibieckey LI, Apumenanue: kosmaexc Il we soikauiigaen npo-
Thi,

Komnnexc (11
pOJIM ACHOPA 2NEKTPOHOR BLICTyNaeT youxnuor QH.. xoropuri
P FTOM OKMCHsieTes 10 yOuxuuoua Q 1 B 9ToM RIS MOKET
VIBPATHATECS OBPATHD H MPHUHMATE CIEAVIOULVE 11apy WICKTPO-
a1 MPOTOHOB. Youxiiron NEPEIAET TEKTPOIE HH WHTOXPOM,
LOTOPLIH TPAHCNOPTHRYVET MX i KoMmiieke [V, [TpoTOHHBIR Hicoe
coniierca 11 puidpackiBaeT 4 NpoToHa B MexyeMOpatnoe npo-
CTDAHCTBO.

Komnnexc IV

LICKTPOHbI, MOCTYAMBIME OT LMTOXPOMA €, IEPELIOTea KiC-
POy, MW KHCIOPOL [OMHOCTLIO BOCCTAHARINAISTCH ¢ 0Opaio-

vanmes Boabl, Kommneke [V pmbpacuinaer B wesmemtpaHioe
POCTPAHCTRO TONBKO 2 MPOTOHA.

21D-cuHTaza (komnnekc V)
LOMILTEKS COCTOHT M3 ¢HOAKHN rpuba» — cyOnenuimin Fy,
SHAIIEH MPOTOHHBIA KAaHAl, H M3 «BRIOYKION YacTies —
cumraset (wan Fp). Cviseaunuua Fo moayuing cuoe Hlipa-

HHEe DRarojJaps TOMY, UTO OHE HMHIHOHPYETCS OAHTOMHLMHOM,
a cybwennmia Fy Ouliia nepeoit 0TKPBITON W BELISICHHON «(ppaK-
LMeli» cpefln Beex WICMeHTOB IbixaTensHol uenu. lMoTok npo-
TOHOB MPUXLIHT Y¢pe3 NPOTOHHLIH KARAN W AITYCKACT MOJIEKY-
TIAPHBIH ABMIATEAL, KoTopeli sactaniser ALD u @, pearupopats
OPYT C APYTOM, OGayd sMonekyis AT,

Y1obpl cuntesnporarte oany monekyay ATD u TpaHcmopTH-
poBaTh € B UMTO30/bL, Tpebyerca 4 mporoHa. [Ipu okucneHuy
| smonexvaw HAIH™ peiceoBomasctes 10 NpoTOHOB, 2HEpTHH
KOTOPBIX Z0CTaTOMHG 11 0Dpasopanns 2,5 sonexyn ATD. MMpu
okucaeHHn | mosekyvisl DAH, seicBofiokIaeTcs 6 NpoToHOB,
SHEPIHH KOTOPBIX AOCTATOMHO W11 cuuTesa |5 monekyn ATM*,

YTeyka anexTpoHOB NPUBOAMT K 06pazoBannio
dKTHEHLIX Li]ﬂi]?-'. KHChopoaa

IlpusepHo 2% 3/CKTPOHOB BbICROBOXAAIOTCH M3 IbIXATCARHON
LEeNH ¥ CBASBIBAOTCA HEMNOCPeACTBCHHO € KMCopoiomM. cbpa-
3ya akTHENLIC dopmul kucaopoaa (AQK) (rn. 18). Ecan pabo-
Ta AblXaTcabHOH Uenn HapyweHa, ADPK obpasyiotes b Gonbiuen
KOMMYeCTBe. DTH BeLUECTBa NOBPEKAAIOT MUTOXOHADHH, BhIZLIBAS
BCe DOJIbIINE HADYIIEHHS AbIXATeNbHOH Leny. BosHuKaeT nopo-
HBIT KPYT, M B PESILTATE M3-30 HAKOTUIEHMS] Pa3TMYHLIX MOBPEX-
AeHWH mon delictanen A@K 1ipoHcxoauT cTapeste KIEeTKK.

OeixarencHeie Agsl
BewecTea, koTopiie wurnGupyior obpazosanie ATO, notenum-
AMbHO TOKCHYHDLI T ODIH?IH’-\-IH.

AMuTan 1 poreHonl OJOKMPYIOT TPaHCNOPT SAEKTPOHOB ©
Komojerce [. POTCHOM BBIACAAIOT M3 KOPHCH pacteHust Acppic
(Derris scandens) M HEPLAKO MCIOALIVIOT B KOMCCTHE NPHPOI-
HOTO nectTHiniaa. OH MANOTOKCHYEH L5 MCHOHEKA, [MOCKQILKY
MI0X0 BCACBIBACTCA B Kelvapyuo-mumedios vpakre. QnHiako
POTEHOH #a0BKT L1 pel0, Tak kakK ObICTPO BCACBIBASTCH Heped
#uBpbl. K TOMY #e NPy 101roBpeMeHHOM BO3ASHCTRHI POTCHOH
OMACEH M AAN JeNOBCKE, TAK KAK BLIILIBIET paipuTHe Gonelmny
MapruHcona,

AHTHMHUMH ONCKHUDYET TPaHMCMOPT 2AEKTPOHOB B KOMINEK-
ce 1L

Unanumst (CN ), yrapueiii raz (CO) u asuast (N47) surudupy-
10T KoMmtere [V. T1oa oMy NPy OTpaiiciniin UHAHKIOM BI0KHPY~
10TCA 43p00HRE MeTaloIMUSCKIE NPOULCCCHl, HECMOTPA Hil TO UTO
KDOBL JOCTETUMHO HACLILLCHA KWceaoponoM. M3-3a oCTaHoBKH
22p0GHOTe MeTabONH3MA BCHOINAA KPONL NPHHHMAET LBCT apTe-
pHATbHOI kporr. Kpove TOTO. HaGIHUIASTCS THMNEPBEHTILISLIMA.
NOCKWIBKY Mi-31 HAKOTUIEHMS MOJIOHHOIT KHCAOTBL CTHAVIIHPYCT-
CH ABINETS/IBH I UeHTD.

Oanromuimn 610KupyeT HpoTorusii kanan (Fy B kommnexce V)
M HC JI3€T NPOTOHAM BO3Bpawarsbea B Marpukc, [Noatomy ATO-
ciHTaza (F,) tepseT cnocobHOCTL CHHTe3nponaTh AT,

B oteuccraennny yueBHNENN GHOXMMIH NPHHATO CUMTATS 3TH
JHAMCHHA PABHBISE =35 B «2e COOTHOTCTBCHHO, T.¢. 1IPH ORHCIGHHI
I moaekyn HAIH ofpasverca 3 sosekyaw AT®, o npy okHemenmnn
DAIH, — 2 monesyast AT, 470 OTPAAGET TCOPCTHUECKMIT MAKCHMRM
cunTedn AT®. (Fpuuer. ped.)

BuocnHTes AT nyTem oxMcNMTENEHOTO hocd0PUNUPOBAHNA. HacTh | 43



buocuntes AT® nyrem OKUCAUTENbHOrO
thocchopunupoBanua. Yacrs li

B x0fe OXHCAKTENLHO-BOCCTAHOBHTENbHEIX peauum‘u
| (AnA npuMepa NPREELEHA MANRTREMHAPOrEHAZHAR

peaxuws) o6pazyerca HAZJH, koTopetd nocTynaer

B komnnex; |. B kamnnexce | NPOHCXOGHT paipeneHug

3APAK08; NPOTOHbI BLIGPACLIBAKITCA 8 MEXMEMBPaH-

HOE NPOETPAHCTBO0, @ INEKTAOHLI BOCCTAHABNHBAKIT
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O6BEMMHATCA B Monekynpl ATP.
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|| | QuuuTporbeson pasobwaet npoyeces OKHCIH- |

{5 | MHTEMLHOTO (DOCHIOPHNKPOBAHKA H TPAHCNOPTA
JNEXTPGHOB, BLIBD/A NNOTOHBI B MATPHKG
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BHTONORDHE

Puc. 18.1. Duistpocheron v pazobiaoinnii 6eloK paioBilaloT Npolecchl OKUCINTEARHOR0 QocdopHANPOBAHHA | TPAHCMOPTH 3NEKTPOHOB.

Yreuxa npoToHoB K INEXTPOHOR M3 AbIXaTENbLHON

Uenu
Mt YIHAOK W3 MpeAbLIAYIUHX [ak, Kakylo palib HTPAET NOTOK
QACKTPOHOD W NOTOK [IPOTOHOB B npouecce CHHTE3A AT(D H3
AJdD nytem oKHCAHTZILHOrG (pochopuanporaug. OLHAKO
Hen3bexHO BO3HMKAIOT CHTYAUMM, TIPH KOTOPLIX MPOWCXOONT
yTeyka AdO MPOTOHOB, AW00 MCKTPOHOB U3 JIbLIXATE/ILHOK Nenu.
YTeuka ApoTOHOB MOBBILIAST TEMAONPOAYKIIHIO, YTCUK:E 3JEKTpo-
HOB DPHBOAHT K ¢Opa30saHm0 AKTHBHLIX ops Kucnoposa (ADK),
NGTEHLIWANIbHO GYCHb TOKCHYHBIX.

Vre4yxa npoTOHOE W TENNONPOAYKUWA

OuHutpodheqon

Bo ppema IlepBoit muposod Boiitbl v padovyWx BOSHHLIX 33BO-
JIOB OTMEYATH TOBLIWEHME TCMIICPATYPLL M MOTEPK MACCHL TEAa,
MpAuHOI 3THX HM3MeHeHn Opul nuHUTpodeHon — B3puIBUATOE
BELUECTBO, KOTOpOe MPOM3BOMILIM Ha 3asogax. brnaromaps cio-
cOOHOCTH «[IOBBILATL CKOPOCTE MeTAbONHIMay AHHHUTPOdEHON
[AKE CTAWIM WCAOGNLIOBAThL B MpPenaparax AN CHUXKEHHA MACCh
Tena, Ho B [930-x rr. OH GBI 3aNMpelleH M3-3d4 BPEAHBIX NOGOU-
Hbix 3dekros. JHHHTPOMEHO BLI3LIBACT YTEUYKY TPOTOHMOB
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M3 MeXMeMOPaHHOTe TIPOUTPRAIICTBA B MATPHKC, MuHys AT@-
CHHTA3HYID cHcTemy (pHc. 18.1).

AuHntpodernon — «pasobluakclice Beislecrsos: OH pazobuaert
npomece TPAHCNOPTA IAEKTPOHOB ¥ OKMCAHTENbHOe docdopuinpo-
parme. B acamemOpanHoOM NpocTpaHCcTRE MUTOXOHAPHH OTPH-
UATEMLHO 3APHMEHHbBI! AHHHTROGQENOAAT-AHHOR NPHCOSIH HAET
TPOTOH, 0Bpa3ys AHHHTPOhEHON — KUPOPUCTROPHMOC BCUICCTBO.
KOTOPOE MU(DDYHAMPYET “epe3 HHYTPEeHINoI0 MeMOpaHy MUTO-
XOHAPHA B MATPHKC. B Marphkce IHHHTPOMEHON ANCCOLHUPYET.
RECBOGO#AAS TIPOTOH. Takitd obpasom, OUHUTPOdEHON YHHY-
TOKUCT TPAINEHT TIPOTOHOH. A JHEPrUs, KOTOpas MOria BbiTe
uenolibloBaHa ast cMHTeza ATE, pacCeHRAESTCA B BHIC TETIL
TMostoumy pabounc BOSHHBIX HBOAOR K CTRLLUTH OT ITORLIIIEHIE
TeMACPATYPLI Tena.

Pazofiwatowmi Genok

Pazobwaroummit Gemox-1 (1pyroe HazpaHHe — TePMOTeHRH) OGHE-
PYAEH TONBKO B BYPOM XHpEe mieKonuTaiomux. OH oTeeTcTier
30 TEMIOMPOLYKUHIO TIPH AEHCTBUM X0101a 6e3 NoSIBNeHns Apo-
AaHua, PazoBwakommil benok-1 obecreunBaeT NOTOK NpoTolo:
13 MERMEMOPAHHOTO TTPOCTPAHCTBA B MATPUKC, ¥ IHEPrHA npw
3TOM pacceMpaeTes B BrAC Tenaa (cM. puc. 18.1).

4TO NPOMCX0ANT B CNyYae yTeSKY NpOTOHOR MMM 3NEKTPOHAOB M3 AbIXATeNLHO% Uenu



— He#tpodhun

@ tharouuTupyer

GaKTEPKIO

AN KneTounasn
Memipana
HedTpothuna

Darocoma

Buytpu tharocomer -—
GaKTepuAa paspy-

WaeTCA . X
Membpana
02 -
“mﬂ"\ [~ WpoARqecHAR
wewnaze | | BbI3BAH HEROCTA
TOYHOCTLID
HAAEH v HAQ®H-oxcugassi
0,
Cynepokcua-aHMok =23 MBMﬁpaHa
. tharocome!
v
H202 ....................................... - H202 2"'20
Mepokewn, sopopoaa k
—

HGCI

XNOpHOBATHCTER KHONOTA

P

- YbuTas
QcCi
TUNGRIIO P4 - RHMOH GaKTepus
{cunbHBIA aumcen-rux)'

) CLER
Gaxrepun il

#.--

y ¥
GSH
BOCCTAHOE- G55G
nexHA  OxacneHHR
FAYTATHOH [AYTATHOH

HAO®Y HAADH

Lo

Fmoxcao-  oxoao-
6-thocdar G-doodo-
FROKOHAT

w 18.2. «OMCaMTEABHLIA B3pbIB» B (barounTax yoHBaeT GakTepHH,

et o6pasoBanue aKTHBHbIX thopM Kncnopoaa (ADK
ADK ouenn tokenyHn. OBpazoeaune ADK u ux spemiioe noi-
AeHCTBUE Ha OPTaHW3M MOeApOLGHO onMuMcansl B TN. 19, mar wno
YHINAMEAU CHA4ARa Mo2ym udyuums codepycante 24. 19, a nomom

BEDHYIMOCA K 3MOMY MEKCINY.

HbixaTenbHan Uenb OCHOBHOW MCTDYHHMK ADK

Teoperadeckl MONEKYIAPHBIA KMCIOPOI ACIKEH MOJIROCTLIO BOC-
CTAHABNWBATHCA B KOMIIEKCE [V UETHIPEMS 3ACKTPOHAMH, 00pa-
3va BOLY W He 0Opaszyd IPYrMx NPOMEXYTOYHBIX COENUHEHMH.
OnHAKO WHOTAA NMPOWCXOAHT YACTHYROE BOCCTAHOBJIEHME KMCHO-
pola, M 06pasyioTca CYNEpOKCHA-AHHOH-PajRKadel (cM. . 19).
Kpoume TOro, MHOTAA yTeYKa 3JEKTPOHOB [MPOHCXOAWT U3 KOM-
nnekcos | v I B peakuMax ¢ yOMXMHOHOM, M 3TH 3JCKTPOHBI
TOWe BOCCTAHABIMBAIOT KUCNOpon. B uenom okono 2% moneky-
JAPHOTO KMCNOPOAA B KIETKEe MePEXOAuT B (HOpMYy cBODOIHBIX
CYTIEPOKCHIHBIX DATHKAIOB, M Npupoaa pa3paboraia 3allHTHLIC
MEeXaHK3Mbl, YTOOb MIGARUTECA OT HUX. DEepMCHTB CYIEPOKCHIL-
BHCMYTAasd, rAYTATHOHPEAYKTA3A M KATanaza HeHTpaiu3yloT ofnac-
Hele ADK,

Monesybie ¢BOKCTRA ADK: npH 0XMCANTENBHOM B3pbiBE

06pasyeTcs Ae3MHHLMPYIOLIMA pacTBOp

Xots ADK ouedb TOKCHYHbI, OHH MOCYT OLITh MOJE3HbI A5
OpraHM3ma, B KAYeCTBe MPUMEDPA PACCMOTPHM «OKMCNUTEBHBIH
B3pPBIB». «OKMCAMTENbHBIA B3DBIBY — 3TO BHE3IAMHOE PEIKOE YCHU~
neHue as’pobHOro Metadonmima ¢ obpasoBaHUeM XJTOPHOBATH-
CTOH FMCNOTHI, KOTOpas yOMBAET NATOTEHMBLIE MUKPOOPTAHHIMEI
(pMc. 18.2).

ParouuTel — Makpodary M HEWTPOMMIIbl — 3AUIKLLAIT Opra-
HH3M OT NAaTOMEHHBIX MHWKPOOPTraHU3IMOB C NOMOLWBIO MHKDPO-
BHUMIHBIX NENTHAOB W JAWUTHUCCKMX (epMEHTOB. OHMW TaKCKe
NpoldyLuHUDYET OQKHCIHTENH, oﬁnaﬂ.momwe MHKpOﬁHLlH}IHbIM
AeHcTEMEM. MX CHMHTC3 CONPOBOAAAETCA BpPEeMEHHBIM YCHIEHW-
€M OKHCIMTENLHOTG MeTaD0MM3AMA — «OKHCIHATENbHBIM B3pPbIROM>
(cm. puc. 18.2, Bonee moapoBHo — cmM. puc. 19.1). Heltpodunel
GarounTHpyOT DaKTepHH B OrpaxAeHHyK Membpano#l aroco-
My, W Ha MembBpaHe darocomsl akruBupyeTes HAJIMDH-okcunasa,
KoTopaa oDpaiyeT cytniepoKcHA-aHrousl. DepMeHT cymepoKCHIIHC-
MYTa3a MpPeBpallacT CYNepPOKCHR-aHMOHB! B KMCIOpOd M NMEPOK-
cHl Boaopona. B HedTpounax (HO He B Makpodarax) Takke
COMePUTCA (PePMEHT MHENOMEPORCHAAZA, KOTODPHIH KAaTaimu3u-
pyeT OKHCAEHHE HOHOB XJIopa MepOKCHIOM BOIOpoia ¢ obpalo-
BAHHEM X1OPHOBATHCTOH KHCNOTHE (a-14, WMEHHO ITO BELUECTBO
AE3HHQUUKPYET BOAY B BacceiHax M MCIONBIYETCH KaK DBITOBOH
orbenuparens!), [IpM AMCCOULMALIM XJIOPHOBATHCTON KWCNOTHI
00pa3yioTCA THNOXIOPHET-ROHL, KOTOpPbIE YOWBAOT MEKpOOpra-
HH3IMBI.

XPOHHUECKMI rpaHyIeMaTo3 — peakoe 3abosesanMe, Clie-
ANEHHOC ¢ X-XpOMOCOMOH, NPH KOTOPOM CHIDKEHA aKTHBHOCTL
HAI®DH-okcHaass. M3-3a atoro sakpodard w HelTpodn-
N B 3HAYMTENbHOR CTCTIEHH TEepPAIOT CBOK CNOCOOHOCTE yOM-
BATb MMWKDPOOPraHM3MBl., bonbHbple ©CODEHHO BOCTIPHUHMYMBLI
K MHbEeKuUaM, Bei3biBaeMbiM Mycobacteria, Escherichia coli v
Staphylococel, NOcKoNbKy 3TA BaKTepHH CUHTEIMPYIOT KaTanasy,
KOTOPas 3alUMILAET HX OT NEPOKCHAA BONCPOAA, NPOAYLMPYEMO-
10 GarouuTamH.

YT0 NpOMCXOAMT B CNYYAE YTEYKK NPOTOHOB HRY 3REKTDOHOR M3 AbIXATENLHON uenu 47
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Cnopofa v ceooofl MK anNkI
AKTHBUBIM hopMmam Kuciopona» (ADK) oTHocaTes cieay-
2 COCIMHEHMA:
CBOMOAHBIE PAAMKALI, HANPHMED TMAPOKCHILHLIH pailiKan
“OH (npumeuanue: se nymaime cudpoxcuabkbm paduias ¢
udporcciasroty twonos O, smo paznwe coedunenus);
HoHbl (B YacTHOCTH, runoxyoput-non ClO™, conpakenHoe
CHOBAHME /1A XJIOPHOBATUCTON KHWCIOTHI, AKTHBHbLIA KOMMO-
1T BLITOBBLIX OTOCNIHBATENEH);
CAMHEHHWS!, KOTOPLIE ABTAKTCA OAHOBPEMEHHO H HOMOM, H
SROGOIHBIM PAAHKANOM {(CyTiepoKcHit-annod O° ),
wOJERYJB] (TAKHC KaK [tepokcHa poaopona H.0,).
Crobonnsiil pagukan — 370 N1060€ CAMOCTOATCIBLHO CYUIE-
HILCE COEAMHEHWC, KOTOPOE HCECET HAa BHEWHe#d opbuTe
1 OLI OIHH HECTIAPEHHbBI 2NeKTPOH (0B03HAYACTCHA TOUKOH +).
GCHHO CTPAJAIOT OF AcHCTBUSL cRODOANLIX PAAMKIIOR HElHa-
CLUICHHBIE KMpPBL: BOJIEHCTBME Ha HMYX CBODOOHBIX PaIHKLIOB
THBGIHT K MEPCKHCHOMY OKMcIeHMIo nHnuaoB. Croboausle
LUHKLBL — QUEHD HECTAOMIBHbBIE, KOPOTKOMHBYILHC MOACK /1B,
OphLle IPaKTHYCCKW CPaly peardpylor ¢ GRIKaHWKMI MoJe-
IMH, BbI3bIBAY TOBpexacHHe KAeTKH. Y100bl BOCCTAHOBWTL
0 TIapy 2JCKTPOHOB HAa BHewHell opOure, ¢BOBOMHLIA pain-
L1 3BUpaeT WIEKTPOH ¥y coceaHel Monekyvanl. Ho Teneph ywe
48 MOJIEKY/la HCCeT HeCTapeHHnlll Jexipoi M CTAHOBHTCA
cochonHbid paankaioM. [To uenHoil peakuny 2NeKTpoH nepe-
STCH OT OJIHOH MOJCKYAbL K OPYIoH, HAPYUIAd YCTAHOWICHH LIS
wOHBl W nopsiack B wkireTke. M peayasrtatom stnx achereuil
£CT OKA3aThCA MOBPEXRACHHE KACTKH.

r

Jpa30BAHKWE CBODD]
OeixatenbHas uens
ABIUTENBHAA UL — TJEABHBIA HCTOUHEEK cROBOILIY PRUIMEA
B KHCopoad. TeopeTHuecEn MOASKYIAPHLIT KHCIOPOL 400
£CH TI0JHOCTBIO BOCCTAHARIMBATHCA B KOMILICKCe IV ueThiphas
CKTpOHaMM ¢ obpasoBaHuest BOILL W 0¢3 0OPa30oBaAHNH KakHiX-
D0 APYTHX NIPOMCHNVTOuHBIX coennpcHuil. Ho uroraa xnciopoa
ICCTAHABAMBARTCA HE MOMHOCTLIO, M 0DPasylTea CYICPORCHI-
HOH-panukaThl. KpoMe TOro, 3a«acTyvio ¥ieyka ZICKTPOHOB
pOHCXOINT W3 Kosmmiekcos I u [1 B peakinax ¢ YOHXHHOHOM,
ST IEKTPOHBI TOXC BOCCTAHABIHBAIT Kiciaopod. B ierow
LOUIo 2% MOJEKYAADHOTO KMCNOpPGIia B KAETKE MepexoiliT B
oty cBOBOAHBIX CYMEPOKCHA-PAIHELINE, ¥ OpHpoia paipiado-
TAUTE BAUIMTHBIE MENAHM3MBI, YTOOLI H30aBHTECH OT HILX.

HeIX pPagnWKanoes

HoHu3upylowee Hanyyenue

Ecoiy H,O v O, noasepraioTest BoIeficTEHI0 HOHKIHPYIOUIETO
Halv4eHda, obpaiviotes cBODOAHRBIE PATHKATHE JTOT NPHHINT
MCITOAB3YCTCS B TYMCHOH Tepanuu pakd, XOTH M3ITYMeHHE MOXeT
1arvOHO BIHSTL W Ha 3M0poBble kicTkl. TTpH ayuesoll Tepainim
CBODOIHLIC palHKalIbl B GONLUIOM KOAWYECTBe oBpasyieyca B
IPHUETBHO 08YYaeMblX ONYXOAEBLIX KJISTKAX, BbI3biBasl NeTaTb-
tule nospexaenns wx JHK

3arpasHAOWHE BEILECTRA {NONJIHOTANTI)

TabayHbiA OBIM COUCPAUT 3MOKCIIB H NEPOKCHAL, KOTOpBIE
MOMYT MOBPEXIATE WiLBEOALL ACTKNN. B TadauHbix cMonay 1pH-
CYTCTRYIOT cBODONNEIE pAlHKANL, o0palOBARLIMECA 12 YMHOHOB
i CEMUXHHOHOR. BnbixaHne HeopraHMyecKiX YacTHIL. HANPHMED,
ICOCCTA, BHI3BIBACT MOBPEXKACHME TKAHM JCIKHX CROGOIHLIMI
DOLLITKBITEN .

Hiwemus MHokapaa n penepy3uoHHee NOBPEXIEHHE
MHOKapaa

Penepdyans — XHU3IHCHHO BAKHBIA MexaHHiIym, Graroaapa KoTo-
POMY BOCCTAHABANBASTCA MOTOK HACKINEHHO KHCIOPOAGM KPOBH
K MUWEeMU3HPOBAUHER TKaHaM. OnHako penepdyind NpHEoInT K
GOPA30BAHUID CBODOIHBLIN PATHEATOR Kitciopotl, CHHTASTCA, UTO
OHM CTBETCTBEHHBI 31 MOBPeXJIeHiie TRAHEN NpH pencpdy3ni.

Wonbl metannos

MoHBl nepexonHbIX METANIOB, 0COBEHHO MOHLI MCAM M Xeledd,
KATATHIWPYIOT 00pa3onaHie ONacHbIX THAPOKCHIBHBIX PalHKi-
nos {(*OH) w3 mepexncd Boropoda B peakuuy Xabepa—DBatlica.
TTOCKOJIBKY KENelo ysacTBYeT 8 OKMCIHTEABHOM NOBPEXIEHHH,
KOHLEHTPALMS CBOBONHLIX MOHOB Xeleda B KNeTKE AOJKEbl Pery-
JIMPOBATRCH XENATOPaMHM XeNedd (HaNPUMED, BHYTPHKIETOYHbBIMH
BenkaMyl, NEMOHHUPYICWLHMH KENE30, HANPHMED (DEPPHTHHOM).

IE pAfMKANkI: NONb3a WNK Bpea?

NonesHoe QeACTBHE CBOOOAHLIX PafHKANOE

CnoboaHble pazukanL,l He BCerla NpHHOCAT BPeR OPraHM3my.
Tak, kKNCTKH HAOTENMsT 0OpasyroT okcua azora (NO-) ans pery-
JAUMMH KROBSHOTO ZaBneHus, IlepoKena poaoposa MCIOTb3ycTeo
B CHHTe3e THpokcuHa. Kpome toro, ADK puiaenaorea Qaroum-
TiMH B Npouecce «OKHCAHTERLHOTO BIPRIBA» DNA YHUYTOKEHHA
NaToreHHbIX MMKPOOPTaHH3MoB {CM. 1. 18).

BpegHoe Bo3fieHCTBHE CBOGOQHbIX PafHKanNos

Kak npasuno, cRoOOAHBIE pagHKanbl MPUYHHAT OpPrakui-
MY BpCl OHH BBLISBIBAIOT MEPEKHCHOC OKMCNCHWE JTHMHAOB W
HApYWAIoT HX CTPYKTYPY, nospexaatoT JJTHK M Bei3bIBAIOT pak.
OKHU;IH]\:.-IbHOG TIOBPpeAIEHNE KJIETOK CBOGO,D,HbIMH palMKa 1AM
MPHBDIANT K MPeRICHEPEMEHHOMY CTAPEHWIO OpraHiiMa M pai-
BUTHIO 11ET0ro palia JCrCHCPaTiIBHBIX 3aloenaHni (‘ILIIIII_' BCCTO
CC]')-‘I_C‘IIIO-COC}’IIHCTb]X). C'de]C ONMACHLIC CBODOIHBLIC POAH K-
Jibl — THapoKcHnbhbie (*OH).

Mexanwimbl 33LWTLI OT CEODOOHBIX pagnKanoe
W aKTHEHBIX hopm KMCRopopa

®epMeHTaTHBHANA 3alMTa

CyHepoKCHITHCMYTA3a NMEPCEOANT CYNCPOKCHI-AHONBI B NEPOK
CHI BOJOPOAA, 2 KATANA1A BBI3BIBACT PASAOKEHME [EPOKLHILY
BOAOPQIA HA HEOMACHYIO [Lisl OPraHi3Ma BOAY H MOICKY/IApHLL!
kncaopon (pue. 19.1). Kpose TOro, nepokcia BoIopeoila pai-
DYLIAETCSH LHTO3OALHBIM (PEPMEHTONM — CeleH3aBACHMOW ITyTa-
THOHMEPOKCANAI0H, H 3TO OCHOBHOW TIVTL VILICHHS [EpOoxCHIa
BONOPGIld M3 KICTKH.

MNepexBaT4uku CBOGOAHLIX PafiMKancs

TepexpaT4MKH CRODOIHBIX PATHKATOB MOJTEKV b, KOTOPLIC
pearsipyioT €0 CBOBOMNMEIMUI PATHKANAMH M 1enaloT Hx Ges-
onacHkMi g opratiava. OcobeHHO BOraThi MMM [IPOLAYKTE
¢ BhCOKHM conepmanuen sutampHoB A, C u E (om. 1. 533, 54
H 58], o TAKAC NPOAYKTLHL, COACPNKAWINC B DOILUIOM KOTHYCCTRE
Takie COeTHHEHHUA PACTHTEABLHOIO MPOHCXOHIEHMSI, KiK tdheHo-
Abl, NOAHQCHOABI, HAABOHOMABL. ITH BELCCTHA HMEIOT BBICO-
KYIO CNIOCOOHOCTE K TIOTIOUIEHHIO PAIHKLION KHCIIOpoaa (oxygen
radical absorbance capacity, ORAC) 1 ARIAIOTCA MOULHLIMI TEpe-
XBATHHKAMH CBOOOIHEIN pATHE&IOB. CHUTACTCS, YTO OHH CHI-
KAKT PHCK PA3ZBHTHA HEKOTOPBIX XPOHHUECKHX NCreHePATHBHBIX
3aBoneBaHKi.

CnocoBHOCTH K nornolwexdwrd paguKkanoe KHCnopoaga,
senuyuna ORAC

OTHOCHTEILHO HELABHO YCHAMNCA HHTEPEC K MOASIHBIM CBOH-
CTBAMY MPOIYKTOB ¢ BhiCOKHMH 3HaueHusasy ORAC, Bemrimna
ORAC — =T0 olcHKa OOUICTo COASPKAHMA aHTHOKCHILHTOD B
nMute (HanprMep, dedonos i suTaMuHos C 1 E), Koropad Bhipa-
*aerca B mMMonb TI/kr, rne T3 — 470 «TPOACKC- IKBHBAIEHT Y.
Tpo/iOKC — BOZOPACTBOPHMbIH aHwlor BuTaMuHu E, Koropniil
OANEnaeT MOIHBIM AHTHOKCHAAHTHLIMH CBONHCTBAMI ¥ HCNOTh-
3YeTCA KAk ITATCHHLIL TpernapaT NPH TCCTHPOBAHMH MHLLERLIY
NpOIYKTOB B NaDOPATOPHBIX YCAOBHSX.

CBOGOANLIE PAOUKRNLY AKTHBHLIE (BOPMBI KWCMOPOAA W OXWCSIMTENLHOR TOBPEMAEHHE 49
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Manat/acnapraTnas 4YenHoYHan CHCTEMa

rauyepothocharian YenHoYHaA CHCTEMA
<A 1H obpasyeTcd B UMTC3CNE bepMeHTOM rMuuepanbaerna-3-

cihatnernaporenasoi. Jid OKUCNeHpMs B ALINATEIbHOR UeTy,
SONPAKEHHOTO ¢ cHHTe3om AT, oH AOMKeH MPOHHWKHYTh B

ITPHKC MHTOXOHIAPHH, OAHAKQO BHYTPEHHAA sMemBpana murto-

HIPMK Henpodulgema jus HARH. DTa mpobGnema penraercs

OIAPS CYLWECTBOBAHHIC YEIHOYHLIX CHCTeM. B3 MamaT/acnap-
TUTHOH UCTHOYHOM CHCTEME 3NEKTPOHLI H TIPOTOHBI [TEPEHOCHTCA
- HAOH na manar, 8 rinuepodocdaTHod YEIHOYHOH CHCTe-

© — Ha rauuepon-3-chocdar.

Manat/acnapraTHan ueiHounan cveTema. LuTosonbHasg mMaraT-
LSTIPOreHA3d NEPenHOCcHT 3MekTpoHbl W mpoToHsl ¢ HAJIH Ha
WRCII0AaUETAT, 00pasysl ManaT. TpaHcnoxKast AMKapGOHOBBIX KHC-

T NEPEHOCHT MANAT B MWTOXOHADHMIO, B3AMEH TPaHCTIOPTHDYH

IIHTO30b CG-KeTernyrapaT, MUTOXOHAPHATEHAS Mataragéruapo-
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reHasa NepeHOCHT 3NEKTPOHLL M NMpOTOHbE ¢ Manata Ha HAA' ¢
obpazosatveM okcamcauetata » HAIH. HAOH oxkucaneTcst B
NbiXaTenbHoi ueny u obecneumsaeT cunTes 2.5 monexyn ATO.
HAns 3apeplucHWe LMKITA OKCAIOALIETAT B PEAKIIME TPAHCAMMHU-
pPORaMMS TIPEBPALUASTCS] B AcrmapTar, KOTOpsIH BbiXOAWT B LHTO-
30NL W TaM NpEeBpallaeTesi B OKCAROAlCTaT.

FanuepodocdaTHas 9eHOUHAA cHerema. [luTozonbHalil dhep-
MeNT rnuuepon-3-docdaTierdaporesas’a MepeHocHT JEKTpo-
Hel 1 npotodsl ¢ HAILH Ha aurkapokcuvauerondocdar. [Tpu
3ToM 06pasyetcs rhuuepot-3-docdar. PacronoxeHHblid BO
BHYTpeHHE#H MemOpaHC MHTOXQHADHH HEPMEHT [THUCPOI-3-
docdaraerinporetaia NEPeHOCHT EKTPOHBL K [IPOTOHBI OT
rnHuepon-3-dhochara Ha cBOK TIpocTeTHYeCky rpynny $A.
Otpaszceaswniica OAJAH, nepeaast mMpoToHbl H 3KEKTROHLI B
IbIXATENLHYIO UETTh, 4TO obeeneunpaer cunTes 1,5 Monekyn AT,
B aroil peakuuu cHoORa obpasyetca OMruapokcuancroHdocdar, o
0BOPOT LIMKNA 3aBEPIUALTCS.
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Pue. 20.2. Manat/acridpTaTHas UEIHOUHAA CHETEMA W IAHUEPodocdaTHAN YeNHOYHAA CHCTEMA MEPEHOENT BOCCTAHOMIEHHDBIE IKBHBANSHTH M3

LLHTO3GJIA B MHTGXOHIPHH.
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AHaapobHoe oKUCNeHue rnKo3bl:
rMUKONu3 ¢ obpasosannem AT® u nakrara
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Puc. 21.1. AraapoBHbT MeTaloni3mM rMoKo3m WM rMHKoreHa ¢ ofpa-
aopaHuen AT,

AH23p00OHbLIA TMMKONK3
[Ipu OTC¢yTCTBIM KMCIOpONA (T.e. & aHAIPOBHERIX VCIIOBHAX) H3
FAEOKO3hI MOKHO NOJsiyuTh 2 Monexyv.inl AT® (puc. 21.1). Oxuako
cravana nortpedverca Hapacxonosats ATD B reKcokuHasaoi u
dochodpyrToknHasnoi peakunax (tada. 21.1). ®pykroso-6-
docdat & nTore PACHIENIAETCS Ha 2 MOMEKYNBI MAMUEPANbAETHI-
3-docdata, KOTOpLIE 3aTeM OKWCIHKTCA raMnepansaeria-3-
docdaraernaporedazoil ¢ obpazobariem neyx monexya HATH.
Hec monekynsl AT obpasywtcs B (ocorAHiepaTKHHAS-
HOH peakiini, eule nse Monekyast AT® — i umpysarkuRasuoii
peakunu. [Tpusenanue. 6 aspodusix yeaosusx HAAH orucinscs
& duxameisioli yenu, oopazyem HAM™ dag editijepaindesud-3-
@ochamidecudpozenaznol peaxuiu (caedyerm novuums, wno HATLH,
u HAIL npedemaecnenst & Kaemyce @ HeGOABILUX KOIMCCINGAN 1t GCOo-
da doancie pequxauposamy). OIHAKO B AHAIPOGHBIX YCIOBHAX
HAILH ucnons3yercs nakTaTnermaporeHazoii 1S BOCCTIHORBIC-
HHA TMHpyBaTa, a obpazosaswuilcds HAIL™ cnora wcnonnivercs
raHuepanbaerna-3-ochariernpporenazon. B nakrtatierwiapore-
HAIHOI peaxkuHy O0pasyeTCH NaKTaT. KOTOPLIH € TOKOM KPOBM
TPAHCTIOPTHPYETCS B MEYEHEb W TOCTVILT B UMKN KopH, rie
M3 HEro B XOJE TAKKOHEOreHe3a CHHTEINPYETCH riIoKo3a (oM.
prc. 21.2).

OBpurHTe BHIMAHUE, UTO KOMA WCTOUHHKOM TNIOKO30-0-
cocpara BbICTYNAST MMHKOrCH, obumi suixonl ATE B aHaspod-
HOM T/THKONMU3C COCTARNAET 3 MoyekyAnl (oM. Tabn. 2]1.2)

Tabauua 21.1. Tlpi aHaapoBHOM MAMKOMILIE 13 ONHON MOJEKYILI
rAOKO3bl odpasyioTea 2 smoneryibl ATE

Buixog AT® npk aHa3pOGHOM OKHCAEHRM FTIOKO3b! 0 AAKTATa
HAOH wnu | Beixog
Peakuns OAIH, \I AT
|l Mexcoxunasa (unw riokoxwuHasa & nevery) -1
E DocfiodpyKToKMHaza-1 I -
n 3-DocthornuuyepaTkuHasa |z =
[} Mupysarkunasa z |
Uroro | 2

Tafimena 21.2. MNpy aBa3poOOHOM TAMKOIHIE H3 QIHOMO [IIOKOZHOT
ocTaTKa rIMKoreHa otpasylorcs 3 Mosckyan ATd?

; i |
Buixog AT® npx aHa3poGHOM OKMGIIEHHM OIHOTO FIKIKNSHOTD DOTATEE
C/IMKOTENa [0 aKTara ; R {
HAOH unu | Boixog
Peakyuna OAIH, AT®

B ooctioboykrokuasa-1 il I =
B 3-@ochornuuepaTkndasa 2 9

|} Nupyearkunasa 2

. | WToro 3
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Puc. 21.2. Upkn Kopu. B Meiuuax m0Ko3a npeobpadyerca B AaKTar. JIaKTaT MOCTynaeT B NeYets, Te CHOBE fTPEBPALACTCA B IOKO3Y. M 3Ta

JI0KO32 CHOBA MOCTYNYET B MBIIULLL.

Merabonuam nakrara: ywkn Kopw

JlakraT nocToAHHO obpasyeTtes W3 TIIOKO3Ll B NPolecce aHAapoh-
HOPG FAMKONH3E B DPUTPOLUMTAX, CCTUATKE M MO3TOBOM BELLECTEE
noueKk., DTOT N4AKTAT CHORA NPERPAAETCA 8 INIOKO3Y B LMKIE
Kopu. JlaktaT neperocutes B rievueHb W [PeBPalNAETCS B [UTHO-
KO3y B Npouecce TAKWKOHEOreHe3a. OOpa30BaHME ITIOKO3LI M3
nakTtata Tpebyer satpatsl 6 monexyn AT® (cm. . 32). Eeau

M3-32 mopaxenua nedvedw uuisl Kopu Gnokupyercs, B opra-
HH3ME HAKANIMBASTCA JIAKTAT W PA3IBMBAETCS! THITCPIAKTATCMMA.
I'uneprakrateMMs YacTo MPOTEKaeT QECCUMITOMHO, U 3TO RECh-
M2 DACTIPOCTPAHEHHOE COCTOAHME, HE MPENCTABASIOUIEE YTPO-
3bl INA ¥M3uu. JIMWb B PEJIKHX CAydasax paspuBaeTcs onacHL it
NAKTALMAO3, C KOTOPbM HE CHPaBrAIorcA OybepHbie CHCTeMbt
OpraHMimMa.

AHa3polOHoe OKUCNERNE TNIOKOILI: TIUKCAKS ¢ 00pa3naanmem ATM y nakTaTa 53
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Prc. 22,1, AHAPOGHLIIA TIHKOAKI B IpUTPOLIITAX.

DPUTPOUHTEL TPAHCIOPTHPYIOT DOMBUIOE KOJIHHECTRO KHEIOPO;lA,

KOTOPHhiM CHaBXKaloT Bee opraHbl yeaoseka. [1o uponuu cynsobl,
CaM¥1 OHM HC MOMVT MCNOIL30BATL 2TOT Kiciopoa. Meroumkom
IHEPIHH 15 IPUTPOLUHTOR CAYXKHT [UIOKOI#, MPH QKHMCIEHMK
KOTOPOI1 B XO/E AHAZPOBROrO MTHKOMM3A B dpHTpOUMTax 00pasy-
etcsi ATD (pruc. 22.1), A3pobHoe OKHCIIEHHE MTIOKO3H B IPUTPO-
IHMTAX HEBO3MOXKHO, TAK KAK B HWX OTCYTCTAVIOT MHUTCXOH/IPHH M
BMECTE C HUMH Bee (hepmMelTh LHKkIa Kpebea. KpoMe Toro, b HUx
OTCYTCTBYIOT TaKXKe (BepMeHThI, HeoONOMHUMEIC LIS OKHCICHMS

KHPHBIX KHCITOT H HCMONL3OBAHHS KETOHOBKIX Tes.

Puc. 22.2. O6pazonanne 2.3-6uchocdormuiepara 8 spiTpouMdTax.

DYHKUMA IPUTPOUMTOR — TPAHCITOPT KHCIOPOA? KO BeeM
oprataM w TKanam oprauuima. Temoracbuu apuwrpounTos
OPOUHO CBIIBIBACTCH C KHCIOPONOM, 00pasysl OKCHremorioDHH
Oauaxo B nepugepHUecKiy TKAHIX IPHTPOLMTLI AOJIKHLI OT/1a7
3TOT KHCIOPOA ApyrHM KAETKIM. D10 ocvIleCTrIsieTcs Oaaranaps
SIBJICHHIO, WIBECTHOMY NON HalBiaHHWem 3ddexta Bopa. Dihpers
Bopa cosnacres Gnaropapa AsyM Qakrtopam: uporonam u 2.3-
oxcochormanepary (puc. 22.2).

l. IlpoTOHLI BBITECHAWT KHCAOPOA HI OKCHIEMOrNOOHHE

PaBovaiommm MbiuuaM Heobxonnm AT®, v nostoMy B i
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HHTEHCHBHO hyHKUMoHMpyeT LHKN Kpebca., B unkne Kpebea
oBpa3yeTesl AMOKCH/ ¥IACPOJA, KOTOPBIH MDOHMKAET B 3pHTNO-
LMTBl M pearnpyeT ¢ BOJOH, QBPiUsys YrOJbHY0 KHCIOTY (2TY
peakUMIO KaTamuaspyer Kapboanruapaza). YronanHas KucnoTa
CAMOTPOH3BONBHO JMCCOUMMPYET, 0Bpaiys Oukapbonat 1 npo-
TOH, YTO MNHBOAHMT K MECTHOMY BO3DACTANMK KOHUCHTDAUHH
npotrotos (H™), T.c. notumenino pH. [poronsl BeicnoGiokia
HOT KNCI0POT H3 reMOMI0D I, 11 KHcTopol AHODYHIHPYeT H3
IPHTPROLIMTOB B HEPHQPEPHICCKUC TRAHK. 31¢Ch OH CLH3LIBA-
2TCH € MHOACOMIOM I TIEPEHOCHT KHCAQPOA B ALIXUTC/ibHYIO
11Nk, TAE OH HCMOALIYeTCA 1w chitesn AT® nytem OKMCIH-
reHoro hocopianposanna. KapboanrijipasHas peakuma
OrNMCaHa TakoKe B 1Ji. 3—3, 1o b APYTOM KOHTEKCTE,

1 BsicroGoxkaeHde Kuenopoda B nepHgpepHyeckux Traunx: 2,3-
onedocdorannepat (2,3-BOT) crabunuaumpyer CTPYKTYRY
ne3okeuremMornoduna. I1oMnMo NPOTOHOB, B co3aanin Hupekra
bopa nmpuHrMaer yuacTie 2,3-Bucpochormmuepar (2,3-5PT)
(pue. 22.2). B MeauuMHACKON nuTepaType pacrnpoCTpiaicHo u
IPVIOC Ha3BaHWe H1oro peulectBy — 2,3-audoctoramnepar
(2,3-4T). 2,3-BOI obpazyercs B aHaPOOHEIN YCAORMAY B
sputpounTax. Tpouece obpasosanun 2.3-b®[ nponcxodnT B
IONOHHTENLHOMN PCAKLHK IIHKOMH 33, NOAYYHBUIeHT HutnaHHe
2, 3-b®I -wynra (urynt Panonopra—/lwodepunra) {puc. 22.2).
B nepudiepiuectan TkaHax sonekyia 2.3-B®1 cnssbiBacTcs
: NEe30KCHIeMOrTO0MHOM M CTADWIIBHPYCT €ro CTRVETYRY, He
NO3BOJSAA eMY 3aXBATbiBATL KHCIONOI OT COCEIHEN MOIEKYIbI
OKCHIEMOrNoBHHA.

. Cnaapisante reMoro0HHA ¢ KMCNOPOAOM B TECKHX. DPUTPOLIMTEI
NEPEHOCAT JEIOKCHIEeMOrI00HH 1 CRA3AHHBIA ¢ HuM CO; B
lerkie. [1oCKOABKY B JIErKHX WMEET MECTO BBICOKOC MAPLH-
LIBHOE NABJIEHME Kucnopomsa, o BoitecHAeT CO. i remo-

10GuHa, # CO; BLIXOOUT M3 ACTKMX NPH BbLAOXE. KIICIOPOA
CEA3LIBACTCA ¢ reMornoGHHOM. OOpUIys OKCHreMOrioduH, 2,3-
LI BLITECHAETCA, ¥ 3PHTPOUNTLI MEPEHOCHT K NepHdicpiite-
CEHM TKZHAM CAeAYIOUIYIC 1IOPLHIO KMCIORo/Id.

faal AT ——— - P p—
L) | . 3 Ta!

HODME Ul Narto)

3mBproHanbHbIA TEMOTNOGHUH MMEET HU3KOE CPOACTBO
£ 2.3-b0r
MOINOBHH — TETpaMep. COCTOALUMA M3 ABYX C-Lereil M ABYX
enei, PeTanbHbil IeMOrnodH UMEET HHOE CTPOSHHE: OH COCTO-
01 JIBYX c-tened B aBvx y-ueiieit. [lo cpanHeHMIo ¢ HOpMaTb-
W TEMOrNOBHHONM BIPOCAOro YeAuBiEKl, (eTaNLHLIH remMoro0MH
=21 Dosiee Huskoe cpoicteo K 2,.3-BDI. o 3HaqwmnT, 4o cpoa-
1 K KHCTopoxy ¥ QeTiasHOr0 TeMOMOOHHL BELLLE, YeM ¥ TeMO-
IHA MATCPHHCKOrO oplaHiavil. Braroiaps 310MY NPOHCXGIUMT
ICHOPT KHCIOPOOA OT MUTEPHHCKOTO OPratiiMg K rUiojy.

2 3-b®r u BbICOTHAA apanTauuna

DLIAMOJOKHM, YTO HEKHEH XKHTCHL HH3MH PELULHA [1POBECTH
vCK B ropax. B mepeble OHM OTIMYCKA MAKE HE3HAYHTENbHbIE
HUYCCKHE HAMPY3KH BBI30BYT ¥ HCI'O YCTAJIOCTh M OALIWKY. Ho
[CCKOABKO OHCH NPOW3OHIET ananTaluusa K BLICOKOIOPBIO —
DHTPOLMTAX TI0BbICHTCH KOHICHTpaunsa 2,3-B®TI. biaroxapn
MY TKAHM CTAHYT MMONYYaTe KHCNOPOI B LOCTATOMHOM KOJH-

S1B¢, HECMOTPA Ha TO 4TO €r0 KOHLEHTPALHA B PaspeKEeHHOM
THOM BO3MYXE HEBBICOKA.

Nosbiwenwe kokuedTpayun 2,3-5®I — oTBETHAA peakuuMA

OpraHi3ma Ha HepocTaToK KUGhopoaa

Y Kypawx Jiu kKonucHTpaiks 2,3-bPT B apuTpoumTaX BblULE,
HeM y Hekypswux., Tak OpraHniM KOMMOEHCHPYET CHMKEHHOC
BCASACTBHE MOCTONIINOIO BOBACHCTRMS YTAPHOrO Tu3a obectiee-
HUE TRAHeH KHCAopoionM, KOMIEHCATOPHOE MOBLILUEHHE YPOBH:
2,3-B®T rakxe wacto wadiwaaeTea v OONBHBIX XPOHHICCKHMH
aHeMUAMH, 00CTRYKTHRHON GONCIHLIO ACTKHX, NPH PPOAKICHIEX
MOPOKAX Cenillia H MYKORHCUMIO3C.

3H3uMONaTHX FNMKONUTHYECKArO NYTH B 3PUTPOLKUTAX

B peakux covuasx H3-1a BpOXACHHON HCL0CTATOUHOCTH TIHKOIH-
THYECKHX (DEPMEHTOB B BPHTPOLMTAX PAIBHRACTCH HACHEACTBEH-
Has HecpepoUMTAPHAS TeMOAHTHUECKAS aHeMHs. =m0 3abosicBa-
HUE MOMCT ObITh BECbMO THKCILIM, MOCKONLKY B IDHTPOIIMTAX
FIMKOJIHS — EHCTHEHHDbI NyTh chHTesa u AT®M, » 2,3-BOT.

Hapywedns ramkoanryteckoro (GpepMeHTATHBHOIO annapa-
T MOryT MO-pasioMy CKa3LIBATLCH HMa MeTadosnkame 2,.3-LAD
(cm. pue. 22.2). Ecnd napyvwielne pacrnonoXeHo MpoKCHMAIBHO
no oTHoweHuio K 2,3-BOT-wyury (HanpuMep, NpU HEACCTATOU -
HOCTI FeKCOKMHAZLL, GOChOrTHKOH3OMEepassl KN AAbI0NA3bI A),
ypopeHb 2,3-B®T GyieT cHMmeH, Tax Kak Gy/IeT CHHXEHA HHTEH-
CHEHOCTL CHHTEH CIo NpeiiiecTReHHMKoB. ECian Ke HapyuicHue
pacnono#eno moene 2. 3-BMT-wvhra (HanpuMep. HCAOCTATOM-
HOCTL MHPYRaTRIME3L), kKouuenTpauua 2.3-B@T B apurpoiierax
BVIET NOBbILLEHA.

Kpose Toro, vy patza GoanHex Oblma oOHapyxeHa HelocTa-
TOYHOCTL OuthyHKUHOHANLHOTG (iepMeHTa myHTa — bBOI-
mMyTazbl/2,3-B@I-oearainl. ¥ TaKix HONBHBIX KOHICHTPALIMS
2.3-b® I Grua 1Ko,

Homenknartypa anbonas

Yrolel vudiiuics He MYTAT PASHBIC TEPMMHBI, HEODXOAMMO pain-

OpaThed B HOMCHRAATYPS Adblodas. Anbaomasa  (MOAHOE HaTmd

e — @pyr1030-1,6-Guchocar-arhangaia) no oduUHAIbHOH

HOMCHETATYpe Hazspaetca D-rannepainierin-3-docdaTtinaion

(K 4.1.2.13). OHa BBINOAHACT TPH QYHELKH:

1) xavaiusupyeT peakuni) KOH/LCHCAUMK IHIKAPOKCHAUCTOH-
thocdata n mmuepaibiering-3-docdara. [poayxr 370l peak-
UK — pykTo30-1.6-bucdocdar;

Z)yraTanuzupyeT paciluenaeHre opykrozo-l.6-6ucochara Ha
aMruapokeHaleToHpocdar ¥ raMuepaibierna-3-docdar;

3) KATAIM3MPYET pacllerielne APYrHX, CTPYKTYDHO OIIH3KHX
thochaTon caxapoB. Tak, A1bi0Ja3a KATANW3HpYeT paculerlie-
nue QpyxToso-l-docdara Ha aurnipoxcHaleToHochar H
rmuuepanbiaerun (cu. 0. 24) (npumedanue. pamowe eparenm,
GHINOAHAIOWUG IMY GVHKUNI0, Ha3sieaiu Kemo3o- I-gocpam-
anvdonaiod, K@ 4.1.2.7).

Y MHBOTHBIX OBHAPYREHE TPH DOPMBL AIbAONA3bI.

Ansnonaza A. CoRepXMTCA B 3PMTPOUMTAX W Meluax. [pu
HAC/IEOCTBEHHON TEMOIHTHYECKONW AaHEMMKM B KPOBH COREPAKHIUH
nediekTHas dopMa anbAoHaskl A {CM. puc. 22.2).

Ansponasa B. HepocratounocTe anbionasws B npuBoiaut K
HUCNeACTBEHHOH HENEPEHOCHMOCTH (BPYKTO3b (CM. ra, 24).
Anbaonaza B npucyTCTBYET B NEYCHH, MOUKAX K TOHKOM KHLLEH-
HHKE.

Anbponaza C. ConepkuTca B TONOBHOM MOare.

AHa3pOOHLIA TNHKOAUS NIDKOZLI B 3pUTpOLMTaX, 2,3-6OT v achexT bopa 55



@ Mera6onuam rnoKo3b! B NeYeHU: FMUKOreHe3 W NUNOreHes

HHEYNMH AXTHBHPYET FNMKDFEHCHHTAIY W CTHMYNNEYET
CHHTES [NHKOrEHA W3 MNKN030-8-thacdata

HHCy WK

Fmukores

T nWKOreHes
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ap B T : S
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Badia .
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W UNTRATa HHTHEMPYHIT docto- . Bnododpyrrmsmess- 1
TIPYKTORHAAZY-1, H B KNETKE "o = | Unrpar |«

HAXaNAHBAETCA [NKK030-
B-thocthar

o A UL,
thoediar
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CHHTEZ rMUKOreHa W3 rmwKo3sl

Koria nocne nepioia rogooanus CACIyET APHEM TIHILN, Tieuellb
BOCIIOMHAET 3ATACKI [MTMKOreHa. 3TOT [POLIECe CTHMVIMPYETCH
HHcyannoM (pre. 23.1). CxonHblM 06pa3omM HPOMCXOINT CHHTCR
IIHEDICHA B Mblwlax. [MOKO3a B NpOLECCe MHLLCBApeHMs o0pa-
IYeTCH MY NCPCRAPHBAHKH KPAXMaTd ¥ OMCaXapHaoB — caxapo-
3bl. TAIAKTO3b! W T.11. Peryigums raskoreHesa ondcana s 1. 27

Obpa3zosanwe WMpoB (TpMauunrnuueponos)

H3 TMOKo3kI

Korga 3anaceHo I0CTATOYHOE KOJMMUYESCTBO [IMKOreHa, H3BbTou-
HAasl TIHOKOSQ NOJL BIMAHMEM MHCYNMHA MPEeBpallaeTesl B TpHa-
HUATAHLEpoas (puc. 23.2). TpHauMIrmMueponsl He 3anacalores
B Medent [ecii e 3TO NpOMCXOaHT, TO HABJIIOAAETCS OXHPEHHE
neyeHn (:kHpopoi renaros). Tak, pagd NoJyucHWs JeliMxaTeca
«pVa-Tpas HECUACTHBIX [YCeH KOPMAT HACKIILHO, YTO NPUBOINT K
HHUPOBOMY Telaro3y]. B HOPME TPHALHAIIIHLEPOILT BKAIOUAIOTCS
B COCTAB JMIIONPOTEHHOD OYEHL HMIKOW MUIOTHOCTH M TPaHc-
NOPTUPYIOTCH U3 MEYEHHM B KHUPOBYIO TKAHL, [Ae M NPOMCXOANT
3anacadne XHpob (em. . 40).

Karpa anepreruecxue
OTPEGHOCTH KNETHM Y1108~
NETBAfEHLI, B HEA HaKaN-
nuaarored AT® u HAfIH

L
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1
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Eah EH

Puc. 23.1. flpeepaenme rRiOKo3b B RIMKOTEH NEUSHH.
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Puc. 24.1, Metabonusm (PpyKTO3bl B EUEHY.

MeraGonuam (pyKT03bl B HOPME

Metabonuam hpykTe3s! B NEYEHK

PpykToza — GPYKTOBLIH caxap, M ye M3 HA3HAHHA #CHO, 4TO
dpykTo3a coagpxmres 8O pykTax. Kpose Toro, oHa B COEIlH-
HEHHKW € TAKKO30KW BXOAMT B COCTAB Caxapoldbl, T.e. obhIvHOrO
CTONMOBOro caxapa. B KUWEGYHHKE caxapola FHIPOJNHIMPYETCH
Caxapo3oi M MIOMANBTA30M, PaclEenIanchk Ha DpyKTody K M-
KO3y (cM. . 12}. 3aTtem (ppyKTOIa TPAHCIOPTHPYSTCH W3 KHLLIE-
HHKD B MEYeHb, I[7¢ BCTVOACT B MEeTaAGOAMHEcKHil MyTh, NOKa-
3aHHLIE Ha puce. 24,1, @pykTosa nonanaer B KACTEH MEYCHI C
[OMOWLIG TPAHCOOPTEPA, HEYAAUHO HAIBAHHOID «I1¢PLHOCYMKOM
rnoxo3w-5 (TJTHOTS). $pywrokunasza Gocdopunupyer gppykro-
ay u oBpasyetca ¢ipyxrozo-1-docdar. Dpykrodo-1-tocthar pac-
ULETINETCA HAa AMIHIPOKCHADETOHGOCHAT M rIHMUepAtbierni; 3Ty
PEOKUHIO KaTanM3mpyeT aideionaza B. 3atewm ramnepansicrin
@oCipOPUIMPYETCH, NPEEPALUAACL B rhHuepansaerda-3-goedar,
H ¥T0O BEIICCTBO BMECTE C IHIEIZpoXcHaueTondochaTomM BCTVIAET
B ITUKONN3. B nepuon nuuesapcHus 5onedcHd Wi (bpyKTo3n
MOMCT CHHTCIHPOBATHCH TNHKOIEH H/WAW TPUMAITHIIM IS PO b
(npumevanue: saabfoaasa» MaKNce Kamaauzupyem obpamamoe pac-
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Puc. 24.2. Metabomuss (ipyktoss B Muiliiax.

ugenaenue Mpykmoszo-1,6-Guchochama na dueudporcuayemorgoc-
diant i« caepaisdeeud-3-pocham, cn. « Hosmenkaamypa aasdoaass,
. . 12
ca.oed 22).

MeTabonuam thpyKTo36l B MbllLAX

MeTabonusm GPYyKTO3L B MBllIEAX OOKa3aH Ha puc. 242,
PpykToza GocropMIMPYETCA FeKCOKHHA30H ¢ 00pajzoBamMcy
tpykrozo-6-doedrara. Opykrozo-6-dochar TEM HCNOALIYETCH
08 CHHTERL JIMKOreHa., a eCiii 3anachel JiHKOrcHa nojHbl, TO B
JHEPTETHYECKOM O0OMEHE (B MIHKOIHIC).

Hapywenus merabonuama gipyKToasi

HeROCTATOMHOCTL DPYKTOKMHA3BI

(upuHonaTuyeckan fpyKTo3ypus)

Henoctarounocts GpykTokMiain B nevcHy (pue. 24.3) — peakoe
3aBONEHIHKE, 11PY KOTOPOM (IPYKTOIA HAKAIUIMEICTCA B8 KDRONH
H moue. Hawbonee pacnpocTpaHenda sta GONCIHL B eBPeliCKIry
ceMbax. OpykTo3ypHsa Heonacka 4T 3A0POBLS: GONBHLIE HMEIQT
HOPMAILHYI0 TIPOACIDKMTENLHOCTS KU3HW. MHOMa nipk ananie
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Puc. 24.3. Hapyinenust metabomiisMa QpykTO3L.

MOUH (PPYKTO3Y MPHHHUMAIOT 3a TIOKG3Y # OWHBOUHO SUarHo-
CIUPYIOT caxapHsIE nuaber.

HacnegcTeeHHas HENEPEHOCUMOCTL CIPYKTO3I,

WA HELOGTATOYHOCTL anbAonasel B

HacaeacrBeHan HEMEPEHOCHNMOCTR Cbp':.'h'E'l'lilnl nepetacres no
AY10COMHO-PELICCCHBHOMY THITY. HDH‘-IHH."I T0OI0 THACIQIO 3ab0-
JdeBaHMA — HEeNNCTATOYHOCTE CDC[JMEHTJ NneyvyeHH aabaojaaisi B
{cM, puc. 24.3). bonesns 0bblUHO TposiBiseTcs, Korila pebenka
NEpeBoaAT ¢ MPYAHOr0 MOJOKA HA MMLLY, CONSPXUIUYI0 QpyK-
rosy. ¥xke B nepsole 20 MUH MOCAE Hauana KOPMICHBS Y HETQ
HAUTWHACTCA THKEMds PBOTA, PAIRMBacTCs rUmoravkemus. Mi-za
HAKOILIEHHS MOJIQUHOR KHCIOTH pajBMBaOTCH MeTaboIHYecK il
alnao3 1 KOMICHCATOPHAA THUNEPBEHTHAALIWA. Be3 nevyeHusn
peGEHOK Maoxo E[pHGaBJ]ﬂL' I Maccy tej1a, NPOXNCXCANT HCTOIUEH He
OpPraHuiMa, & KW3-3a NOCTOAHHOIC NOBPEXACHMA TEHCHH pa3BH-
BAETCH 1IHUPPO3,

BO.EIU'JHb paspHBacica HWi-3d TOrO, YTO B TEUYEHH TMGCIE YNno-
TpebuIcHMSE B 1THILY DPYKTOI0COAEPXALINX [HPOAYKTOR INPOHCXG-
AWT HAKOTUIEHKE pyKT030-1-thocdaTa. ITO NpakTHUECKH cpasy
BBIILIBAST TOPMOMCHME MCTABOIMUECKHK NYTEH. B YACTHOCTH,
TIHKQreHoIn1a, LToKQHEOreHe3a M CBSiZaHHEBEIX C HHMH ﬂy’TCﬁ.

Jor - :
, Mpu HacneacTBRHHON ;
J nenepexockmMocTH dhpykTo3b Fiirl o
TNMKOTEHONM3 AOAHOCTLIO [, ., 7 0"
Frvkoren GnONMPYETCA H3-32 i il W E
@, | naxonnenus pyKTo3e-1- : areiiy.
- thoedhata u oTcyTeTRKA D, j S
G
-1 % I 1
Bl e = g - rmoxoan-
O3 &-bocdsar
i ~ > -

TlanTaT HaKBMNHBALTCA, MOCKONLEY.

1} cuHTe3 ATO BNOKWMPYETCA W3-32
MCTOWEHKHR 3anacos @

2) ana TNOKOHE Drevesa TpebyeTcA
ansgonala B

B npouecce anaapobroro
TMMKONK33 {Hanp#MEp,
B IPHTPDL¥TAY) NOGTDAHHD
pfipazyeTca maxTar

Hakonnerue dpyxroso-l-docdata NPHBOAKT K CAEAYIOLLHM
NOCACACTEH AM.
. Hcrowalorca 3anacel Heopranuieckoro docdara (D), ni-3z2

YEr0 MHrMBHpYeTCH MMKOoreHhochoprnasa | ciinres ATd,

2. bnoxuporaHve 3THX NPOLECCOR Hapywact obpazopaHune ralo-

KO3bl B MEYEHH W MPUBOANT K FHOOTAAKEMHH.

1. Haxkannnsaromuiics AM® pacnazacTea 10 MOUEBOH KHCJIOTHI.

BoanukaeT runepyprkesua (cm. ri. 51).

B utore mctabBonnsm B NeucHM TIPAKTHYECKH OCTAHABRIW-
paeTcd. ONHAKC B APYrvX TKaMsiX (HAMNPHMED. B 3PHTPOILKTAX)
npoaoIkaeTca aHazpoOHbi MeTabON3M, ¥ B [EYeHb NOCTYIi-
€T Mo/IouHasi krcnoTa. [ToCKOABKY ¢C HCTIONbIOBAHME OOBIUHLIM
myTem B uvkie Kop Henosmomno (cm. rn. 21), pazsupactcs
NAKTalMA03.

Urtobbl Gones3re HE NPOrpeccrHpoBana, HeoHXomHMo NpocTo
HCKIOYHTE W3 PaLMOHA MPONYKThl, COOAEpAKALLME (PYKTO3Y H
BELUECTDA, PACILIETALUIMCCH 10 PPYKTOsL (HAlpHMEp. caxapo-
3y, copbuTON). ¥ AeTeH pasBHBACTCH NPMPOHOE OTBpPalUEHHE K
CHAJKOMY, W B IANLHCALWEM OHH HI6EraloT ynorpebaats dhpyk-
TO30COHEPXKALIME NPOLYKTEL. ¥ 3T0it G0AE3HH ecTh M NONOXH-
TeAbHAA CTOPOHA: ACTH C HACAEACTRCHHOM HEMEPEHOCHMOCTBIO
QPYKTO3LL HE 3HAKOT, YTO TaKGE KapHec.

MeTatoauaM DpyKTodnl 59
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Yachl CyTem

HCTOYHHK 3K30rexHan [MWKOreH | FmokoHecreHes 8 na4eHu I MOKOHSOTEHES B NEHEHK [MKKOHEOreHea & NeYeHH

rNHX03b] KPOBH rmoKo3a [MOKOHEOTEHES B NEYEHU Tnwkores W NOMKax W no4xax

Tanw, naTpetna- BCe TKaHM, KPOME Aedenu.  |BCE THAHW, KDOME NEYENK. TONOBHCA MDA, 3PHTPOLMTR, [0nosHOM MOIM — HA MUHA-

HIWMeE FTIHIKO3Y Sce PlbeLLs ¥ KUPORAR TKAHE —| Mesinbl ¥ MWP083R TKEHL — | MOZro20e BELBCTED NO4EX B HE- [MANEHOM YPOSHE, 3PUTROUNT:
| Hil MMHMMRINEHCM YROBHE Ha MUHNMEALHOM YROBRHR GONBLALIOM KOTMYECTBE — MbILILLIMOIT0E0S BELECTRD TIOMER

OGHOBHOM HCTOMHHK Mniowoaa, |r

JHEPTHH ANA [rioE0aa [miokoza [moKosa KB TOHOEE TR Kernsosbia TEAE, FAKKD3A

rONROBHOTO MO3ra : 2

Puc. 25.1. CKOPOCTh YTHANIILMA FIOKO3E HA [IPOTHAEHHN NATH 13 rOMeoCcTaIa MINKO3L. [ALI sTHpoBato w3 Ruderman N.B. Muscle umir
acid metabolism and l.luconcog-.nemx // Annu. Rev. Med. - [975, — Vol. 26, — P, 245-238. © Annual Reviews www.annualreviews.org. wi
perission. |

Jxavyenne roMeocTasa rnKo3bl “[]BHH'IBFHHI,EHHE FTHNOrMHKEMMHN.

HopMaabhan KOHUCHTPALNA DIOKO3bl B KPOBH HaToWAK KOJAS-  OCHOBHLIE NONOMEHWA

Baetca mexiy 3,5 W 5.5 Mmoun/n. Flocne npiesa Tl KOH- || Jlygmmil MCTOYBHK 3MEPTAM TS TOJOBHOTO MO3Ira — TIOKE-
UEHTPALIMS TNIOKO3L PE3KO BOIPIACTACT MPHMCPHO I0 9 Mmoo b/, 33. Ecaw VPOBEHb [JIOKO3bl B KPORHM ManaeT (2TO COCTOAH!

HO 9epe3 2 4 OHd BOINPAWAETCA K TIPEKHEMY YPOBHIO. HA3bIBACTCSA TUTOTAMESMHEl), ronoBHON MOIE IHINASTCS CROL
anMC‘IaTCﬂbHD‘ YTO NAKE MPH ATHTEALHOM TOJOAdHWH FUTH TIPH TO MCTOMHHKA IHEPIHH. CrauxeHe YPOBHSI TAIOKG 1B 13 TOAOE-
:-)Hepi‘ll‘JHOF[ (.1J|1_|:]'1'|L'CKO]‘:'1 HAIPYIke VPORCHL CAKOKO3GL B KpOBH HOM MOIre (Hei-ipork-umonei-:m‘) [PHBOIHT K NOICPC COaH-
HE QIYCKaeTCsH HHAKC 3,5 MMOAb/. Tak. mmxe ¥ CIIpDHHTEPOR W HHWA, KOME, TOBDEXICHIIG HEPBHBIX KICTOK H HEH e R HON
MEDBCIJDHHCH, HECMOTPA Ha Pe3KOoe YBCITMYEeHHE ﬂOTpEﬁﬂeHHH JIETANBHOMY HCXOMY.

TITOKO3L MBILIIAMM, B KPOHH TOALCPAHBACTCA HOPMATLHBLIA 2 H3 raKorena meveny MOXHO GbLICTPO NOJYINTE FIOK03Y. B nep
YpOBEHL MIOKO3bI, Ecan Okl He 31 3ameyarenbHast CnocobHOCT,, BLIE HECKONLKO 4YacOB [ONOJAHHA BLIACNACTCH [OPMOH Tk

TO NPH CHHMACHHMM KOHICHTPAIME [TTIOKO3bl 8 KPOBH TOIOBHOM KATOH, MO BAMAHMCM KOTOPOTO MAPOHLXOINT PUCHISILISHY
MO3r MHLWKIACE Dh! CBOSIO HMCTOUHHKA AHEPIHK — CNKO3bL M CAMKOTSHA [ICHCH 0 TJIHOKO3hL. B.'lkll‘o,'l?lﬂﬂ ITOMY NOIIEPAT
HacTynuna bl CMEpTh. BAETCSH HOPMATLHAA KOHLECHTPALMA TT1H0KO3bl B KPOBH (Apiin

HAHUE, MBIECHIBI SHKO2EH UCROABIVEMNCA MOAbKO .n‘{bl[{!i{(b‘”l)

60 [oMa0cTas rKLoasl



ToAOBHOH MO3F He MOKET HCNONLIOBATH UPHBLIE KHCAOTHI B
KAYeCTBE HCTOYHHKA 3Heprvu, KHpHbie KHCIOTH B KPOHH
CBA3AHLI € ANLOYMWHOM: TOJIBKO TAK OHW MOMYT [JUHCTIOPTH-
POBATLCA B BOAHOH cpepe. Ho 3ToT Genok comiikns BenHk,
uToGEl NMpecAoieTh reMaToaHIehanueckitit Guprep.

< TonosROI MO3r MOMET HCNOJIBIOBATH KETOHOBbIE Teld B Kate-

CTBE MCTOYHWKA 3HepraM. Ecny yenopek He ecCT Donlle IAVY
AHeH, rONOBHOH MOIr 20anTUPYETCHA K MCIOIB3ORAHHIO KETO-
HOBBIX TeJ B KUYECTBC MCTOYHMKA IHEPIUM. 3amoamiire: [npn
rOMOAAHKH B TICYCHY M3 KHPHBIX KHCJIOT 0OpaTyiITed KeTOHO-
BbLie Teja.
Mpunael B JPYTHE TKAHH CXYRAT HCTOYHMKOM rmwoxkozwl. Bo
BpeMs TONONuHWA BCAKM TKAHEH paciajalTes 30 aMUHOKHC-
JIOT, NpOHCXOAMT aTpodua TKaHel. B reycHH H3 rHKOreHHbx
AMMHOKHCIAOT B XOAE TNIKOHEOTCHE3a obpasyeTcs rIoKnia
{eM. . 46), a M3 KUTOTZHHBIX UMMHOKHCIOT — KeTOHOBBIE
Tena. HeRoTopLIC AMUHOKHCIOTE ABIMIOTCS OAHOBDREMEHHD |
IJIHKOICHHBIMH, W KETOTSHHLIMH.

. I'moko3a He MoxeT 00pa30BaTsCA H3 KHPHBLIN KHCIOT. K coxa-
NEHHK, U3 HMUPHBIX KHCAOT HENb3A NONYYHTH TJI0K03Y (CM.
ra. 32). Takusm 00pa3oM, KOrIa KOHYAKTCA 3AfHChL THHEKO-
reéHa, TNAaBHBLIMK CyOCTPATAMY CHHTE3a TAKOKO3bl B MPOIECee
CAOKOHEOIEHEId CTAHOBATCH AMMHOKHCIOTEE, odpasyioiliecs
IHpH pachane TeaHell.

iNEQrNHEEMHA

OnacHbie nocn
5e3 nederHst ¥ GO/LILIY CAXAPHLIM IHADCTOM KOHIIEHTPAIKS 17110~
“03LI B KPOBH HEPEIKO NoBkiiaeTes 10 20 MMoas/n (rHneprinke-
WisA), & B HEKOTGPBIX CAyHasx name 00 60 amosih/ . Xora rmokoza
ARIASTCA BAAHDBIM HCTOMHHEOM JHEPTHE, NOBLIUCHHAS KOHLEH-
TPALMA FIOKO3bl B KPOBH HEMCAATEIbHA N0 PALY TIPHYIH.
OcMoTHueckHit 3dderT. TIp1 BLICOKOM CONEPKAHIH TTIOKO3bI
B KPOBM CYLUCCTBEHHO BOIPACTHCT OCMOTHUECKOS TaB/ICcHUE
KPOBH. DTO NPMBOINT K Anihysuu 2o/ibl M3 KICTDK B KPOBb
H YCHJICHHOMY BbIBESICHIND BOAL NoYKaxil. B pesylLTaTe npo-
HENOUHT AeriapaTalins TRAHeH; el #e npoHexoanT obeipo-
HUBAHNE KACTOK [ONUBHOTO MOAI, UEA0BEK BITALIST B KOMY.
. Tankosnnnposanue derkon. [TpH yMepCHHOM HOBLILLCHMI KOH-
LEHTPALMH TIIOKO3Ll B KPOBH TIPOMCXOMMT HedepMEHTUTHR-
HOE CIHKOZMWIHPOBIHNE ¢BOBOIHBIN OCTATKOB aMHHOKHCIOT
KITETOUHBIX M BHCEICTOMHBIX DelkoB. [ 1IIKo3nIupoRanie oen-
KOB — MpWYMHA PAIRATHA XPOHHYCCKHX OCHOMHEHHIT cCaxapHo-
ro AMadeTa: HeliponaTiig, HedponaTHil H peTHHONATHI.
Obpazopanne ADPK., Lot JaHHBIE, YTO FHICPTAHKEMHSA BhI3bl-
gaeT obpazogadie ADK (cvm. 1. 19). ADK noepes#inaioT €TpyK-
TYpy awmunos, denkos u JJHK, noaromy npexnonaraercsi, 4to
ADK urpaior pofib 8 paipHTHH ccllokheHril anabera.

(=)

(o)

a ik .
A I U I cdldd I ul

NarTe r |lEpXaHKA ]

Ha puc. 23.1 moxasaHo, KiK B HOPME WIMEHHAETCH YPOREHE [MIo-

KO3bl B KEPOBH MOCTe MpHeMa mHill 1 B mpolecce 40-n1HesHOro

rosofani. B SABHCHMOCTH OT HCTOYHIKA 0BPA30BAHIS TIIIH0KO-

361 B KPOBH MOXHO BLUIEAMTL 5 (has.

|. daza scacuisanmua (adbcopoTHsuwiii nepuon) I. Bo spems enw
YILAEBOILE, MOCTYNAIUWE B OPraHH3M € NHIUCH (T.e. IKIOICH-
HLIE), TIEPERAPHBAIOTCA N BeackinaioTes. B opranirsM nocryna-
eT BoJIBLIIOE KOMUYSCTBO IKIOTEHHON IVII0KO3bI, ¥ KOHUCHTPA-
LHS TNIOKO3bI B KPOBY Bo3pacTaeT, B-KileTka nomxenynouHon
AeJe3bl CEKPETURYIOT MHCYAWH, KOTOPbI cTuMynipyeT obpa-
J0BAHME TMHKOreHa M3 NIOKO3sl B MLIWILAY W neyeHd. Koraa

JANACH TTMKOICHA JOCTATOMHBL, B OCUCHH M3 TIIOKO b CHHTC-
THPVIOTCH TPHALWATAHUePO/BL. TPHALUMATIHUSPOILI B COCTABE
STHOOTPOTERHOR O4CHb HUIKOH MIOTHOCTH TPaHCHopTHPYIOT-
CH B AHDOHYID TKiHb, [0€ W 3aNaCHOTCA IS XpaieHH s,

2. NocTtadecopdrusuem nepuon I, [lprvepno uepes 3 u axarai-
BASTCS MOCTVILIEHIR 3K30MeHHON [N0KO3bL. G- KaeTki nomxe-
AVIOUHOM WEACIE CCKPETHPYIOT [IOKAMOH, KOTORLIH CTHMY-
THPYET B reqyeHW pacnis rIMKoreHa 1o raoxossl. Laarogaps
JTOMY VPOBEHbL TIIOKO3b B KPOBM nosulwactes. [Ipusepto
qeped Oy rOKAroH CTHMYIHPYET B TieueHu W apyroil mpo-
HECC — TIIOKOHEOTEHED.

. Hauano rogonanms TII. [IpusepHo yepes 14 u nocie npeema
MK B 00pa’oBaHM)! [JTIOKO3BI B pPaBHON CTENCHH 3afueli-
CcToOBaHBE 00a MYTH: pacnal FINKOIeHa H [IIOKOHeorenes.
[TpusepHo CTONBKO BPEMEHH OPOXOIHT MCAMLY PATHHM
VAHHHOM B TOLIHIM 3apTpakoMm. [locTenedHo aonsg rimoko-
ibt, QOpAIVIOUIEITCS 3 IMKOreHa, MaiacT, a 100 [1I0KO3h,
aBRA3YIoIIEHCS B Ipollecce IMIOKOHEOTeHe3d, BO3pacTacT. JT0
NPOIEKAETCA 00 32

fad

32 y rofoNaHHA.

4. l'onopanne cpeaneil nponoaxarrewrocTH [V, TMocae 32 v rono-
ZOHHA MENACK FIMKOTEHA B feHYeHH TONHOCTBIO HCYEpPMhiR-
wrca. C JTOro BPEMEHH CUMHCTBEHHBM HCTOUHHMKOM [HI0-
KOO CTAMOBUTCA [1H0KOHCOTEHEes, KOTOphIil aKTHBRHRYETCH
COKOKOPTHEGCTEPOHIHBIM TOPMOHOM — KopTuioios, [lpu
TIOKOHEOreHE 32 MPOUCXOAHT aTPoMhHs TKAHEI: B RePEVIO OMe-
pelbh PACXOIYETCH MbilleYHAR TRaHb, OHA HCMOALIVCTCH Kak
HCTOMHMK aMHHOKHCI0T cybeTpata /U1 NIOKOHEOTCHE A,
K cuacThio, B 3TO Me BpeMS B ICHCHNM HAMMHACTCH CHHTEL
KETOHOBBIX TET M3 MHPHBIX KHCAOT, H MOICBHON MO3T agan-
TUDYETCA K MCMOIEIDHAHKID KETOHOBLIX TE B KAMSCTRS HLTOU-
HHMKA 2HEPTHH. TTO TMOIBONACT CHMINTH 3ATPITH LIOKOLL 1
MHAHHMHZHPOBITL MOTEPH MBIILEEHHON TRIUHIL

5. Maprenpnoe roaoxarme V. Masa 3 pacrvnaer nociae 16 ot
ronogaHua. B aToif daze YyedoBCK MOKET NPOXHTE ciie 24 cvr
iroro 40 cyr), ¢Cii OH MMECT MCTOMHMK monbl. Bo Bpemn
aToit nocaeaHen adbl CAMHCTBCHHBIM HCTOUMHHKOM FHKIKO-
Ibl CTAHOBHTCH TMOKOHeorenes, Tamonioil Mo3r B KadecTne
CIABHONG HCTOUHNEKD SHEPTHH UCTOJILIVET KETOHOBLIE Teid,
NOTPed/INA [NHIKO3Y HA MHHHMANBHOM YPOBHE.

[1I0KATOH HauUHAST CTHMYIMPOBATL FNIOKOHEOrEHES JIPHME]
nocte b ¥ reJclaiis. Ho MHTEHCHBHAR CTHMYISINS HOKOHED
rEHeln HacTVOaeT depes 32 4 rofogavds, Korla MOAK s
Csl TOPMOH KODPTH30N. [IpuMeuaHue. 2R0KOKODMUKCOCIIENONH N
SOPAUH KOPIUI0A — KamadviudecKul cmepoud. On axmui
Pacliiienaenic r:z’.”(!}ﬁ' MBI L ap)‘r‘ll.‘f mh’(.’HéL‘f 00 AMUHOR I,
KOMOphie GLICYRaon & poal npediiecaeHiuK08 cAnKosul 6 «
KonevecHese. ATpohnd MBI — BBIHVKISHHAA Mepa, Ha KOTOPVIo
MPUXOANTCA WATH, UTOBL 0GECNe T TONOBHOM MO3F IMIOKRC 10
[MoaToMy HECOXOAMMO 00eCTNeYHTh AOTOAHMTENLHOE THTIHNE
OOILHBIM, BOSCTAHABAMBAIGLLHMCS TTOCNE XHPYPrHUECKOro mBhe-
WATEABCTEI MM ODUIMPHLLX TpaBM (HanpuMep, CHHApPOMA /-
TCALHOTO CILBAHBAHNAA AW CHUJIBHBIX O)KO]‘OB). ECJ'IH 6i'l.l'!a'r|0II He
MOAYYAET QDCTATOYHOE KOAKYECTBO MHLUK, B €T0 OPraHHU3Me [1pe-
0061232107 KaTafoNHYecKHe NMPOLUECChl U MPOMCXOMMT UCTOLLEHE
MBILIL, W TKaHEH. HTo0bl paHbl 3aXiBani, HEOGXOOAHMO YCHINTE
aHabosIMIecKHe NpPOoUecchl, ANA yero 1 TpebveTes NORONHNTE L
HOE TTHTAaHHE,

pyem
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Puc. 26.1. B B-rueTkax npy Metabonusme riiokosbl obpasyetcs AT, KOTOPLLA CTUMYTHPYET CEXPELHIO WHCOYIHA.
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TaGnuua 26.1. MoacHenne k prec. 26.1

Pl

nua. NMpogykTel rAVKONK3A NOCTYNAKT & UMK Kpebta, a npoaykTsl uvkna KpeGca — 8 AbIXaTeNbHYH Lenk, rae obpasyetca AT®.

2. Tpu BLICOKOR KOHUSHTPaUM AT® ATM-I3BUCHMbIE KANMEBLIE KAHAN! (K ro-KaHANb!) 3AKPBIBANTCA.

3. B COCTOSHKW NOKDA NNa3maTM4eckas memopaHa NONAPMI0BAHA M HECET HA BHYTPEHHER CTOPORE OTPMUATENbHBIA 3apA — NOTEHLWAN NOKOA.
Korga nog BosAeAcTBMeM AT KanMeRsle KaHaNk! 3aKPLIBAKITCA, B KNETKE HAKANNABAKITCA NONDKUTENGHO 3APSMEHHBIE MOHBI Kanua K, 0 MeM- |

_.{1.

MCHOLNT CEKPSLMA MHCYAMKA,

1. TNOK02a NPOHKKAET B B-KNETKY C NOMOWLLI) NepeHocyyika rrokazel MHIT2. 3neck ona octhOpHNnpYETCA TNHIKOKMHASDN W BCTYNAET B FAKKO- |

GpaHa penonapusyertca. Mpu Jenonapuzaduy Memipass! OTKPBIBAKTCA KENbUMEBLIE KAHANb!, M B KNBTKY NOCTYNAET NOTOK WOHOB Kanbuua Ca*'.
oKk kanbuna Ca™ akTHBNPYIOT CHHANTOTArMMH, C NOMOLLBLID KOTOPOr0 CEKPETOPKbie TPaRYNbl CIKBZIOTCA C NNA3MaTHHECKOA MeMBPaHOR 1 npo- ‘

5. Kir 6.2/SUR1 komnnekc. Mpenapatel cynbhOHANMOYEBHHBI (TAnBRHKNaMUA, TNUKNAINE, TONBYTAMUA) CEA3RIBAIOTCA C SURT — peuenTopom cynb- |

thoHUnmMOo4EBKRbI U K oo-kananer (Kir 6.2) 2akpeisaioTca. MeMbpasa AenonApU3yeTea, M NPOMCXOQHUT CEKDELMS HHGYNHHA.

Merai iM B f-KNerTkax
-KoteTky — KASTKM OCTponKon SlaHrepranca MOmLe1VAOYHOH
#eneakl. OHW CHHTE3MPYIOT. XPAHAT M CEKPETHPYIOT WHCYIHH.
HHeyimu cekpeTupyeTcs mocne npuema nuius, CornacHo rHno-
Te3e «MeTaboIMYeCKOro TOMNHEA», NIPOLECT CEXPELLMY MHCYNHHA
cBA3aH ¢ MeTaDOAMIMON LIIOKO3E! B B-KIeTKaX, B X0O4E€ KOTOPOro
cHHTC3MpyeTea ATDM. AT cnyxHT OHOXMMHYECKHM CHIHLIOM,
IAMYCKAIDHIMM CEKPELIHIO HHCY 1HHA. Ecin venoBeK ynoTpedisner

ITHILY BBHICOKOYTNEBOIHBIC NPOAYKTEL, B KULICYHKKe 0OpasyeTes
I BeacelBaeTcd OONBLIOE KOAHMYECTRO MOJICKY TAKO3e. Tpu
weTaboNM3Me 3TOH TNoKo3bl 00pasyeTesl GOILIIOE KOAHYECTRO
AT, 1 COOTBETCTBEHHO MHCYIMH TAKAKC OVIST CEKPETHPOBATLCA

B0JbIUMY KOAMYECTBaX (T.€. NPONMOPUKHOHANBHO COAEPKAHHKD
VIACBOJAOR B MHLLE).

B Tabn. 26.1 onucanbl ¢TI JAHHOTO npouecca {3Ta Tad/m-
Ua JonoaHseT pHe. 26.1)

POAYKLWM MHCYNMHE
HoTpevaloTed pPEeiKHE BPOMIICIiHBIE HADYWCHHA MeTabonu3Ma,
KOTOPhiE NPUBOANT K FHNOLINKEMHE Ml THNCPIIHKEMHH.

W36bITo4HOE 06pa30BaHKe HHCYNWHA

[MoBBIWEHHAA CCKPEUHY MHCYINHA LIILIBACT CTONKEYIO THIEpHH-
CYAWHEMHMYECKYIO THHOMIHKC ML HoRopo#IeHHbly (PHHI —
persistent hyperinsulinaemic hypoglveaemia of infancy). [Mpusiaa
STOTO  3aboenatius MYTALUHA, NPH KOTopOoH AKTHEHpYETCH
IKCAPECCHA TEHA TMIOKOKHHAIM, CTORKad ruiepuHCYAMHeM-
1ECKAs THTIOTAMKEMUA HOBOPOAICHHKY tarswe nabimonactes p
clydae MyTallMK, HHAKTHEMPYIOWEH xarmeBsle KaHans Kirh.2
raba. 26.2, cu. puc. 26.1).

Hepoctaro4Hoe 06pa3oBaHne MHCYNHHA

TuaGer 1T tima B3pocimx v sodoass (MODY— maturity onset
llabetes of the young), kak npaBui1o, jcrkas dopMia ngabera.
Npuarya 320071eBaHNA — MYTAUWA, WHAKTHENDYIOWAN [CH [7110-
KOKHHAIH HIH (JIKTOPL] TPAHCKDHTIUME, PErYIHPYIGIINE CHHTES
il CEKPELLHIO MHCYIHHA,

Heownatanbiblli caxapHeld miaber (PNDM — permanent
neonatal diabetes mellitus) npospiseTes O0BIYHO B [IEpBRLIC
6 mec nocie poxdeHud. Panbuie GoIbHBIM HAZHAYALIM MOCTO-
AHHbIE WHBEKLHN dHCYIWHA, OnHako HedapHo OLINC NOKasaHo,
410 ok0T0 30% GoabHbX HEOHATATLHBIM CANAPHBIM jHHadeToM
HECYT MYTALLHIC, aKTHRUPYIOUWYIO rer Kir6.2 cySvenmnnusl K yq-
KATHeRBIX KaHanos*. M3-3a sroro ofpasyerca HeAOCTATOYHOE

* Gloyn AL., Peamson E.R., Amcliff JLF. el al. Activating mutations in
the gene encoding the ATP-sensitive potassium channe! subunit Kir 6.2 and
rermanent neonatal diabetes // M. Engl. J. Med. — 2004. — Vol. 350, —

1835—1549,

KONMYECTBO WMHCYIHHA M, CNel0BATENLHO, pa3suBaeTcst Anaber
(cM. Tabn. 26.2, puc. 26.1). CooTBETCTBCHHD, €CNK reHeTHYECKHA
AHATUI MOATBEPKIAET MYTAUNK KAMEBLIX KAHAIOB, CleayeT
HAZHZYaTh NPOKIBOAHLIE CYALDOHMUIMOYEBHHBI.

CTpykTypa MONEKYyNLI WHCYNUHA

MpedlwecToEHHHK WHCYAMHA MNPOHHCYJAHH 3anacaercs B
B-raerkax. B cekpeTopHbIX rpanyiax depMedTs NpoTeasnl oTile-
nasoT C-lenb NPOMHCYIHHA K 0DPa3YIoT aKTHBHBIH WHCYINH —
AMMeEp, cocToAIUMI W3 A- i B-uenei.

Tabaunua 26.2. BposIeHRBIC HapylICKBHA MCTabonuimMa B [-KneTkax
I'nioKokuHasa; rete-
PO3NTOTHLIE HOCHTE-
H, aKTHBHpYOLAA
MyTauua

M3-32 NOBRIWEKHHOR AKTUBHOCTU FNHKOKAHA3bI
MeTabonuam rnioko3bl B B-KNETKAX HPOTEKAeT
CAWLIKOM MHTEHCKHBHO. MHEynuH 06pasyeTcs

B M3BLITCHHOM KONMYECTBE. Pa3BMBAETCA CTOR-
Kaf TUNePUHCYTHHEMUYECKAA TMNOrNUKEMAA
HOBOPOHAEHHBIX

[ MHOKOKHHA33; TeTepa- | V13-3a GHUXEHHOR aKTMBHOCTM TTHKOKMHAAE)

JUTOTHLIE HOCHTENKW, | METAGONWEM FMIOK03bI B B-KNETKaxX NpoTexaeT
HHAKTHBHpYHIL A | MEINBRHO, 4T NPUBOZNT K CHIKEHMIO CeKpe-
MyTaUWs LMK MHCYITHE, PA3BHTIIO OMAGETA BAPOCNbIX

Il Trna ¥ MONDALIX

Kir6.2; reTepo3aurot-
Hible HOCHTENH, AKTH-
BHPYHILAR MYTaUMS
(K inwardly rectifying
channel — xkanweesi
KAHAN BXOOALLEID
BLINPAMNEHHA)

| Krp-%aHaNkI NOCTOAHHO ZKTHBHBI (OTKDBITHI),
| M3-32 4Br0 MHCYNKH HE MOXKET CeKPeTHPOBATh-
CA M2 HMETKM 1 JA3EMRRETCA HEOMATANBHEIA
Caxaphblit ouadeT. COrnacHo COBPRMEHHbIM
NAHHbBIM, COCTOARME TaKUX GONBHBIX YNyHLLIAET
CA NPH EYeHn NPOMIBOIHBIMKA CyNE(OHMN-
MOYBEMHEI

| Krp-KaHankl HeakTHEHG! (3aKPLITH), 4TO NpK- I
| BOOMT K NOCTOAHHOI CEKPELMK MHCYTWHA.

Pa3ENEARTCA CTOMKAR TMNEPUHCYNUHEMIYE-
CRAR THNOrNMKEMA HOBODOADEHHLIX

Kir6.2; retepoaurot-
HblE HOCHTENH, HHAK-
THBHPYIOWAA MyTaUmMa

SUR1 (peyenTop
CYNBDOHUAMOYEEN-
Hui): TETEPO3KIOTHBIE
HOGHTENH, aKTHBHPYH-
L3R MYTALUMR

[ Mpw axTHepYrOWeR MyTaumm SURT K, a-

| Kasantl BCE BPBMA OCTAIOTCA 3AKDLITHIMU.
VHCYNUH NOCTOAHHO CEKPETUPYETCA KIBTKAMH,
1t HAMMIOABTCA CTOMKAA TNEPUHCYMHEMH4E-
CRAR THNOrMWKeMnA HOBOPOAOEHHBIX

{EMDYIOLLAA
myTauuA SURT He
anacaxa
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FEI",II‘IHI.I,HHI pacnafa rniKkorexa

OCHORBHLI¢ 3anMachl LIMKOTEHd COHCPAATCA B MEYEHW W MBI~
tax. THaBHBIH HCTOUHHK MIHKOreHa nevens. [1pu ronoIanuu B
NeYeHM NpPONCXONHT pacnal ITTMKOIreHa ¢ Oﬁpa']OB{!lﬂlC.\l [IOKO-
3bl. Tak o KPOBH [MOAAEPKHBACTCA HCOSXO,D,HMLIH KOHLCHTPdLLHS
MMWOKO3bl U1 €C HCIIOJL3I0OBAHHA B Kd4¢CTBE HCTOYHUKaA 2HEP-~
’MA B TFOAOBHOM MO3IC H IPpHTPOUMTAX. Mbl]lll.Lbl nO‘['[)cﬁ.‘IJIIUT
Bonbmoe KOMHYECTRBO IHCPTHH W T0ITOMY HMCTIONBIVIOT 3dnacel
[CIMKQTEHA TONBKO JNA COOCTBEHHLIX HyxX1, OcobeHHO Dosibioe
JHAYEHWE OTOT TMPOUECC HMCCT JUIs il[[ii')])OﬁHOTO FMHKOIH3a B
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27.1. Peryaauua pacnata raukorena. Cum. payten «Ocuonnbie obozmaienisi» Ha c. 10, roe npuBeIeHsl MOACHEHHS K PHCYHKAM.

SKCTPEHMHLIX CNYULAX MPH BHE3AMHBIX (PUIHYECKHX HATPY3IKaX.
Pacril rIMKOIeHa B MBIIOUAX MHULWHMDYET AAPeHINH, KOTOPLIH
CBSI3LIBACTCS CO CBOHMM PELENTOPOM M AKTHBUPYCT aJeHHIATUH-
K23y, AJICHIWIATIMKIASA HAYMHAST CHHTCIMPOBATL MHKITAYCCKHHA
AM®. moinueckun AMD zanycekaet UeAb KacKan peakuHi,
KOTOPbIE B KOHEUHOM MTOTE NPURBOMAT K akTHsauud docdopr-
naspl. Inukorengochopunasa KaTalM3aupyeT pacnal rIHKOreHa.
B newenn pacnal riHKOreHa CTHMYTHPYCTCS ITIIOKATOHOM. JTOT
rOPMOH CEKPETUDYIT Q-KJICTKH MOLKCIYAOUHOH Xeaeibl [pH
FOTOAAHHH,
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Prc. 27.2. Peryisiuns cusresa raMkoreHa. Ca. paanel «OCHOBHbIE 0003HadeHMsA» Ha ¢. |0, rae npuBeieHbl NOACHEHMA K PHCYHKAM,

FE{"',-'.'EHU‘H:-'E CHHTE3A FrMUKOrexHa

CuHTE? [JIMKOTCHI HHHILHIPYETCH I[10CAE CBAJBIBAHMI HHCY-
THHA CO CBOMM peunentopoM. [Ipu 3TOM TMPOHCXOAMT ayTodoc-
hopHAHPOBAHNE OCTATKOB THPO3MHAZ B PEUCHTOPEC MHCYIHHA.
3anyckaeTea Kackal peaKLii, B KOTOpLIX NOOUEPENHO aKTHBUPY-
HOTCS CRENYIOUIHE CHTHRIBHbIC DENKH: eydCTpar-1 MHCYJHHOBOIO
penenropa, docdorHo3nToR-3-KAHA3A, GochOHHOIATO-3ABHCHMAA
xkHBa3a-1, nporewnkmraza AKT (cum. . 29). B koHcuHoM HTOre
WHrHOWPYeTCA KHHA3a-3 rMEOreHcHHTAIbl. [IpM roNogaHiu
[MUKOIEHCHHTE3a-3 NOCTOAHHO aXTHBHA ¥ HHAKTHEHPYETCH TOAb-
KO Ha KOPOTKOC BPEMA TOCAE MPHAEMA NHUIA, B OTBET Ha CHIHaN
wHCYIMHA. OHa MHIrHOWpYeT TAIHMKOTEHCHHTA3y nyTemM docho-
PHIHPOBAHMS, HE TIO3BOASA €W CHHTE3IMpOBaTh MMWKoTeH. Bo
BpeMs TIpMeMa NMHILM HHCYIHH akKTUMBMDYST XacKal peaxiiui,
B PE3VILTATE KOTOPOro WHrHOHpYyeTca XKHHA3a-3 TAMKOreHCHHTA-
3bl ¥ akTueupyeTca nporenndoedaraza-1. [TporenHdocdaraza-1

,D.CCIJOCCDOD}UIHD)’CT TAHKOTCHCHHTA3yY, W NOCnNeias HauuHact
CHHTC3HPOBATEL [JIMKOIEH W3 [IOKO3bI,

MpoTenHTUpo3rkfioctarasa U ee HKTHOUTOPbI

Kak TOABKO NpHeM NHIUM 3aKAHUMBACTCH, TMPOTCHHTHPOIWH-
(pocpaTaza HAOKMpYET NeWcTeke HMHCyauHa, Ona aedocdopu-
JHPYET OCTATKH THPOIWHA B PCLCHTOPE MHCYIKHA, W pelcnTop
MEPEXOHMT B HEAKTHBEHYXY (hopMmy. ¥ DonbHbix pHaberom |l THmia
AKTUBHOCTE TMpoOTenHTUposiHdochaTain ypesMepHo nosblile-
Ha, Y4TO NPUBOIXT K BAOKMPOBAHKHIO CHIHILIA HHCYIHHA, W KIET-
KH OKA3BIBAIOTCH HEBOCTIPUHMMUKEL K HHCYIHHY. B nactosiuee
BpeMA TTPOBOAATCA WCCACHOBAHHWA, Hanpap/IeHHbIC HA CO3AAHME
WHIHOMTOPOB MpoTedHdocdaTadsl, ¢ NOMOLULIC KOTOPLIX CTaHeT
BO3IMOXHBIM pazpafoTaTe HOBblE METOOBI ACUCHMUA B JCUSHHH
nuadeta [l THna.

PETyRAUMA MBTA00NKIMA THKGTeHa 65



Pacnap rnukoreHa (rnukoreHonu3) u 6one3nn HaKonneHus

rAMKOreHa (rMMKOreHo3bi)
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Pue. 28.1. Pacnan ravkorena B neyenu (o HopMme), [TeveHh — OCHOB-
Hoid MCTOYHMK 3anacon raMkoreHa. [IpH ronoaaHuy CeKpeTHpyeTCH
rMOKATON, KOTOPbIH CTUMYIPYET PACNAL rMHKOMCHA NEYCHH 10 TN0-
KO3bl. | II0KO32 NOCTYNAET B KpORb M C TOKOM KpOBH NMCPEHOCHTCA
I TONOBHOMY MO3MY, e OHA BLINOAHAET POAL MCTOUHWKA IHEDIHH
s aroro oprada, [lpu paenaje rMuKorena B NEYeHW TMPEBpAiue-
HHE [MHOKO30-6-(hochaTa B INIOKO3Y KATWIHIKPYETCH [J1I0K030-6-
drocipaTasoit.

Pacnapg raukoresa B HOpME

[nuKkoreH 3anacaeTed B Mbeluiuax v nevenu. [pu ronojanmu pac-
XOAYETCA [NWKQIeH MeYeH, a MPW MOBLIEHHOA (hHIHYecKol
HaIPY3KE — IIMKOTEH MblUILL.

FMUKorenossl

MpH ruKoreHo3ax HABIIONAKTCH HAPYIIEHHUS! 3AMTACAHMS MITHKO-
rcHa; 4 u3 12 THIIOB CIMKOTEHO308 NPEICTABACHBl Ha pHC. 28.3—
28.6.

4)-raaranigazs 1 0

bonEank NoMne £ i
| HenocTaToYHOGTL KHENOA ;
| o-{1—=4)-rnoKo3ngaae) (hep- 0 “ o
| MeHTa naoCoM) NpHEDZNT K Ha-
| KONIEHHK) [IMKOTEHE, 0500e4HD

8 CEP/UE, NEYEHH H HbILILAX

mwoko3a

Mvkores

Prc. 28.3. Tawnkorenos [l rtuna (Gomesus [Tomne). Tiuxorenos
Il THNa HACTEAYETCA 110 AYTOCOMHO-PCLHCCCUBHOMY THNY. [IpuumHa
BonesHM — HEAOCTATOMHOCTL KMCIOH o-(1—4)-Dmokosiaasbl, dep-
MCHTA JTH30COM. M3-in HakomwicHMus 1inKkorena uepes 2—3 Mec mocne
POXICHMA pasbuBaeTcs kaprouosernnd. KpoMe Tore, nopaxawTed
MEYCHb M MBILLUBL, TO NpWBOAKT K 0BlWel MbimieqHoH crabocTa.
IIpeanonaraerca, uto B eqenny rinkorenosa II Tana dyaer sddek-
THBHA (DEPMEHTOTMECTHTEARHAN TEPANKAL

I'nokozo-
1-thocdor

Fansoron
{n-1 GeTaTOX rAoKeaN)

Friokoza ™

Heserariyni
epment

Naxrar = [lupyear

Puc. 28.2. Pacnan rnukorena B wmpnmax (B nopme). MBuss
MCITOABIYIOT 3ANACEHHBIH TIWKOTEH HCKNOYMTENILHO /L1 COBCTBEH-
HEIX HVAI B KadecTBe uCTOUHMKa aHepruH. [IpH MHTCHCHBHBIX
HIFPY3KOX B AHAPPOGHLIX YCIOBIGIX, HAIIPHMED, NP AHCTBHI aipr-
HATHHE (peaxnny «caacailes wiM cpaxaiicds). OcolecHHO MHTEHCHR-
HO aHadPOBHBLIN FIMKOANT fIpoTekacT B DesibIX MElinax. B sMulinax
HET TTKKO30-0-(hocqa i shl.

': ¥
FnukoreH SR A
D, ]

Pocgopunaza

rmoKkoao-"
L 1-grocdar
(n=1 oindon frsoauam}

P ]

OcTaTouHbIiA
AeKCTPUH

Tiaasin
Fwkoaa /h

Fmoxoao-
6-chocar

bonezae Kopn il
Ha-aa HeloCTaro4HOCTH
JEBETEALETD (EPMEHTA J )
B NE4EHM W IPYTWX opraHax | [
|HaKannB2ETCH OCTATO4MLIA | | \;;'(
HEXCT]IHH

Puc. 28.4. Mnukorenos LI tina (Gonesus Kopi}. Divkorenos [1] Tvoa
BBLI3BAH HEIOCTATOUHOCTRIO AEBETBALLETO (epMmelTa, npH KOTOpoH B
MeHeHy W JIPYrHs OpliaHaX HaKaLIHBAeTCH dROManbHal (]JOpMa rH-
KOrcha QCTATOYHLIH JEKCTPHH. 3TO pa3BeTRICHHAN MONEKYId, B
KOTOPOI BMECTO NOJHOUEHHBIX BeTBell B MecTax «-(l—6)-ceazed
PACIIOIIORCHR YKOPOYEHHEIE BETBU-ODDYGKM. Boncann xapakTepH3y-
CTCA THIOTITHESMHUCH H reNaTOMETaHe .
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Pue. 28.5. [nukoreHos V thna (Gonesvs Mak-Apana). 37a GoneaHs HacaeayeTcs N0 ayTOCOMHO-pelieccBHOMY THTTY, Ona obycnoBreHa Heno-
STATOYHOCTBIO Mblliewrok dochopiiash (Muodocdopuanit), Ipu raukoreHose V THIL MbILILEI M€ MOTYT pacIUerTaTh MbILLSUHbIH THHKOreH
15 noy4eHss sHepruu. T1py din3vueeknx Harpy3kax Taxie GoabHble CTPAaIoT 0T BBICTPON YCTANOCTIL H MBbiLIEYHLIX CTTa3MoB, Habmoaacrea

HHOTNOBUHYPHS.

|Tnrakoaa, nocty-
[AHLYan & NHLYE

HAI®H WenonbayeTca B CHHTESE
KHPHBIX KNCROT (Cw. T, 23}

Puboac-5-thocthar menonsbayetcn
B CHHTESE MYPHHOB, Pa3anpaeTcs

HAADGH
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bonesss Mapxe
HegocTaTo4hocTs
rnoko3o-6-hoctarassl

HaxannmuBaeTch NupyBaT ¥ NAKTAT.
NupyeaT MoxeT GbITh KENOALIOBAH

ANA CHHTE3A Xupa (LW rn. 23)

rHNEPYPHKEMHS W NOAArPa
{cm. rn. 51)

{0 GO SRR " Bepocpar

PwuGoao-
5-docodpar

Puc. 28.6. [inkorencs [ miuna (6otesns Mupke). Hacnelyercs 110 ayTocoMmHo-peuecciaiamy THIY. BonesHn 00ycmOBIeHa HENOCTATOUROCTLIO

MOKO30-0-docdumaiti B NeUeHH.

3-3a2 ITOro NEYEHDb HE MOAKCT DCIYIHPOBATL YPOBCHB iIMOKO3B! B KPDOBH, H ¥ HOBOPOARIECHHbBIX pPA3BHRALT-

cs Tskenaa rHnorukesus. YabeltouHbil rANKOTEH 3amacacted 0 neveHd u noukax, Wi-3a pakorncnua rmoko30-6-gocdara passHraoTes

THTIEpIaKTaTesMHs, FHNCQTHITHICMHAE, THITEPYPHKEMHA W Noaarpa.
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) N nepexocyMNa raxossl FHOTA B nnaamarmie-
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Puc. 29.1, TparchykUMs CHITILIA WHCYTMHA TIPHROAMT K CTHUMYASUMK ChHiesa IiHKorena (COMLIACHO [HIDIE3C 0 BIaiMoneHcTain

(hocrorHo3uTON-32BHCUMOIT KITHA3E-1 W NpoTedHKHHass AKT), lMoacHesMs k KAPTHHEAMH npuBesels va ctp. 10, o painene «OcHoBHbe
oBosHAMEHHY.
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Puc. 29.2, Obpatimoe Jdocdopinviposarie BenKos,

Bnarts R nnrh L I nauEa hon "

JKOJIO TPETH BCeX KICTOMHBLIX OCHKOB comepxkar docdatHyio
IPYMIY W MOTYT TOABEPTATLCA KOBARSHTHON MOIMQHKALHKE npy
octhoprmiposannu ¥ Jedochoprimposanun. 3To obpaTiivMoe doc-
DHOPHAMPOBAHKE HIMEHAET KOHMOpMaurio Bejlka, 4 BMECTe ¢ Rel
IPHHUMIHANBHO MEHSIOTCH M ero CBOHCTEA: (PEPMEHT H3 HEeaKTHB-
0TO CTAHCBUTCA AKTHBHBIM (HIH HA0B0poT), PochopPINpOBAHMIO
I0ABEPTaIOTCS OCTATKM AMHHOKMCIOT, COMEPHKAITHX THIAPOKCIHLTh-
HYK Tpynny. Yawe seero Gocdopunupylores OCTATKH CepHHA,
[HKE — THPO3UHA W TpeoHAna (pirc. 29.2, rn. 10). Peakumio docdo-
PUIIMPOBAHHA BEKOB KAaTANH3UPYET NPOTEMHKMHAZE, & PeaKkilHio
iehocopunrpopaniiss — nporesHpocdaraza. 3nayeHue 3TOrO
MCXaHMIMA PEryNsuMK AKTHBHCCTH QEepMERTOB B XKUBHIX KIETKAX
OUEHD BENHKO! Tak, NMpoTeH K36 H doctaTasbl COCTABIAIOT A0
5% Beex BENKoB. KOMMPYEMDBIX B reHoMe yenosexa. HenasHo HeL10
1OKa3aHo, UTO HapyweHus ¢ochopuupoBaHua BENKoB Haba0-
[RIOTCH NPH HEKOTOpMLX Boneansx — caxapHom nuabete I1 Tirna,
pake. C MCCAenoBaHviesM DETYAAUMY aKTHBHOCTH [POTCHHKHHAZ W
docdaTas CBA3LLBEAIOT HAACHUILL HA CO3TAHME HOBBIX 3(PQeKTHn-
HBIX NEKAPCTR NS JeYeHUsT 3TUX 3a3G0NneRaHui.

1na

HCA)

[MnoTesa o B3aMMOAEACTBHH (DOCHIOUHO3NTON-32BHCHMON

KMHa3bl-1 ¥ NpOTEHHKKHA3E! AKT

WRCYTHH WHIYIIMPYET B KNeTKE MHOXECTBO DPa3NutHblX COGBI-
THH. OH MOXET CTHMYNHPOBATE TPAHCIOKAUMIO [EPEHOCYHKA
rmioxo3sl [JIKOT4 u3 unTornasMel & ILIAIMATHNECKYIC MemOpany.
CTHMYJIHPYCT CHHTC3 KUDHBIX KMCNOT. DENKOB, FAKKOTeHa U Jp.
[MpuMevaresHO, YTo BCe 3TH CODLITHA MOCYT NPOMCXOANTL NpH
B3AMMOLCHCTBHM WHCYIMHA BCEro JIWMLL ¢ €IMHCTBRHHBIM peLlen-
TOPOM MHCYIHHA. ITOT PeHOMCH HA3BIBADT WAEHOTPONMHBIM (4TO B
NEpPEBOAE € MPEYECKOro 03Ha4aeT «MHOXeCTBO nyteil») apdexTom
WHCYMMHA. Bce HA9WHAETCS C TErQ, UTO WHCYAMH CBS3BIBAETCA C
PCUCTITOPOM M MHHULMMPYET BIAUMOASHCTBUE PANTMUHbIX CHIHAIb-

HelX DenkoB. B pesynbrate 3THX B3aMMOASHCTBHI akTHRUPYIOTCA
HAK HHIMOUPYIOTCS ONPELENEeHHBIS PETYAATOPHBIC NPOLECChI.

Ha pwuc. 29.1 noxa3aHo, Kak WHCYIMH CRS3BIBACTCH C
peUenTOpPOM MHCYAKWHA. [IpM 2TOM peuenTop aKTHBHUPYET-
ca myTeM ayTodocGOpHIMPOBAHHA MO OCTATKAM THPO3HIA,
AKTUBHPOBAaHHLIH peLenTop CBA3LIBAET cybeTpar-1 HHCy-
AuEoBOTO peucntopa. CyGcTpar-! MHCYIMHOBOrO peUenTopa
Tenmepk MPHBTEKAET Genok p85 — pelyiasiTOpHYIO CYOBEAHHHLY
drocdonnozuron-3-kunazm, PochonHozuTon-I-kunaza pocdo-
prnHpyer qoedarnoniraoInTon-4,5-ouchocar (PHUD,) B Tpe-
TheM MONOXKEHHWH C 00OpasoBaHueM (hochaTuanauHo3HTON-3,4,5-
tpudocdata (GUD;). Janee OUDd, npusnexacT K Membpare
hocHOMHOIKTON-3aBUCHMYIO KKrHA3y-| u npoterwnkuHazy AKT
(paHee — NpoTeWHKHHA3a B). OHW cBA3LIBAICTCS APYT € APYIOM,
GochONHOIUTON-3aBUCHMAA KHHasa- | ¢ochopriMpyeT mpoTe-
HHEmHazy AKT w aktuBupyeT ¢e. [MpoTemnkpnaza AKT renepn
crmocobHa QOoChOpHAMPOBaTL: KMA3Y-3 MIHKOTEHCHHTA3BI, U TEM
CaMblM e MHAKTHBHPOBaTb, KWHA3d-3 TIHMKOrCHCHHTA3L KOM-
CTHTYTHMBHO axTHBHA; MPH ronojaHuu (Keraa WHCYNUH HE Bbipa-
BaTbiBaeTca) oHa hochOPHAHPYET ITHKOTEHCHITTAZY, W TEM CanmbiM
NOJARAAET €¢ AKTHBHOCTL. TakMM 00pasoM, KOTAa KMHA3a-3 MUKo-
MeHCHHTA3Bl AKTHBHA, CUHTE3 MMUKCGreHa npuocTaHasiueaeTes. Ho
nca BO3ACHCTBHEM MHCYAMHA NpOoTerHKUHAza AKT uurubupyer
KAHA3Y-3 TIFKOreHCHHTA3Ll, M TNHKONGHCHHTA3A Tenepb MOXeT
nepeiTH B akTwBHYIO Qopmy. Ee akTuBupyeT nporenntocdarasa-1
nyrem Achochopunnposadmua. B 310 Xe BpeMs MpoTeHHKMHA3A
AKT yepes npyroi Kackai CHrHANOB CTHMYNHPYCT TPAHCIOKALHD
nepeHocH KOs rnxoko3sl FJIMOT4 w3 uuTo30n4 B nnaMaTHUECKYIO
MenMBpany. 3710 ¢neceOCTBYET YCHIEHHIC TPAHCNOpTa TAIOKO3h!
BHYTPb KNCTKH. B NPHCYTCIBUH aKTHBHMPOBAHHOW THKOTEHCHHTA-
36l M3 3TOI MTIOKO3EI 08pa3yeTCs rMMKOreH.

JaHHBIE KNHHIYECKHX HCCICI0BAHWI CBHASTEALCTRYOT B MOABIY
THMOTE3b! O B3AMMOACHCTRIN (POCHOUHOIHTON-3UBACHMOIT KHHA3LI- |
W npoTerHkrHassi AKT. Hike npuBeaeHsl Tpu npHMepa.

NenpevayHuam (cuHgpom JIoHOXbHD)

3TO OYeHB peiKas HacneAcTBeHHas OonesHb. Manbiuim nnoxo
NpubaBNAIOT MAaccy Tela N BHELIHE HAMOMHHAT HPAAHACKMX
MHPHUECKMMI CYIUECTB — 3AbdoB {«leprechauns). bonsHble cTpa-
HRI0T OT Tsukennls Qopm NHabeTa | YMHDAKT B PAHHEM BO3PaCTe.
{IprtrHa GONe3HM — HapylUSHME CTPOEHHUA M QYHKIHIT pelenTo-
pa MHCYMHA. 3TO [IPMBOIWT K TOMY, Y4TO KJICTKH HE BOCIIPHHMMa-
10T CMIHAM MHCYJAMHA. XOTS CEKPeUHA HHCYANHA HE HapyUICHA.

MyTauus npotenHkunassl AKT (npoTenHkuHasbi B)

HenapHo GslIa OTIMCAHA Lefasg ceMbsA ¢ MyTaUuWel reHa NMpoTerH-
k#uHa3bl AKT*. B cOOTBETCTBHM C TUNOTE30/ O BIAHMOACHCTBI I
dochowHoanTOR-3aBUCUMOIT KitHa3E-1 W npoTennkuHaski AKT
YneHbl ceMbi cTpajtanty oT nuadera 1l Tuna.

MpoTeuHTHPOIMHOChaTa3a

B MPOMEKYTKAX MEXIOY TNpHeMaME MUKW CeKpelMsa WHCYIAWHA
npekpatiaeresa, ¥ TPAaHCAYKUHS CUTHAIA WHCYJIHHA B KICTKAaX
aouia npekpawarecs. IlpoTerutaposnxdocdaTasa ocyrecTong -
eT JgedoctopoBaHAe PELIENTTOPA MHCYAMHA, HHAKTHBHUDYS €r0, U
TeM CAMBIM, CMTHAR MHCYIHRHOBLEIHM GokHpyeTes. OaHako v pana
DOIBHEIX ﬂ.MaﬁETOM ObUTa onucaHa U3OLITOYHAS AKTHBHOCTE npo-
TEHHT l1p03HH¢\OCd)aTa3bh KOTOpad NpensTCTBOBdNa aKTHBHPOBA-
HHKD peuenTopa WHCYNMHA. B nacrosuiee BpEMA NpHIAraloTcs
YCHJIHMA IS CO3NAaHHMA MHIMOMTOPOB NpOTCHHTHpo3uHdochaTa-
3bl, KOTOPEIE MOTYT OKa3aThCst 3D HeKTHBHLIMI JeKapcTBaAMHK [Ns
nevyeHud avadera [T THna.

* George S., Roehford J.J.. Wolfrum C. et al. A family with severe
insulin resistance and diabetes due ¢ mutation in AKT2 // Scienee. —
2004, — Vol. 304. — P. 13251328,
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B pasukix TKAHAX FIWKQIIT BRITOIHACT pasHbie dyHkumn. B Genpix
MLIIUAX, CETUATKE M IPUTPOLUMTAX B JIpOUECCE IVIMKOAH3A OCYIIECT-
LIAETCS AHR3pobHLIA cHiTes AT®, a B kKauecTse 1106OYHOID NPOAYKTA
Wpuayeres MoJdouran kncnota (em. . 21). [pu aspoBuem ravko-
1138 B MbIWLAX COPA3YETCH TIMPYBAT, KOTOPLIH OKWCIASTCH B LIMKJIIE
Kpebea. lMponykrel uMkia Kpelca nmocTynawT B ABNATCILHYE UMb
1 yke B Heil cuutesupyetca AT@®. B nevedn o XHPOEOH TKaHu B
tole a2IpodHOro IIHKOoAH3a B neHTo30gochaTHore nyTH obpasvercs
THPYBAT, HCINOILIYEMBIH [UISE CHHTEla XHPHRIX KUCIoT. [Tomuume,
MO PeVAANUR MEMaloAHeckux nymen aceedd uUMeent C80K) AQRUKY.
UMEHHO (RYHKWUH npoKecca Onpedetsem cnocolisi €20 pecyanyuy.

Ha cTiiiu nocTyiLieHHs TII0KO3E B KICTRY 1POIECe TIHKOIH3
[EryIMpYeTes TpancnopTepamy 1okl {JTHOT), raokokHHasoH
i rekcoxniusoit, dqochodipysTokyiaioi-1, nupysaTkiiHazodl H
MHPYBATACHAPOre HAZOH.

TpancnopTepw raoko3s) FNHOT

[MoKo3a MOCTYNACT B KAETKY C MOMOUILIO TPAHCROPTEPOB FIOKO3LI
(TTEOT). CyuiecTRYET HECKOILKO THIIOR TPAMCIOPTEPOB [IIOKO3BI —
LIKOTI, THHOT2 v 1.0, Bee ony pacinojoxeH B (LTA3MATITIECKOH
sembpare, kpose IJTHOT4, KOTOpbIit PEry/MpyeTt NMOCTVITIEHNE [TOKO-
361 B KIETKY H TCM CaMbIM PEryITHPYET TIHKANHI B MBIITNAX 1 HRAPOBOH
Thanu. [Tpi rodonaqni Monekyasl [J1HOT4 pacnonaraiorea Bo BHYTPH-
KIeTOYHbIX BeshKyiax. TTocae npHema i nos ZedcTBHeN CHIHana
HICYAAA nponcxoant nepemeinenite [TTHOTY & nnasmaTnueckyio mem-
OpaHy, M KAETKA HAYHHAET HHTEHCMBHO MOCOWATL MIOKO3Y.

IMHOKOKMH23a M FreKCOKHHa3a

ITH DEePMEHTEY KATIVIHIKPYIOT NEPBYIC peakUrio MKHKoIH3a — doc-
(DOPUNKPOBAHHKE [IOKGIW 10 TII0K030-b-(hoctarta. Tekcoknnasa
COMEPAHTCA BO MHOMHX TRUHAX, ¥ JTOTO (hepMEHTa HM3KOC 3HAYSHME
Kin (T.. BEICOKOE CPOALTBO K 1i0Ko3e). [eKCOKMHA3a No MPHHIKITY
0BpaTHOM CBAIM MHIHOMPYCTCS NMPOOYKTOM pPeakUUK — THOK030-6-
tociaTom. [TOKOKHKHA3R CONSDKUTCE B MeucHM W [-KNeTKax mon-
KeTyNloYHOH Xejaesbl. Y IT1I0KOKHHA3E!, HANpOTUR, BBICOKOE 3Haye-
Hie Kim {T.e. HH3KOoe cpojacTBO X rioKose). B neveHi oHa akTHBHa
[IPH BBICOKHMX KOHLEHTPALMAX TMIOKO3bl (10 15 MM0Ib/1), KoTopad
neciae NPHeMa YrJIeBOACOAEPKALUCHE NUIH NOCTYITEET W3 KHIWEHMKE
B MNEYCHb MO DOPOTHOH BEHE NEUeHH. (BadcHO! cAlOKOKUHEIT HAXO0-
dumes § newenin.)

docdiodipykTokMHasa-1

Axmusauis ocodpyrmorunazoi- 1. 3T0T hepMeHT aKTHBUpPYET-
cst dipykro3o-2,6-0ucdocdarom (D-2,6-6ucD), Kpomec toro, AMP
Taroke akTHBMpYeT pochohpyKTOKHHA3Y- 1. BBICOKHE KOHBLUEHTPALIH
AMD rOBOPST O TOM, MTO KJIETKA HEMbLITLIRAET HELOCTATOK B SHEPIHH
H Tpebyetcn ychauTs cuHTes ATQ. [MostoMy AM® criocobereyer
MHTEHCH(OUKALMMK TIEKONH3A,

( B nevenu vipasosaiiue hpyrmoo- 2, 6-Gucthocthama GRMUGHZYEMcA no
dediemgues uncyauna u unenbupyemen rod dedcmenen anovazona. B cxe-
ARIHHBIX MbIHIAY 0GPAI0SAHNE INO20 GOHECINGE CINUMYALDYEmCH Golc0-
KO, @ uneubupyenics Huskoli Konuenmpauued Hpyxmozo-6-ochama.)

Hueubuposanne gocdodpyrmornunaze-1. Boicokan KoHnenTpa-
unn AT® unrubupyer QocpodpykKTOKHHA3Y-1, U HHTEHCHBHOCTL
FAMKONN3 CHHKaeTen. KpoMe Toro, »1oT (pepmeHT HHTHGMpyeTca
LUHTPATOM.

MupyeaTKMHa32

HuzuGupoganue nupysamiunaist. T NeY4EHH NAPYBATKMHAIY HATADH-
PYIOT anaHui ¥ udkmgeckuit AM®. 3T pewecTna o6pasyioTed npu
ronofatuu. [IpH ronofaHUm CeXpPETHPYETCA TAXOKArOH, KOTOpbiH
CTHMYJIHPYET CHHTE3 UHKIHueckore AM®. AnanuH ke obpazyeTcs
NpH pacrnaile MbllWeMHbIX BENKOB NPK FONOLAHMH H WCOONB3IYETUA
A8 CHHTE32 [AI0KO3bl B MPOLCSCe [MKoHcoreHesa (cM. r1. 44).
[Tpn MHrUOMpOBaHKHH NUPYBATKHHAZL OIOKMDYETCA HMenoib3oBaHHe
(hochoe HOANKPYBATA B NIHKOAWIC, H B KIETKE HHTEHCHMOHUMPYETCH
ImoKoHEorcHes (oM. 1. 46).

Axmugunun nupysamxnitaipt. B nevelnd NHpyBaTKUHAa3a AKTHBUPY-
eTea dpykrodo-1,6-0uchocdarom (akTHBaLMa NO TPHHLUKTY MPAMOH
CBA3H). ITOT npolece ocoGeHHO BaxeH NMpH nepexone ©T nepuona
TONOAAHHA K THNOreHesy. TTpH rofolalHd nupysaTKiHala HeakTHB-

Ha, H B KNETKE HHTEHCHBHO HACT INIIQKOHEOICHES, a MPH THHOICHESE
NMUpYBaTKKHA3A aKTHBKpYeTCA (CM. 1. 23).

lupysatgerugporexasa

[TupyBaTaeruiporeHasa — KOMILUIEKC W3 Tpex depMeHTOB, KOTOPLI
pacnofioKeH B MATOXOIIPHAN. OH KOHTPONHPYET CKOPOCTh MOCTY-
TLTeHHsT NupyeaTa B UMk KpeBea,

Axmueauus nupyeamdezudpozenassi. [Nocne npuema Gorato yrne-
BONAMM TIHWMH MOI ASHCTBMENM HHEYJIHHA MPOMCXCAHT AKTHBALHA
NUPYBATIECTHAPOTEHA3E B MEUCHW W KMPOBOIl TKAHH, TIe MHPYBAT
TpehyeTca 1A CHHTE3a KMPHLX KMCnoT (cM. rn. 23). MepManT Takx#e
AKTHBHUPYSTCH CBOMM CyDeTpatos (nMpysaToM) w kodiepmetitamu KoA
n BAI*. HaxoHel, MOBBILIEHHE KOHUEHTPAUNMK ALD Takme akTy-
BHPYeT TODIDYBATACTMIPOrcHa3y. YpopeHbs AAD MOBhIUASTCHA, KOria
KIIETKA MCMbITRIBAST HEOOCTATOK © JHeprii. [ToBoilUerne KOHUgH-
Tpaunu AJ@ CBHACTENLCTBYET O HCODXOMMMOCTH AKTHBALIMM 1IMKIA
Kpebca W AbixaTenbHOR enu s cuntesa AT,

Hueubupogarnue nupyeamdezudpoeenassi. BLiCOKHE KOHUEHTpaUHH
AT® uHrUGHpYIOT MHPYBATIEIHAPOTEHA3Y, H OKHCJICHHE [THPYBATa B
ke Kpebea npHocTananmyeactes. Kpose TOTO, aKTHBHOCTL (bep-
AEeHTA HHTHOMDYIOT NPOOYKTE MHPYEATICTHIPOTCHASHOI peakiyin —
amervn-KoA m HAH. Takaa caTvanua co3iaerca rnpH roaoaanug,
KOTNA B KAYeCTBE HCTOUHHKA JHEIHH HCMOABIYIOTCS XUPHBIE KHCIO-
THI, K3 KOTOpbx obpasyeTtes auetui-KoA. B aTom ciyuae mnriadupo-
BaHKEe MUPYBATOErHAPOTEHAZLI CIIOCODCTEYET COXpAHEHHIO NMUPYBATa
1A CHHTE3a rMIOKO3bl. |[IlpHMedande: BO Bpessl TONCGIEHMA MHPYIEIT
00pa3yeTCA M3 PE3EPBHBIX 3AMACOB, T.€. M3 MNIIOKO3LI, obpalyvioieiics
M3 INIMKOreHa B aMHHOKHOIOT, 06pa3)’k0u11—1}{0}1 NnpW pacnaude DEIKOB
sMbin {c™. i, 46).]

2rYNAUMA UKKNa Kpeoca

pasHblx TEaHAX umi Kpebon Bwinoinset pasHsie dyikum#. Tak,
B MBONDAX W rOJIoBHOM Mo3re B Liikie KpeGca auetii-KoA okue-
ssteten ¢ obpazosaHuem HAILH n MAOH,. KOTOphiC HCMOALIVIOTCS
st cuHTean AT@ B aslxateibHoil wernd (oM. ri. 15—17). B nedern
DpA ToA0IAHHR al1eTHI-KoA He okucisieres B tikie Kpebea. BvecTo
3TOT0 UNKN Kpedcd HeMoNb3yeTes! WIS CHETE3A MAIATA M3 HCKOTOPBIX
AMHHOKHMCIOT, KOTOPHIE NMpeBpallaeTea 8 OKCANOAUeTaT M BCTVIIAeT
B ThokodeoreHes (cM. 1. 46). Tlocne wpnema nmmp auetsti-KoA B
neweH W KAPOBOH TEAAE nocTynaeT B nukn KpeGca Ha oueHs Kopot-
KHHA NepHoa. B mepeoii peaknuu LHKAZ OH NpecOpajzyeTcs B MUTPaT,
JaTem BKCHODTprﬁTCﬂ B LHTO30JIL ¥ HEMOJILIYETCH AJTH 6]10CHHTEEE}

MMPHBIX KHCTOT (CM. . 23).

W3ouuTpaToerngporenasa

HaowmTpaTaernaporeHasa HHrHOVPYETCA NpH BLICOKOH KOHLUeHTpa-
unH HAJTH. KodepmedT uiouMTpaTaeriaporeHassl — HAILT. Koraa
HAJY moccranaenueaerca no HAJH, 3oudrpatierdiporeqasa
HHAKTHBHDYETCH, MOCKONbKY €€ KOhepMEHT OTCYTCTRYET.

HepocTtato4HOCTb THAMKHA

B HepBHOM TKaHH seayllylo polik B CHHTe3e AT HIpasoT rYHKOAH3 H
fansHe W cHHTes aueTHn-KoA B NUpYBAaTIerWIpOreHa3HOH peak-
UMM, KOTOPBIA 3aTeM OkMcAmeTest B unkie Kpebea. Jlnsg HopManbHO-
ro (pyHKUMOHHPOBAHMA MUPYBATASIMAPOreHa3ht HEODXORHM THaMHUH.
an HEAOCTATOUHOCTH THAMHHA AKTHEHOCTL (bepmeHTa CHHXKAETCH, H
HEPBHan TKAHBb HCITBITBIBAET HEAOCTATOK B |'|p0113BOI1HMOﬁ IHEPTHH.
Pa3BupBawres runepnakraTeMus, 3abonepaHHs HEPBHOH CHCTCMEI; B
TAXENbIX ciiyuaax — 6ofe3Hbk BepHuke, ncuxos Kopcakosa (oM.
. 55). HepoctaTo4HOCTh THaMMHA HABAKGAAETCH NPH XPOHKIECKOM
AFAKOrONM3ME, 13-3a TUTOXOrO NUTAHHA.

(Janomnume, wmo, xomn ayemit-KoA smoxcem odpasoasiganisCa ui
MHCUDHOIX KUCAQI HEIQRUCUMO 01 NupyEamdeeudpozenainil peakuiu,
ZOJ?OHHO.!:' MOIZ HE MQIHCEIN UCROAEIOEANTE JCUFRBIE KUCAONIM 6 KAYECMae
LCIMOURHKG FHEPSUE, NOCKOALKY OHE HE RPOXOOSN MEPed eemamGanue-
garuneckul bapoep.)

Bonaesznp JIa

Hekotoposie dopubl bonesu#t Jy seiszwiBacTes aHchyHKIMEHW MTHpyBa-
nerdaporeHassi (cm. 1. 15).

Perynauua ravkoiivaa v uukna Kpedea 71
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Dépasosanne ATD B MbllLyax

B aspobubix yCAOBHSX JAYULLHM KCTOYHUKOM IHEPTHH 1S MBI,
SIBASIIOTCS SKHPHBIC KHCAO0TBL, KOTOphie ans obpazoBauna AT®
MpeaBapHTEILHO NoABeprarTes B-oxucacHuic (puc. 31.1).

O6pazoeaune ATD W KETOHOBLIX TEN B NEYEHMN

IMpH rofofaHuK HAKM B CIYYAC HEKOHTPONMPVEMOIO CAXAPHO-
ro AWadeTa KMPHLIE KHCIOTLS MOCTYIAIOT B KJACTEI MCUCHM I
TPAHCITOPTHPYIOTCH W3 LIMTO30/51 B MUTOXOHIApHK (pue. 31.2). s
NEPEHOCa WUPHLIX KUCAOM 8 MAMPUKC MUMOXOHOPUTt Henob3yvemes
KApHUIMUKGGAA MeaHOUNAA Cuimemd.

KapHUTHHOBAA YenHo4xan CHCTeMa
Manbmeronn-KoA cisisblpaeTes ¢ RApHaTHHOM, 00pPa3va NaibMHTO-
HOKAPHUTHH. 3’!'},‘ PCUKLIKD KATATM3IWPYET KAPHHTHHTIANLMHATOH.T-
Tpanctiepasa HApY®HOH MCMOpaHn MuToxoHApHil. Bo BHYTpennei
MEMOPAHC MUTOXOHAPHE pacmonoXeHa NPyras KAPHHTHHIATLMM-
TownTpancdepaza. OHa KaTAM3NPYeT 0OPaTHYIO peakllHio, paciue-
[15151 MAJIbMHTORNKAPHHTHR Ha KAPHHWTHWH M MAIbMHTOIT-K0A¥.
l'lpu HEHLOCTATOYHOCTH KAPHHTHHA XHPHLIC KHCAOTEH HE

MODYT TIPOHWKHYTL § MHTOXOHADWH, B-OKUCIEHHE KHPHBIX KUC-

JIOT OCTAHABAMBACTCR M palBHBAETCA THNOTIHKEMESA.

KeTorenes

[Ipu B-OKUCTEHMA KUPHBIX KHCOOT OfpalvioTed aneTHa-KoA,
HAAH u ©AIH, HAIH v ®AIH, oKMCRSI0TCA B AbIXATENb-
Ho# uernm, i obpazosavnbiit ATO nng obecneuycHHWs peakuuii
TmoKoHcoreHesa (oM. ria. 32) W cHHTE3a MoueBHHB (ca. rn. 44).
M3 auernn-KoA ©00pa3vioTcs KeTOHOBBIE TEJA: AUETOAUETAT M
B-ruapokcubyrhpar. M3 auercanerara § HeOOJIbILHX KOQJIHYECTBAX
obpasyeTcsl AUETOH, MOITOMY OT SIOJASH, WCMObL3YIOWHX HH3KO-
YIMEBOAHYH JWCTY, W OT AWMABCTHKOB MpH KETOAUMIO3e NpH
BLILOXE HCXOMMT XAPAKTepHBIH hpyKIoELIl 2amax (M30 pra) — 370
anax ancrona. fJpusenanue: xoeda coomnouienue HANH/HAT
GUICOKOe (Hanrpuwep, npu ugbemuseckoM Kemoanudoie) pasnoge-

* B arevectrcHHBIY vicDHWKAX OHOXWMHH 3TH (PEPMEHTH NPHHATO
HAILIBATE COOTRCTCTRCHIG KapHuThuaiuiTpatcdepasa | 1 KapHnTHHa-
uraTpancdepaza . (Fpves. ped.)
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0BECNEYEHHA JHEPrHENH
| . sag*
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Puc. 31.2, OxucigHHe KWPHBIX KUCTOT B ficucHH H 0Bpa’topaHme
AT® (ana rnokoHeoreHe3a) i aleTHn-KoA (1A KetoreHesa).

clie 8 -eudporcubymupamdoezudpozeHanon peaxuuu CMEaenica &
cmopory obpazosanit B-zudpoxcudvmupama. Takum o6pazoM, npn
AHADETHUYECKOM KeTOaLMA02e KOHUEHTPALMS B-riapoxcubyTHpaTa
MOACT B 5 Pa3 MpeBullaTh KOHIUCHTPAUMIO ALeTOALETATA.
3anoMHHTE: METOA OMNPC.ILIEHHA COICPXRAHNA KETOHOBBLIX TEN B
PEAKIIMM C HUTPOMNPYCCHAOM MO3BOMNACT H3MEPHTL TONLKO KOH-

UEHTpAUHIO ALETOALUETATa, HO HE OCHOBHOTO KETOHOBOTO Te)a
B-runpoxcrbyrrpara.
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IPH FONDA3IHMK NEYEHD NOAAEDXHES

El :EU_E?E' 1dNbEHBIH

YPOBEHbL TMHKO3bLI B KPOBH
[ 10BHBIM HCTOMHAKOM IHEPIHH AA FOJIOBHOTO MO3Ira SIBNAETCA [IH-
K03a. [cnay B ronoBHOI MO3T MOCTYNACT HEAOCTATOUHOE KONHYe-
CTBO TIOKO3bE (TAKOE COCTOSIHKE HASLIBAETCS HEAPOTMHKONEHHERH)
GE/I0BCK BIa1aeT B KoMY. Tak, NMpH HACYNHHAOME CEKPELIMA MHCY-
AWHA NoBLIWEHa M HaBIIAOTCS FHIOMMHMKEMIA, OOMOPOKH,
PACCTPOUCTRA NOBEACHHA (MHOMI2 HX OWHBOUHO NMPpHHUMADT 33
DIMUICIICHIC WM NCHXHaTpHYeckoe paccTpoitcTso). C cuMnTOMA-
MH CHITOITHKCMIH TAKAKE XOPOLIO 3HAKOMbL HO/LHbIE CaXapHbIM
anabeToM | THHA, ONK RLIHYAICHBI PEMVIHPORATL YPOBSHDL TH)-
KO3bl B KPOBH TIPHEMAMM MHLH § HHBCKLHAMME MHCYIHHA.
HopmuabHbii ypoBEHb TIIOKOALE B KPOBH HATOLMK MQAIep-
AHBACTCH Ha ypoBHe Mexay 3.5 1 3.5 wmoib/ 1. OpriHiimM cro-
CcobeH pPervinpoB:aTh YPOBCHL THIOKO3B B KPORM, HCCMOTPS Ha
OFPOMHBIC PACXDALI [IKOKO3bI BO BPEMS NPEACALHBLIX HUMPYI0K. Y
criputitepa Ha 100-MeTpoBOR JHMCTAHUMH PACXOIYCTCH TAUKOTEH
MbH, & y deryna-mapaoHia rirokesa obpasyeTes Wi TpHalWI-
FAIHIEPOIOR FIMKOTeHa MBIUIL i nedens. Jlase npy JUTHTEIbHOM
rOJNOIAaHHH (B TEUEHHUE HECKOABLKHUX HEAENb) YPOBEiL 1IIOKO3L B
KPOBHM HE OMycKaeTcs Huxe 3.5 mmonb/n. KHIHEHHO BaXHYIO
POJIb B MOUIEKIAHMM TOMEOCTHIL MTIOKOILI MIPACT 11CUEHD (CM.
rn. 28).

TNWKOreH nevyexHu

B neprbic HECKOJIBKD YACOB TOADIAHHSA TIOKATOH HHIHHPYET B
MedenH aKTHBALNKD pacnaia rMHKOreHa (FIHRATeHoI3), YT00k
HE AOMNYCTHTL MATCHHA YPOBHA [II0KOIE B KPORH. (JOpu3oBaHHAs
{II0KO3 HOCTVITICT B KPOBL (cM. 14, 28).

Y7o NPOKCXOAWT, KOr[Aa TMWKOred NeYeHn
H3pacXxoQoeaH
Fmokoneorenes. 3andacoB rAHKOreHa IeYeHH XBATACT Ha
24 4. TOJJOBHOW MO3T HE MOXET MCMOINbL3OBATE
KHUPHBIE KHCITOTHEL B KAYLECTBE HCTOUHHKA
DHEPTHHW, A CHUHTE3UPOBATLE IMIOKO3Y M3 KMPHbIX
KHUCAOT HEBO3IMOXHO. Takum obpazon, vse uepes 24 vy
OPIdHMIM DACXONYET BCE 2aMachl yracpoilos (1.¢.
[0A0BHOIT MO3T HE MOKCT HCMOAb30OBATE B KUUCCTES MOTOSHMEKL
JHEPTUM KHPHBIC KHCAOTHI, MOAVUACMIE B3 TPHALITIHIEPOIOH,
OCHORHBIM HCTOYHITKOM IHEPTHH L18 MO OCTAeTCH TIHKORL,
KoTopast 00pa3yeres H3 MPOIYKTOB DACTIAND MLIHEHHhY Geaknn,
Oa, B oxeTpeHnBIX Cyvaaax TpedyIoTes aKCTpeHbe Mephl! Mtak,
qcpes 24 9 rofoLaHid rTIOKOKOPTHROIWAHEI FOPAMOH KOpPTH 00
AKTHBHPYET Te MeTADOMIMCCKME 1IYTH. B KOTOPBIX YACTH MBILLIEY-
HOH TKAHM Paciiafalores 10 aMHHOKHeaoT. M3 HEKOTOpBIX ITix
AMUHOKHUCAOT TCMEPL MOMHO CHHTE3HPOBLTL [LIKOKO3Y B MPo-
lecce raokoHeorcHesa. TakuM obpazos, KOrld [HKOreH mete-
HH M3PACXOA0BAH, pa3BHBacTcsa arpodma MblWU, {Tpusewanue:
UMEHHD ROIMOMY DOALHIM, BOCCIMAHABINBAKINUMCT NOCIE 00wlp-
HOIX MPaeM, — XRDYPRUYECKUX SMEWaMeIhomes, 1ICn208, CHHIpoMd
daumenvHo2d COaGAUBGHIA — MPeOYenci NOTHOWCHHOE NUMAHIe.
SWKMBACHHE paH ByvaeT MATH MeddeHHo. ecin GoaLHOH He ecT
M B €ro opraHusMe npeobaatanT KatadoiHMCCKHE MPOLECCH.
TAKME Kak ATPOMUA MbIUL APH TTOKOHEOTCHE 12,

Kerorenes. [pH rosoianmy o rmedciiv M3 HHPHBIX KICIOT
obpalyroTea KETOHORbIE TeNa, K cyacTbio, nocic AByX AHeH rono-

FIHKOTEH).

JaHHA TOIOBHOH MOIr QAANTHPYETCH K HWCITOAL3IOBAHWID KETO-
HOBLIX TC]1 B KaugCTRE HCTOYHHKE DHEPrHH. Tenepb FAIOKO3a
PACXONYETCH HE MHHHMIAIBHOM YPOBHE, H HNTEHCHBHOCTE [JIH0-
KQHEOTEHC3A YMEHbBIUACTCH,

PerynauMa nunonuaa

Jdurnonns — npouece oBpazoBaHMs MHPHBIX KHCNOT Y [MHUEPO-
N3 M3 3ATACEHHbIX 13 DNOH MHUPOBOH TKAMH TPHAIIMNTIAKLEPONIOR.
PerynripyeT JMMONWs rOpMOHOMYBCTBHTEILHAA NHNA3A, KOTOpas
AKTHBHPYETCA TOPMOHAMM, CEKPETHUPYEMBLIMH [IpH TONOLAHKMH:
rAHKArOHOM W KoprHionoM. Tpu moTpeGaeHHH MUY HHCYAHA
HHIHDUpYeT rOpPMONOMYBCTBUTEALHYIO JIMNazy W obecneymnpaer
3anacaHue TpHalkAranieposon. NpHMeuaHie: B Xea¢ AHN0aK3a
00pa3vVeTCA MMHUEPON, KOTOPBIT MCMOALIYCTCA LIS CHHTE3a THI0-
KO3bl B MPOLECCe MIKOHCOTeHe3d. KHpHbIE KHCIOThI, BLICBO-
OOXKIAWLWHEC KW KNPOBOH TKAHM, 1EPACTBOPHMbI B BOAHONH
CPELC H HC MOTYT TPOHCIIOPTHPORATLEA C TOKOM KponrM. [Mostomy
OHM CBSIZBLIBAIOTCH C WIbOYMHIHOM, H VAC B TAKOM BM/JIC KPOBb
IOCTABJIAET HX K MEpH(BEPHYECKHM TKAHSIM,

Perynauua f-oxucnenus

Hast B-oKHCACHMA AHPHDBIE KHCAOTb HEOOXOUHMO JIOCTZRHTHL B
MUTOXOHApHH. TPAHCOOPT AHPHBIX KHLIOT MePCl BHYTPEHHIOIO
MeMBpatiy MUTOXCHIAPHIT oDecneunBacT KapHHTHHOBAA “EAHO0Y-
Has cHerema (o, r. 13). Mavomnn-KoA nurnGupyer Tpancnopr
AKUPHBIN KHCAOT 1 MITOXOHAPHH, GIOKHPYA KapHHETHOHAALMITO-
wirtpanedepazy Hapyxtoi mesdpans . Maonm-KoA ebpaver-
CA 1PK NOTPEOMEHHM TIHLM, KOTAL TIPOMCXCINT CHHTES AMpPHLIY
KHCT0T. YToBhI 3TH KHPHbLIE KHCAOTEH He GRUTH CPpasy e paapy
LIEHBT B MHTOXOHAPHAX B Npouccee f-oxuenennn, MuoHn-KoA
WHTHOWPYET KAPHUTHHOBVEY YCAHOUMHVID CHCTEMY

F'El"‘_{ﬁﬂi],i.ﬁl rMHOKOHEOreHe3aa

Pervasroprmie QepMeHThl TIHOKOHCOTEHE ! HANQUIATCH B [edeHi

W MovKILx.

1. [IinpyoatkapboRCIAZA (MHTOXOHAPHLIEHEIK (DEPMCHT) UKTHB-
pa npn v ATO w 6uotiiHa, Ec axrnsapyer auetii-
KoA. Kopruiod HHAYUHDYET CHHTE3 MHPYBATKAPIOKCHIAIb .

. MocdoenoNUPYEATRAPGOKCIKARAZA (IIHTO30ILHEN (iepuenT)
akTHaHa apn faanaun [T, TuoKaron WHIYLKAPYET CHHTE:
(repMeHTa, a WHCYIHH TICIARIAET ero.

. @Ppyviroln-1,6-ducdocdaraza (UMTO30NLHLIH QEPMCEHT) HHI -
Gupyercs GpykTo30-2,6-dncdocdarom. [uoxaron sammyekacT
pacriid dipykroso-2.6-0ucdiocthata. a HHCY.IMH — ¢ro obpaso-
BaHIC.

4. I'okozo-6-doedataza — depMeHT IHAOIIUIMATHIECKOIO

DETHRYIVMA,

Tl

[S¥]

Perynauna Kerorexesa

MHTEHCHBHOCTL KETOrEeHERa PACTET MPONOPUHOHLILHO KOHLEH-
TRALMK AHPHBIX KHCAOT B KpoeH. Keroremes ycuamsaeres npu
COUHUIAHHK H 0COOCHHO NPH HEKOHTPOAUDYSMONM CUXAPHOM JTHi-
Gete | Tuma, KOIdd paiBHBacTCA NMA20ETHUBCKHA KeTOoaumnos.

" B omouccrBcHHBX yHeOHMEAX OMOXMMMH 0T (PCpMEHT APHHATO

Ha W ThH KapHHTHHaUH TP HChepasa 1. a depMeHT BHYIPeHHEH vembpa-
HE — RapHuTHHmrpadcdepasa fl (Mpusen. ped.)

Perynauys nnnonuia, B-OKHCHEHHH, KETOreHe3d v rMKOHEDIEHA3A 75
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Puc. 33.1. [moKO03a HefepMeHTATHBHO [PCATHPVET O CBODOIHLIM

IN-KOHUERLIMI G-AMUHDIDYTINANMG I E-2MEHOMPYIIIANMS OCTITEOR JHH
Ha B Oenkax. B peavibtare sroit peakiiiy ofpaaviored (ipyEToEM L.

CnoBo «1HabeTs HMeeT rpedeckor npoHcxoxicHue {dia
«4epe3, CKBO3by, hainen — “IPOXOINThe) H ONUCLIRACT W3DLITOM-
HOc ODPa30BAHNE MOUM IIPH 3TOM 1a0OACHEIHMYU  (MOMIEYPIID),
[1pw eaxapuom auabere, digbetes melfifs, MO COULEDNS HI BEVC
(cmoBo wnellins» 3HAMUT «MEIOBBII»). NIPH HECAXAPHOM adeTe,
diabetes insipidus, moua Hechaankan (sinsipids — tespkyensiin). He
NEpPeXMBANTE, B HALIC BPCMH BPaUaM YHe HE HYRHG HPoDOBATL
MOUY Ha BKYC TPM TIOCTAHOBKE OMarHo3a!l CaxapHblil guaber pii-
BHBAETCH H3-33a HEJOCTATOYHON AKTHRHOCTH WHCYIHHA, I Hecaxap-
HblH AHaber — 113-3a CHWKEHNOI AKTHBHOCTH BA30NPECCHHA (AHTH-
[HYPETHUECKOTO ropmoua).

Mpy caxaprosm anaBere nabmogactea runeprinkesus. OHa
PAIBHBICTCS H3-3d HOHIDKCHHON CCKPCLLIM HHCYIMHE AN H3-32
Hapywens QyHKIMI WHCYIHHOBLIX MoJeKyad (a MHorma M no
obenn mipnuMmEaM ¢paszy). B 2004 r. no scem mMupe GmuTo 3ape-
rHCTpHpoBaHo |50 MiH GONhHLIX CaxapHbiM gHaderom; K 2010 r.
ORWIAETCS pocT uncia BodLHbix 10 220 Man. CyluecTByeT AR
OCHOBHBIX THIA caxapHoro Auabera — caxapHeli auader I Tuoa u
caxapublii grnader 1T muma. Takke sorpedactes fquader OepeMen-
HLIX M Apyrde, 6ojce peiakHe THIL CAXAPHOTO muabeTra (HailpH-
MEP, AHaleT BIPOCIOrO THIN ¥ MOIOALIX).

Caxapueiii guaber | Tuna

Panbiie caxapiniil 1sabet [ THa HasbiBant HHCYIHHIABHCHMDBIM
caxapHbM anaderomd W o aHaderoM MoNoABIX (oRenmabiEM). OH
perpedactes y 0,5% HaceaeHust W XapakTepH3IyeTes BHEIATMHDbIM
pazBuTHEM, 08bIYHO A0 25 JCT, ¥ notepeil Macesl Teaa, [puuakia
zaboaeparHuy palpyulense P-KJeTOK HOJ AEHCTBHEM AyTOHM-
MYNHBIX TMpoueecor BHpycHOH wnderunn. [Tpeanonaracres, dro
3TO NPONCXOAMT M3-32 TOTO, 4TO BEIKH [-KICTOK HUllOMMHIIOT
MO CTPYKTYpe (hparMeiiThl BUPYCHLIX HeKOB (FMIOTeSd «MOIeKy-
JIAPHOH MUMMKDHH»), MMMyHHAS CHCTeMa OPraHN3Ma aTakyeT o
BHpYe., ¥ B-wieTkH, paspyiuas X, CeKpeunsa WHCYIMHA TpeKpama-
eTCH, M padpupdercs caxapHuiél anaber | Tumna,

Caxapubiit guaber Il Tuna

CaxapHblit guater 11 Tuna npexae ObUl M3BECTEN KAK HHCYJIMH-
HEe3ABMCHMBIH caxaphnii auadeT, 1nadeT n3pocabiX. DTa 601e3HL
Berpeudetes y 3—S% uacenenus W A0Nroe BpemMs pa3uMBacT-
Csl MEUIEHHO M HeMeTHO. [ LHATHOCTHPYIOT caxapHbIi anader
11 ruma yxe B cpearem pospacte, Hepeaxo 31o 3aboncpaHme
COTIPOROKIACTCH OXHPEHHEM.,

76 CaxapuiIit guageTt

[pu caxapHom amadere [l Tunma wicylnH CekperHpyeTcs B
JOCTETOYHOM KOJINYCCTRE, 4 MHOIA JIAKe B M30bITOUuHOM, OnHaKO
HabnoMaeTCA «HHCYJMHOPE3IHCTENTHOCTL» . MOJEKY.Ibl HHCYJHHA
BLINONAAKT cBOH (YHKIMA Bemocrarouno dddextusuo. [Nouemy
KE ITO TMPOWCXONHT? BBIO TPEAOKEHO MHOKECTBO BEpPCHH,
OOBSICHAIOLLHX 3TO ABAeHHE. Ceilvac cUNTaeTes, YTo CYICCTRYIOT
paznkie hopmbel caxapHore amaGera Il tTina, Tak, uneyinHope-
SMCTCHTHOCTL MOXKET ObITh BbI3BAHI CTPYKTYPHBIMH HADYIIEHHSMH
nwdoro 13 nepeddcieHHbX GenKoB: MOMCKYIL HHCYIHHA, pelen-
TOP2 WMHCYIMHA, CUMHANLHLIX Dekod M PepMeHTOD, VUACTBYIO-
K B TIOCTYMACHUK H MCTADONHINMCG 1TIOKO3LL M JHIHIOK (CM.
. 23, 27, 29).

MEHHLIX

| PHbIA guaber)
BpeseHHBUT Mepuoil HHCYINHOPEINCTEHTHOUTH 11PH GepeMeH-
HOCTH —- HOPM@IBHOE HBEACHHE, HO HpHMepHo B 4% cayuucs
PCAMCTEHTHOCTE K HHCYIHHY BEIPACHA CHHITKOM CHILHO M MpL-
BOAHT K PHICPTIMKEMHH. D10 3aB0NeBaHMe HATLITAIOT CAXapHLIM
imabetom OGepesMeHHBX, [IpAYHHA HHCVIWHOPEIMCTEHTHOCTH
MpH DEPeMEHHOCTH HE BRIARIEH: QUHAKO ORLAO MOKA3HO, H9TD
PEIMCTEHTHOCTE K MHCVIHHY KOPPCTHPYET € NOBBIMEHHEM V[FOBH
ICTPOTEHOB M MNANEHTAPHOMO JAKTOreHA, # TUKKE ¢ MOHIKEHHEM
VDOBHST AOWNOHEKTHHA (WIHNOHCKIMIE MORLIUACT YYBCTBHTEL-
HOCTE EACTOK-MUMIICHEH K HHCYTHHY).

np
L8 ]

[waber B3pOCNOro TMAA y MONOAbIX

Aunader wapocacro thna vy sMagoawx {MODY:, or anrn maturin
onset diabetes of the Young) serpeusetes npuMepHo v 2% donk-
HbIX AHA0ETOM, OJIHAKO YACTO OCTACTCYH HepacnosHagneiM. bomne it
(kak M caxapuniii jumber | THIa) pa3BHBACTCS B MOJOIOM BOG-
pacte. [Mpu anabeTc BIPOCAOTO TMMA Y MONCHLIX B-KIETKIE e
TEPAIOT CNOCOBHOCTE CCKPETHPOBATL HHCYAWH, OAHAKO OH 0bpi-
IVETCH B HCAGCTATOMHOM KOMMYECTHE, W Pa3BMBACTCS TUTICPIIIN-
KeMmus (en. 1. 26). JuabeT B3pocaoro Tumna y MoagabiXx —— BPOX-
NeHuge 3a007eBaHAe, Hac/Aeyemoe M0 AyTOCOMHO-NOMHHAHTHOMY
tAny. [pu oToM 3ub0jcBaHWY HapywleHa CTPYKTYpa OQHOIO
reHa, Tak, B Anrnnd 87% cayuaes avabera B3pOCAOTC THIA 3
MOJONBIX BBLIIRAHG MYTAMAMH ONHOTO W3 LUECTH TEHOB! MIO-
kokuHasnl (MODY 2) (cm. rr. 26) v daxTOpos TPaHCKPHTILIHI
MeUeHOMHOIo saepHoroe ¢aktopa 4o (MODY 1) neyeHouror
suepHoro ¢gakropa lo (MODY 3); MHCVAHMHOBOrO NMPOMOTOPHO-
ro pakropa-1 (MODY 4); neuenodHoro smepHoro akropa 47
(MODY 5): Neuro Di-B (MODY 6).

(Hazeanue «dualen «3pocao2o muna y MeA00bx» HOAGUAOCH €
1974 2., Koeda caxapwoui duabenr Il muna wazsieaan «Juabemon
@3pocAbiNe. [10 COGPEMEHNOT HOMERIIAMYPE DbIA0 Dbl A02UHO HAZH-
gams Mo 3a0orecarite caxapreim duademonm {1 muna y monodeix.)

TOKCHMHOCTE FMHKO3EI

[Miokesn — BAKHLIH MCTOYHMK IHEPTUH JUTSI BCEX TKAHEW, 0Co-
GerHo 119 pUTPoUnTOR. Ho o MpoHMY cyNbhbl IHOK03a MOMET
MPHHOCKHTL BpPEN KIBTKAM, €CITH €€ KOHIIEHTPALMS B KPOBH N0II0¢
BPEMS OCTACTCS BLICOKOH. DTO NPOHCXOAMT N0 CACAYIOLIMM NpH-
SHHAM,

OcmMoTnyeckui aththekr

['noxo3a — OCMOTHUCCKM AKTHBHOE Bellecruo. TIpw BoriCOKOi
KOHUEHTPAUMW TIOKO3bl RO BHCKJIETOYUHOM TIPOCTPAHCTBES BOLT
IHGDYHAHPYET U3 KIETOK BO BHEKASTOUHYH MMAKOCTH M B KPOBbL.
a4 TAKXE WHTEHCWBHO BuIBOAWTCA ¢ Mouod. [Ipoucxoaut obeaso-
HHBAHWE TKAHEH.



Ceo60Kble pafMKanbl Bbi3bIBAKIT NOBPEXAEHHE B-KNeToK
Ipi BBICOKUMN KOMUEHTPIUHAX MIOKO3b B [-KIETKAX YCHIHBA-
STCH OKHeJTHTensHoe docdopradposanne. [Ipu 3ToM obpasyeTcH
nosellieHHoe xonudecTRo ADK. AMK poIZLIBAIOT OKMCIHTE.b-
usiii erpece {cm. . 18, 19) B-waetox, Hapymenne ux GyHKuHI,
i pe3yasTaTe CHILKACTCS CNOCODHOCTD K CEKPRIMH HHCYIIHA, HTo
MHBOIMT K PA3BHTHIO THNSPLANKEMUY, JTOT «MOPOYHBIA Kpyrs —
runepraukesis,/odpasosanue ADK/ ancdynkunn B-knerox — npn-
BOIHT K 0OOCTPenHId TeueHMs aHadera.

I MHKG3HNKpoBaHKe Genxoe
[CPMHH ¢rMUMKO3IMTHPOBaHMeE> ONHChIBacT HedepMeETATHBHYIO
PEAKLHIO MCAIY FAKO30H (M JAPVIHMH BOCCTEHARIHBAIOUIMMH
cuxapamu) W cBOBOOHBIME N-KOHLEBBIMI C-AMIEHOTPY TN H
U1 E-AMAHOTPYTINAMA OCTATKOB AM3EHA B Geaxax. 3ToT npouecc
IPOTCKAET M B HOPMAIBLMBIX YCIOBHAX, OITHAKO IUTSA OPraHiiiMa OH
HEXENATCICH. 3aNOMHATE: MPOAYKTOM PeAKIHH GeiKa ® III0K03bl
apnaeTca gpyrTosamman (puc. 33.1). Tipu runepraMkeMun noKo-
33 peardpyeT ¢ GellkaMi B MIa3Me KPOBH M THaHHK, 1§ 00paiyioTes
[IHKHpOBaHHBIe Oekd. Ecin 370T npolece NpoMexoanT Ha fpo-
TAAKCHIH HECKO/bKIX MECHIZN WIH JieT. O0piu3yITcs KOHeYHbIe
OPONYETHI H3OLITOYHOrO ITAKHPCBAHMA, KOTOPLIE 00Pas¥OT CIUMB-
KH MEALY J0AMOMHBYLIHMH Be/lKaMi (HAMPUMED, KOLIATEHOM),
3TO NPHBOAMT K HAPYIICHHIO (YVHKUNHI 10ATOAHBYIINX Gelikon
it PA3BUTHIO OCTOXHEMHI THabera: vMeHbLIARTCA ITACTHUHOCTL
COCYA0B, NOBLIUACTCH APTEPHLTLHOC JaBACHIE, CTPALLIOT HDURH
1 CeTYATKA (Pa3BiinacTCH HepOnaTHs I PETHHOMATHA),

(MTpusewanue: & 1970-x ee. npi oRUcaHuy peaviyuu
¢ 0eIKAMI NOABIORLINCH MEPMUNOM «2IUKOTUINPOGAHEE. Jamen
‘.'ft'ﬂ.-'-””f LMK ONLAPOGEHNECY OUIAEILI N WO CLIR OHTHCEM IR l.".‘I,'|:.l'-'|'-
Bl 2OKo3N ¢ Geakami, @ dig ORUCAHEA PEGR it indaey veleantd
¢ Geaxamu vl npedioxeeH MEPMUN =2 UK UEPOSAHIES. )

lemornofun HbA,, (M. HKe) Takxe otHOCHITH K (hpykTO-
smuHaM. Qanako B kasHIMeckKOl npakTike dpyRTO3aMHIAMK
ODBIYHO HA3BIBAIOT [AHKHPOBAHHLIE ChiBOPOTOUNLIE Dearu. [lpi
THTIEPTIHKCMHN 6K MAA3MbBL KPOBI IHKNDYIOTCA, o0paiva
ocTatkK GpyrToIaMHNR. AnbbyMHH — ocHOBRHOH BElOK 1U1a3MBI
KPOBH, ETC MepHod nonypacnafa coctapaser 19 cvr. TlosToMy
HaMepeHHe ypoeHd OPYKTOHIMHHOR MO3BONHET OLIEHHTL Cpejl-

1eaadod

Tadamna 33.1. Tlpisepiioe COOTHOWEHHE MEAKLY TONCH IIKO3M M-
poBanioro resoraoduna HbA . 1 epeanell KonueHTpantei IIokoss
B MRasMe Kp-oBk. §T]| JaHHLIE \‘.'II.I T IO HMEHB II]'TI-I IipoBc IEHHH
_IUH.’.L)F|'11L])H'|L'L'HHN l‘lCC.’lL‘.’J.OlSClHlI]L MOITOMY I KIMI0M KOl;Kpl_'IIII'\M
L H'.'l'll..l'\'.l_:::\ll.l VHUHTBIBATE HHANAHIYVILVIBHBIC ocnDEHHOCTH

CpeaHHe 3HAYEHHA XOHUEHTPALNM THHOKO36I
Bona HBA,, B NNAa3ME KPOBH

(8 % Bcero Hb) T ]
MMENb/A | mr/100 mn |

6 8,1 I 145

7 10,0 | 180

8 11,8 215

g 139 250

10 | 15,8 285

11 17.8 320

12 19.7 | 365

HHA YPOBEHb FAHMKEMHN B XPOnM 1 npoweiiide 2—3 ned. Tarum
00pas0M, K INIHEHPOBAHHLM GeIKAM M1A3Mbl OTHOCATCH MIHKH-
POBRHHBI (WiBOYAMHH 11 QPYETOIMHEN (ApYTOe HA3ZBAHKWE — TJH-
KHPOBAHHLI CHIBOPOTOUHLIH GElIOK).

Temornobun (HbA,,)

Finkiporatneil remornobun HbA . (camblii nisccTHuil raHKkn-
POBAHHLI GLA0K) — MHHOPHKIT KOMIIOHEHT reMmoriobuna, npo-
IVET HehepMEHTATHBHON peakiiii rMIKO0IE ¢ a=-aMIHOIPYIINaMy
N-konuesoro sanuna B-rrofuns, Tankiporatieil reMoraofinnm
oBpUIYeTCH HA HPOTHAEHHN BCEH MM3HK 2pHTpounTa (17 nea).
Ero KOAH4ECTBO 3aBHCHT OT CONEDAKAHNSA [JIOKO3bl B ILIAIME KpOBA
B 3TOT mepHox. Tariu o6pazoM, winepenie yposHa HbA . noaro-
JIAET OUEHNTH CpeliHee COJePXKAHNUC IUTIOKO3B! B KPOBH 3a Nocael-
Hue 8§ Hex (Tadn. 33.1).

CaxapHulis guater 77



Merabonuam ankorons: runornMKeMus, runepnaKkraTemMun
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Puc. 34.1. MeraGonsy akorona.
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o I S Jlanllia

YMepeHHOC yNoTpedAeHWe ankoroisa NofNe3HO AnA 340POBhA, HO
M3BLITOUHOE TPHHOCHT Bpel. B IHTO30/1e KNeTOK COMEpPXMTCS
thepMEHT aldKOroNbAerwaporeHaa, KoTophii DelCTpo Tipeobpasy-
ST BTAHON B auevansferdi. B xoge 3Toll peakuMd KodepMeHT
HAJ* soccTanasnueaeTcs 0o HAJIH. B pesynerate cooTHolIenHe
HAJI/HAI" B unTOZ0Ne YBEAMYMBAETCH. ALETANbAETMA TpaHc-
[IOPTHPYETCA B MHTOXOHIAPHHW, IME OH OKMCIASTCH ALETAALLEFHH-
DErnaporenaso, ¥ ofpasvetcd auerar. Ilpu 2Toil pcakuyi noBsl-
maetcs eootyomenne HATH/HAIY & MaTOXOHADHAX.

[MNOTIMKEMKA .

[Tp¥ BHICOKOM COOTHOLIEHMUY I—IA,‘ELH/HA,J:[+ B LMTO30/E OKCa-
Jl0aleTaT HE BCTYMACT B [MIIOKOHSOICHE3, 4 BOCCTAHABIMBALTCA
g0 sanata. M ecan BaM OpUXOAMNOCL yNnoTpeDI[TE CIIHMpTHOE
HA POMOAHBIH XeNYA0K, TO Bbl, HECOMHEHHO, 3HAKOMBI C HETIPH-
ATHBIMU TIOCASACTBHAMY MAaleHHA KOHUESHTPAUWMW TMIKO3bl B
KpogW. Beab m0Ko3a — 3TO [AABHLIA HWCTOYHWK IHEPTHH 417
ronofHEro Moaral BoT vik KTO HMKODIa He 3abymeT of 3ToM. Tak
3T0 MOH NpusTens Kur [Keith]*. A ana 3ae3sTOro ankeroanxa,
KOTOPBLIE peryisipHO NPCHEDPEraeT NHLEH M VIIOTRCOAAET TONBKO
CMHPT, THOOCAHKEMHA MOXET MMETh BCChbMA CEPBE3HEIE MOCNLN-
CTBMA — BILIOTH 10 KOMBI.

* Tlo HEBePOATHOMY COMIACHMKI, KOl o [IHMCAT 3Ty TIABY. MHe
MO3RCHHA KMT K Co0BUIHA, YTO TOUBKC YTO 1104Y41LT TPABMY H3-3a [HH0-

FAMKEMHH, KOTONAH DAABHIICL BEICACTRAC )’Iil-!pc':‘" teruA aTxorons. Kl

paBoTaeT cANOBHIIKOM. B TOT wiononydHiil kL 0N [I03ABTPAKaT Ha CKO-
PYIO PYKY W UeABIH ASHb YUIOPHO TPYILHIACH, TMITVCTHE BTOPOL 3a8Tpax M
ofea, 8 NOCNE MOCXAT AWMCTYIINTE Ha BevopHeM XopoBoM KoHuepTe (Kur
COCTOMT & xayDe Jioburtecli xopogoro neiim). K 3toMy BpeMeHis nocie
SUUTEX DUIMYECKIN HUTPY 10K ¢10 3AIAch TAHKGIEHE B IeYeHH ObITH VXS
HAPACKOA0BaHLL. [Tepen KOHIIEPTOM O B APYHECKOil KOMNAHN BEISHI
CTAKAH BMHA. Bo BpPesa BRICTVILIZHIN Oif BADY! NOKPLLUTCS MCIIZPHHONH,
Y HEro 3AKPYXHAAChk [ONOEL H OH ¥NI1, NMpagia, He B ropE4iie oDbATHA
CONpAaHo, d& Hazad, oo CIyNCHoK cUeksl, Ouivics KT yie Ha Nyt B

SULIBHHIY © MEPeoMOM Manoll 6epuonoti KocTy.

JlakTaumpos

MMpr moewnuennoM cootrowenvu HAOH/HAJ b uwnrozo-
N¢ NAKTaTASrMAPOreHa3a BOCCTAHARNKMBAST MUPYBAT AC NAKTATA
(puc. 34.1). K ToMy xe Manar, oBpu3yloWHiicsa, Kak OblIQ OnH-
CAMO BBLLE, TAKAKE TIPEBPALACTCA B NakTar. TakiuMm obpaszom,
H3DLITOMHOE YyNOTReNeHHE CNMPTA MPHEOAHT K PA3BHTHIO NAK-
TAuI103a.

Wnrubuposanue yukna Kpeaea

Ha puc. 34.1 mokazado, 9To NMpH BLICOKOM cooTHowenn HAIH/
HA" n MHTOXOHIPHAX OKCANOAUETAT BOCCTAHABANBACTCA 40
MATATA MON ASHCTBHEM MaTaTHeruaporenasbl. Kpome TOro, B 9THx
YCNOBHSX TMPHOCTAHABIMBACTCA OKMCAEHUE 0-KeTOTAYTapaTa w
w3ounTpata. B pesymbtate mARN Kpefca uurnbHpyercs,

Xnposon renaros

Kuponoil renatos {OKMpPCHUE TEYEHH) DAZBHBAETCS BCJIEACTEHE
HapyWweHWs sMeTadouuaMa [1pr H30RITOYHOM YIOTpeOneH MK
anxorost, [IpUYHHA ero paiBuTHs. — TORBILIEHHOE COOTHOLIE-
tine HAJLH/HAL® B MUTOXOHAPHAX, NPH KOTOPOM BIOKHpYETCA
[3-OKHCIEHNS KHUPHBIX KHCITOT.

Ha puc. 341 nokasano, 4TO 0 MHETOXOHAPHAX NMEMYEeHH alie-
TWIbASrL MO LeiicTBHeM ameTaNbIerdIIeriIDOre adnl Npespa-
wacten B auerar. B a1oil e pcakuuu HAJLT BoccTaHamimsasTca
HATH, u anauenne apody HANH/HAR noseiwacres. Ma-sa
rricokoro sHaueHus HAIH/HAI Gnokupyerca OKHCAEHINE
B-ripokcnanun-KoA B rupporcnausn-KoA-peryaporeHasHoi
peAKIH 11 R Pe3yILTaTe MHrAGApYeTCH [3-OKACHeHHe MUHPHBLIX
KHCJIOT.

OuHako 8 NeYcHL MPOMOMKAIOT NOCTYTIATE XKHPHBIE KHCIOTEHI,
ofpasyialmecs Nocie pacllenienvs TUNHAOB, MOCTYIAIWHX ¢
nieil. TTockoasky B-OKHCAEHHME KHUPHBIX KWCIOT HEBO3MOX-
HO, oMU 00pasyioT CNoXHBe 3DUPH ¢ FMHLEPCAOM W B BUIE
TPHALITIMLEPOAOR HAKAILTIIBAOTCA B NeYeHi. 3TO COCTOAHME
HAZBIBAETCS AMPOBLIM ENATO30M,

MeTaGonuam anNKOTOIA: FUNOTNAKEMYA, TUNEPNAKTATEMUA W KUPOBOM TenaTo3 79
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Puc. 33.1. [annepon.
BroT TPEXATOM-
HLIH CHBPT SBISICTCH
CIPYKTYPHOIl OCHOBOH
MOJIEKY TPHALIHITIH -
LCPONOH.

Puc. 35.2. TTwibMHTHHOREY KHCIOTA (FeKcainekuHo-
B KHCAOTH). 3TO HACLILEHHAA KHPHAS KHCI0TA
w1 16 aromon yineposa {Cy,). Bre atosm yrnepoaa,
kpome Cl, olpasyioiuern KApBOKCHALHYID PYIMY
KHCAOTLE, MOJHOCTBIQ HACKINICHBI BOIOPOLOM.

Pue. 35.5.

HEHAC LHLCEH HaH

kucnara,  Oua

CRIAM, Y
Cl2.

&', |

]

Pue. 35.6. y-Jlunonenonan kmeaota, 970 Cieg
AHPHH
COCTOHWT K3 18 aroMmos ymiepoda W COAEPKHT
3 puuc-asoliHbie cesay, y atoMos C6, C9 u CI12.

NMOJHHCHACLINICHHA

Innonenan
kucnora. I1o C,py M0IH-
KMpHAR
% COCTE
u3 I8 aromon yriaepodd i 4
COACPKNAT 2 1HC-ABOHHLIE
aromor C9 #

s o3 €
-'=-:’\/\_/'\0H

Pre, 35.7. ApaxiaoHOBas KHCI0
Ta. 1o C.y . AONHHRHICKILIEH M
Auphaa Kucnota, OHa COCTOMT i
20 aroMOB YOIEpPOId M COMEUANT
UHC-ABOHLIE CcBHM3H, ¥ ATOMOEB
C5, CR, CI1 w Cl4. flpuscevanie:
uteeda o HeNpagUILHG  Ha3IbiEa-
oM apaxnudonnaol  KuCIonol.
[oacaiyiiema, ne nymaine speve-
CKGe caose arakos (apaxuc, zesmas-
Hott opex) ¢ arachinidae — naykasi!
Apaxudonosast kucioma He uwseem
HUKAKO2O ONMHOWERIT K naykam!

o}
1l

Ona

KHCI0TA.

—

Puc. 35.9. fokoszarckcicHonas xKHCI0TA. DT
Caap NONHHCHACHIWLEHHAA AKHUPHAN
OHA COCTOMT M3 22 4TOMOB YTAIEPO/A W Coaep-
AHT 6 unC-isoitiLix crazeit, v atomos T4, C7,
Cl10, C13, Clh, C20. NokosarexcacHOBL KHC-
J0TA — HE3AMCHHMAA XUPHAR KHCADTA, Colie»-
HHTCA B pelbLes #upe. [To apyroi nosMensi-
Type OTHOCHTCA K DI-KHPHLIM KHEIOTAM.

80
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Pac. 35.3. CreapuHoms ki
1oTa {(OKTAAEKAHOBAS KHCI0-
Ti). ITO HACBUIEHHAR AHHp-
Hidsl KHCAOTE M3 18 dTOMOR
yinepona (Cy). Bee aromm
vinepona, xpoyve Cl, obpa-
WIOUIETD  KapOOKCHALHIYIO
IPYINTY KHCIOTE, TTHOCTLIO
HacullcHel ponopomoM. Ha
pHCYIKE MNPHBCICH: VAPO-
WEHHAH  CXEMA  CTPOeHHH
KHCAOTHL, g aTosbl BONO-
POIA He MOKA3dHbI

Puic. 35.4, Lye-onemonan Kitc-
aota. 3to Cig MOHOHEHACLI-
HIZHHAS XKHpHAs KHcaoTa. OHil
MMEET OJHY IHOHHYH CHAEL,
PACHONOAKECHHYIO ¥ aTOMa yrie-
poma C9. Taxmm obpasom. He
pee maneHTHOCTH atosmon C L0
H CY HackileHsl BOIOPOIOM, &
KadUILA MY HHX MOMKCT 1IPHCO-
CAHHHTEL ENE MO OAHOMY ATOMY
pogopoaa. QOOparuTe  BHHMI
HHE, UTO TMOJOBHHKH Moie-
Ky7ikl, paiiefeHHBe ABOIHHOI
CHsE ALK, OTKAOHAIOTCA OT Mps-
Mol Aaukue Ha ) rpaiycos.
Cnpegenerie WHc- W TPaHC-
ROH(UETYPAtn  MpHBSICHO Hi
pre. 35.14.

Pue. 35.8. DikosanenTacHoBan kieioTa, 310 Cays NOMVHEHACHILLEHHASL XKAPHAR KHCI0T
Oua coctouTt 13 20 aTOMOB VIJIEPOAA W COLSDPKUT 3 HHC-IBOHHBIX CBA3CH, y atomMon L
CR. Cl11, Cl4 »n C17. Homenknatypa. Cyniectuyer v apyroif crocob o6o3HAYEH s #ToM
VITIEPOAR Y OKHPHBIX KHCIOT, KOMOa nenoabsymred rpedcekne Oyksu. Tak, 10T enoc
YACTO HCMOALIYCTCA B THETONOCMH. ATOM YICPOIA B COCTABE RAPOOKCHALHON IPyIiHE
yunTBaeTca. CHenviowsii 43 HUM aTOM YIIEPOLl HASLIBACTCA (-, JTeM HaeT B-, Y- i 7
0o HoCHenHeR IPYTINsl TPeHeckoro atdunma
atoMil @1, 02, 3 u T.0. [To TakoH HOMEHKTATYPE IHKO3AIICHTACHORIS KUCIOTA — TILs
MCHHWMIOR }KHDHHH KHCJIOTE, CONCPAILIAsICA B FhlﬁbcM Aipe,
- KHCTOTOH, XHUMHKH CYHTAIOT, YTO FIPHOPHTET B HOMCHKIRTYPC COEAMHEHHI NpHHALIZS
WM, W 0BOIHAUAIOT MOCACAHME aToMbl Gykpamu n: nl, n2, n3 u T

. C oGparHod CTOPOHLE LCMNOMEI 1S

HAILIBACTCH O3-H Hp

Puc. 35.10. Tpuawirauuepon. Monexkyna TpHallnarinuepona COCTOMT M3 TPeX OCTaTKOL
HKHPHBIX KHCNOT. CRHZIHHLIX CTOXKHOIMHPHBIMH CBSAMY C 1JHLEPOJIOM — CTPYKTYPHON
OCHOBONH MOJACKWILI (OTCIONA M HAIBAHME ¢TPHAILIIIKIEPO=). B COCTaB TPHALKNTANLEC-
POMA MOTYT BXIHTE PasHble KIPHLIC KACIOTH. [la pHCYHKC MOKAa3aH DAPHAHT, KOMa B¢
TPH OCTATKA AKHPHLIX KHCIOT HRIHIOTCH OCTATKIMMU cTeapHHnkOH KHCHOTL. TukOil TpHITIH-
LEPO] Ha3bIBAETCA TpUcTeapat. (B XITMIH uille HCITOIB3YETT TEPMIE sTPHAUMATINIEPOIA.
{CANMIIHHCKOR MMPAKTHRE «TPHILICTHUED KA NOAPAIYMCIIeT HWIHYHC &
MONEXYIE «TPex MIKMLCR0AOLS, 1TO HEBEPHD.)
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Prc. 35.11. @ocdamitna KicaAnTi, ITd MONCKY. I COCTARIAET OEHO-
By Beex Qocdosinmiios. Kak v rpuauminamiepoabl, qociuriiiHan
KHCI0T2 B KA4eCTHE OCHOBLI COULPANT IIHLEPQT, HO B OTINYHe oT

HHUX HECeT IBd CCTaTHa HHIPHEX KHeaoT i anHy (hocdrmHyie rpynmy. oy CH, |
Korna docihathasn rpynna pearnpyer ¢ OH-rpynnamn iekotopsix # CHy~ CHy— CHy — CH

BEIUECTB — XCQUIHHA, ITAHOMAMMUIIL, CEPUHT ILTH MHOINTOIN, ODpaiy- e ™ ch, |
wo1ea gochorunine: hochaTianixe s, (oedaTHmLTITAHOTaM I, | | |

docdaritiniceprt | GochariananHOIHTOL,

Pac. 35.13. 9dup xorectepona. Korma xounecrepoii 2TepHdHIHDYETCH
AHIPHONW KicaoToi. odpazyetcs Hhnp xaecTepoil.

AN “TPaHCKAQHbIE KKCNOThI
o NOBLILAT CONEMKAHHE
H e NITHI u xonecTepuHa

W NOHHX AT COAEPHAHAE

TpaHc-ongnmoEas krcnoTa JINBA & kpos# (oM. rn. 37)
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PHAUMATNKLEDObI nuncnnue'mor_u Macna THADHDOBAHHBIE MUDHLIE KHCNOThI
COAEPXAT UHC-GNERHOBYH0 KHCNOTY B TPHAUMrMUeponax Maprapuxa

Puc. 35.14. nc- n TpuHC-KOHMUTYPALHK KHPHBIX KHCI0T. TepMHHbL ¢IMC» 3 =TpaHCce 0BO3HAUAKT NONOKEHHE (PPATMEHTOB MOJCKY/IL {0
OTHOIICHHID K Anoiivoil ceatn. B 1iic-01eH0BOIE KHCAOTE aToMBLl BOAOPOLE PACTIONOMEHE! IO O/HY CTOPOHY OT [IBOHHOIN cBA3H. B TpuHe~
OMENHOBOR KHCIOTE OHIE PACTIOIGACHEL TI0 PATHBIE CTOPOHLI OT ArOHiHON crial (MTOOK HE MYTUTh 3TH NOHATHA, TPOCTO BCIMOMHHTE, UTQ
IPAHCATAAHTHULCKHE CTPAHBI PACNCIQAEHB! 110 PAZHLIE CTOPOHL! OT ATJIAHTHYECKOTO OKeana). OOPATHTE BHMMAHE, YTO B HEHIACHILECHIBIX
KHPHBIX KHCIOTHX TRPAHCKOHMUIYPOLLITN YACTh MOJIEKYIL He oTKIOHNeTeT Ha vron B 307, Takne HeHaChILeHHBIE KHPHBE KHCIOTH 110 CTPYE-
rype W yHKIaM GIH3KH K HICHIIEHHBIM AHPHBIM KHeT0Tast. Tpancdopmsd ®HPHBIX KHCTOT 0OPAIVIOTCA NPH MPOM3BOICTEE MAPTAPHHL
B pouccce riIpHPOBaHIA. HEeHACKINEHHBIC KUPHBIC KHCAOTBL B COCTABC TPMAILUITABIEPONCE HIIKOT0 PACTHICIBHOMO MACIH MacTHIHO
FHAPHPYIOTCH U131 [TOMYUCHMS TBENAOID BEILICCTBa — MApPrapiHa.

CTpoeHua nunuAoe 81
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Puc, 36.1. Crpoenne pocroannuaca.
yi / £
/ _% /
7 Z, 7 7
& 4 ':—-.;.\ > : Y £ Y Y
S % 2 5 <
& <. % >
< § |
.,-f- > {:- q:'.
< <‘/c=o & e=o0 ~c=0 Sc=o0
@ I;”'.._ N Ci_ Ik . c ) -'-'_I - C% H . _:; 2 c 3 c HH
0" 3 k. I i | |
' - - Xonun TanakTosa Fmoxoza
NANA— MunzxToxa i
CepuH ChuHrosmu Uepamug Chunromnenny Uepebposug sl wcts oy, |
(rmoBo3naw coaepxar Ot RNCIGTE) rasaxro- |
HEeCKONbKO yrineaoHbixX oo S
ocTaTKoB) Favrnuoaun
Prc. 36.2. CrpocHue chHHIOIRITIION.
Q@ochonunuasl ®ochaTUaUNXOSHH

Qocdoaunmuan — BAKHBE KOMMTOHCHTH KJICTOUYHBX MeMBpaH U
aunonpotrerHos (cM. 1. 37). OHu otHocATeA K aMmdrMIbHEM
COC/IMHEHHUAM, T.¢. Ccoacpxar ruipodoibuese v ruapod bt ke
YUACTKH W HMMCIOT CPONCTBO M K BOJAHON, M K MCBOAHOH cpens.
nppodobuas wicth Monekvasl DOCONHTHIAL MOXKET CRMILI-
BATHCA C MONEKYJAMH AWNIIOR (KOTOpPbIC Takike raapocodubl),
a THIPOHABHAA YACTh MOUIEKYIIE CBA3LIBACTCH ¢ BOAGd. Taxum
obpazom, dochorHnIn GOPMUPYIOT «MOCTHKHE ME®Iy Romoi
W THITHIAMH.

Bee dhochonuniuisl mocTpoeHs! Ha oCcHoBE HOCHATHIHOR KHC-
notwl (puc. 36.1). DocharHanad KHCIOTE COCTOWT M3 «QCTOBA»
[JIHILEPO/d, JBYX OCTATKOB MOMEKYA HHPHBIX KHCAOT H OCTATKA
(pocopHOi KHCACTH, KOTOPHIE CBAZANLI ¢ [IHUEPATOM hup-
HLIMH ¢BA3sMu, Ha pacynke mpuseaeH npusep docrhariiaHod
KMCNIOTLL, CoMepAauleii creapuioBy1o Kucaory. Pocarius rpyir-
na MOXKeT peardpoBaTh € IHIPOKCHIBHLIMY IPYIINAMI cepHna,
TAHOJAMHHA, XOMAHA MW HHo3WTOAA. [Ipu 3TOM obpazvioTes
docdaruouneepun, hochaTRAHAITAHONAMHHE, hochaTHUIHIXO. HH
W thochaTHANIHHOZATON COOTECTCTBEHHO.

82 Qochonunuas (vacTe 1) docdionnnuab ¥ churrananisas

DocaTHIHIXoNHH TAKCKE H23LBAIOT JeNHTHHOM. D10 BEILUECTBO
HACTo ﬂoﬁai'-.IHEOT B MHWEBRIC NPOIYKTE B KaUCCTRE aMylibraropa.
C ero MoMOLUIbIo JHITIIBL CBA3BIBAIOTCA ¢ MOJEKYIIMH BOAbI.

PecuupaTopasiit AHCTPECC-CHHIPOM HORODOR/IEHHBIX

PecnupatopHbii AUCTPecC-CHHAPOM YacTo HABMIONACTCA ¥ HEIo-
HoLuenHLY geTeid. Heapemsie ierkie He MOTYT 06pasoBaTh JICTOYHBE
cyphakiaHT — JANAIbMATOWLIEIMTAH. Ecny anbBeolibl cnafgaiores
¥ He MOIMYT PACKPBITHCHA H3-3d CHIbl MOBEPXHOCTHONO HATAXEHMWS
(3T COCTOSHHE HA3LIBACTCA ATCICKTA30M), PA3BUBACTCS ALIXATETLHAS
HEAOCTATONHOCTE, JHITAAbMUTOMLICUMTHH CHIUKIET CHTY MOBEpX-
HOCTHOIO HATSKCHHA W TO3NMTACT PACLIMPHTECA a1bLBEOSAM HOBO-
POAKIEHHOTO. YTo0bl OLIEHHTh, CMOCOBHE! TH MErKHE MIOLA HOPMAIb-
HO QYHKUHOHKPOBATE, HYAHO H3MCPHTH OTHOUIEHHC KOHLUEHTPALIMEA
JEIHTHHA H CMHIOMHC/IMHA B OKOJIOIAOMHBIX BOLIX,

dochaTuaunKUHO3UTON
WGocdaTHIMAMHOINTON — CTPYKTYpHAA ochopa Beex drocdronHo-
autuaoe. [MpumMep dochonHoTAL — dochaTHAHAHHOIHTON-
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Tpurexcosnuepamun
W3-33 HepoCTaTO4HOCTH (DEpMEHTO3aMECTHTENbHAA |
c-ranakTouepebpoznnasel Tepanm
HaAKANMBAKTCA rN0Bo3KABI
4
—-Fnwoko3a—

W3-33 HeDCTATOYHOCTH DBpMEHTOIAMECTHTENLHAS
p-rnixouepetipoupads TepannA

HAK3MAHBAKITEA ralxouepelpoanas

+ ' = CohduHromuennH
} {uepamng-¢pocdopunKonrH)

| HEADCTATGYHOCTL COIKHIOMHMENNHAbI

HeAOCTATONHOCTEL LEpaMRAAZbI

v
ChduHrozuH

Prc. 36.3. KataGonuasm chMHIOANTHIOR B COHETORSITHINIbI.

3,4,5,-1pucdochar (PHUD;), KOTOPLIH YyUaCTBYET B TPAHCAYKLHH
CHMHala UHCynlHa (oM. o, 29).

ChMHronunuabl

COHHTOMMMKABL — OCHOBHBIE CTPYKTYPHBIE KOMJIOHEHTBL KJe-
TOUHBIX MEMBpaH; ocoBeHHo GoraT CHHHIONHIHAAMN MHEIHH.
Mo cTpocHmnio chUHIOMMOUAL CXOXK C QOCHOINNNIAMHA, HO
MX rMAPOQHIBHBIA GCTOB MPEACTARICH HE TIULEPOIOM, & CepH-
HOM {puc. 36.2). OcHOBY COMHTONAMIIAOB COCTARAAET ChHHHIO3HH.
CchHHroaMH odpasyeress B peaklliin MEXay MalbMuTOMn-KoA u
CEPHHOM, B KOTOPOM [IbMHTOHN-KOA TepaeT OJIMH aToM yTie-
poaa, selensioumiics B puae CO, IMpu N-aueTHawposaHMu
chUHro3nMHa oBpA3YIOTCS LepAMMIbL, KOTODLIE BXOAAT B COCTAD
MHOMMX CHHIONNTNIDR, HATpUMep chunromuennna. Kpome Toro,
LUEPAMHUL COACPANTCS b LepeGpo3niax M FAHTTHOIHIAX {(COCMlHE-
HUAX, COACPAAIMHX OCTATKH YIUIeBOA0R). COOHHIroMMIMI03bl — 3T0
B0one3Hu IM30COM, NPH KOTOPBIX HapyllteHa Aerpanauus cHHro-
MHENHMHOB (pHc. 36.3). HakomieHHe THNKUACS B TKaHAX MPHBOAUT
K Pa3BHTHIO 3adolieBaH M.

ChuHromuenuy

ChunromMye MR COCTOWT M3 Uepamixa W ocdopunxonnHa
(puc. 36.2). Ero Takike HazmBaloT uepaMBabOchOpHIXONHHOM.
Tlo cEoeMY CTPOEHMIC CPUHTOMHENHH aHAROTHUCH (hochaTHIHT-
XONUHY.

Lepebpo3uab

Llepebposna ofipa3yeTcs NPy CBA3LIDAHHY MOHOCAXapuia ¢ 1epa-
MUNOM, Tak, NpH CBA3LIBAHWH FMOKO03bI C UEPAMUAOM 0Bpa3yeTca
rokoepedposna (rNoKo3uwepaMul), a TPH CBA3LIBAHHH ranax-
TO3bl — radaxkTo3dnuepedposnn {(ragaxtoucpamun) (puc. 36.2).

Lepebpoanilkl TAKKE HAILIBAOT «MOHOFIMKOHAUEPAMMALNM ML,
[nobosuiel — uepeQpodiibl, COUCPXAILME HECKONLKO YITICBOL-
HLIX OCTATKOB.

Boaesns Towe

Cpenu AM30COMHBLIX B0JC3HCH HAKOTLICHHS Yalle Beero BoTpe-
vaeTea Goscinb [owe, KOTOpad HACICAYCTSA MO ayTOCOMHO-
pelueccUBHOMY THny. [IprMunHa GONEIHM — HEAOCTATOMHOCTH
depmenta B-raokouepedposnnaibl (puc. 36.3). DTo npuBOLMT
K U3BHLITOUHOMY HAKOILICHHIO THIOKOUCPEUPO3UIA B FOSORHOM
MO3re, NevueH, KOCTHOM Modre, cencicHke. [Tpu Gosncann Molue
I Tuna (Ocs nopaXeHMid HCPBHOH CHCTEMbI) MpoBOAMTCS dep-
MERTO3AMECTHTEALHAA Tepanun: DONbHBIE MOAYYAIOT PCKOMOH-
HAHTHYIO B-rmiokolcpedposniasy. BoamMoxHo, B Oyavuiem Byaet
HCOABIOBATLYS FeHHasA Tepanusl, OCHOBIHHASA Ha NMEPCHOCE ICHa
B-uepe6posuaaset 8 JJHK KpoBETBOPHBLX CTBONOBLIX KJICTOK.,

lanHrnuMo3nabl ¥ rnobo3uabl

FaHrnnosuunt 0BpasyioTea MpH CBA3LIBAHWH LIEPAMUAA ¢ OJAr0-
caxaprnoM K N-aleTHIHeHPAMHHOBOH KHCAOTOH (CHAIOBOR KKCI0-
TOH). TanriiMo3nabl COCTABAAIOT OKONG 5% Beex NMMMIOB roJioB-
HOro MO3ra.

Bonesns @adpn

Bosesny Pabpu — pelxas X-clUenneHHas NHIOCOMHAN DONEIHD,
Npu KOTOPOH HAGMIOAAETCH HEQOCTATGMHOCTD C-raflakTouepedpo-
3una3el A (cM. puc. 36.3). 3TO NpHBOAMT K HAKONNCIIIO B Opra-
HHA3MC TnoBo3MNa mepaMuiTpHrekcoanaa {(riodoTpuazuiuepamu-
ga). OT 3TOro CTPANAIOT MOYKH M CEPOEUMO-COCYIUCTAd CHCTEMA,
IORBIIACTCH pHek uHeyawbta. C 2002 v, aas AcueHmnn 0ONE3HH
®afipy nocTynHa QEePMEHTO3IAMECTHTENLHAN TECPANMA ¢ HCIONb-
30BAHHEM PEKOMOMHAHTHOW O-ramakToUepebpo3HInL.

®occhonunugbl (4acTh 1); HoChonMNnabl n CPUHIONUNYALI 83



Moconunuael (vactb Il): MuLennbl, NMNOCOMBI,
NUNONPoTenHb! 1 MeMOpaHbI

Cruprosan
“rpynng: -
¢oc¢onunun\.\ / docdonunug,

J06ALaR BORY» (rhAPOMHNbLHAR) CIHPTOBAA rPyINa.
B dhocthaTMAMAXONWHE (NEUMTHKE) 3TO ChOCHIDPHNXDIHH

Puc. 37.1. Pochoarnuas. Mogexyna Qocdinniaa  congpxmT
NUpOOUILHBIH yuacTok, Hanpimep, dochopuaceprH Wik hocin-
puaxonuH. Ha pucyrxe od ofinyHavueH yToukoH (ernapoditibHblile
OaHAMEeT «MoDAWME BOMy»).

Puc. 37.2. Minemis. Korna monexynnl docdoiinuaos ckasbisa-
10TCSL B BOAHOIT Cpede. OHil CHS3BIBAIOTCA JPNT ¢ JApYros, obpaivh
M. Miuenta — cdepiueckos obpaionanne. Buytpu Hee pac-
GI0KeHbl THAPOGhOGHLIE YACTIl MoNekyn, oDpatvInliiie 1p0 MILE]-
Jibl, & rHapoditibHbIE MacTH OOpalueHB! HAPY®Y 1 CBS3LIBAIOTCH C
OKPYAAIOIHME MOJCKYTAMH BOALI.

Puc. 37.3. JIunocomMul, D710 HEDOIBIIME HCKYCCTRCHHBIE BE3NKYALL,
OnHH obpa3yoTes MpH HHTEHCHBHOM Hepenellnradni dochonimi-
[IOB B BOAC MM MPH BOIACHCTEME YanTpassykd. JIHIIOCOMBI HCI10/ k-
IVIOT B KAMECTBC KATCY1 I THAPOQIABLHEN JACKApCTB. Tak, OHM
MO3EO/IAKT MPOHHKATL B KJIETKH HCKOTOPBIM JIEKAPCTBAM MMPOTHB
paka. Kpome TOro, JHmnocombl MCMOMB3YIOTCH MPH COMIIHHH KOCME-
THHUECKHX CPSACTB.

Xonecrepon- Doconunug

P ——— Y P
| s.;aﬁ‘m ‘?‘

| s ’%?

W

Tpraunnranyepon

: Jipwp I"H““%

XONECTEQONA

- Lt ¥ ’

Puc. 37.4. JIunonporedHul. D10 MAKPOMOASKVISIPHLIE KOMIUIEKCE,
C MOMDIULID KOTOPHX OCYUICCTHIHCTCA TPAHCNOPT AMITHACH B TOKe
KpoRH. Bo BHEWIHEM Coe JHNONPOTCHHOR CollepmaTes (ochoanii-
Akl W BENKNH, 8 S4po COCTRRNSMIOT THAPMpOTHEE TPRAIIIHIEDONb!
1§ 'jii)!l]".ll:l M).'IIEC'EL"].V.'LH'[. K.!LlL'L'.lIIl'lHKJ!IlII!I ,'|H|‘|O|!'||,‘.IIJT(3]|HOB QCHOBAHO
Ha pii'l_ﬂ!'ll-'lHX B HX MIOTHOCTH, K.CIID])I:AIL1 MOAROAADT pﬂ'];lt‘.'llll'h MK
GACTHILL PR LEHTPIpYIposiaHyn. TTA0THOCTL suBMCHT OT cocTasa
JHNONPOTENHE: 0T COOTHOWICHIA Beakon {BellecTs ¢ BLCOKOH naoT-
HOCThIO) M JIMITIIOR (BEIIECTE € HUAKDI ILI0THOCTBLIO) B HX CoCTa-
Be, Tuk. HONPHMep. JMIONPOTEHHBL BLICOKOH TIOTHOCTH Ha 50%
COCTOAT M3 GEAKOB § HMCIOT MARCHMILTEHYHY [LTOTHOCTL. TOIMD Kk
XITOMHEPOHB, B KOTOPBIX BCIKH COCTARTMOT MHink 1%, W anmonpo-
TCHHBL OMEHE HIIROH TUIDTHOCTH HMEIT CAMYIO Hit3KYIO {LTOTHOCTh.

|
dochonunug
‘ Xonectepon

Puc. 37.5. MemGpann., Membpanis! K1eTOK MICKOIMTAIONIAX OPTaHH-
IORAHLI KAK DMMOACKYANPHBLIN CAOH ¥ COACPXAT MONEKYIL tocdo-
JNUNHA0E, BGEIKOB W XOIECTEPOIL.
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Tatnuua 37.1. ANONWNONPOTENHBL! U WX CROACTRA. ANCAMNCNOTENHE! PACNONOMEHEI B HAPYKHOM GENOKCOAEPMALLEM CNOE RUNONPOTEMHOB. OHW 8 3Ha-
YUTENEHOM MEPE ONPEAENANT CBORCTBA PA3HEIX NUNONPOTENHOB

AnoA1 Copepsxutca B JINBN (rpe coctagnaer 90% Bcex GENKOB), B XMNOMUKPOHAX (3%). IMEET BLICOKOE CPOACTBO K XORECTepony.
Ypansiet xoNecTepon 3 KNeToK. AKTUBNNYET NELMTUH: XONECTepoN-auunTpancdepasy

AnoB43 CoarmKHUTCA B XMIIOMUKPOHAX. 06pasyeTcA B KMWEYHWKE BO BpemA BCACHIBAHWA HWPOR W aXTUBHOMO GUOCUHTE32 TPHaLMnriuLe-
ponos

AngB1C0 Copepxutca B JINOHM u ux npoussogHbix — MMM, JINHN. OSpasyercs B renatouuTax, Korga NPOUCX0AMNT CUHTER TRMALMATAKN-
UeponoB 1 xonectepona, CBA3LIBASTCA C PeUENTOPOM

AneC2 CoaepxuTca B XunoMukponax u JINGHN. AkTuBupyeT NvNOnNpoTeMHNKMNasy, Korna xMnomukpoHs: u NNOHM gocTvura:oT TKaHei-
MULIEHER

AnoE Cosepxutea B xunomukporax, JINOHN, JINBN. CAsbIEAETCA ¢ PEUSNTOPOM

Ta6nuua 37.2. lIunonpoTtendsl NNaszmel Kposu. Kak nokazaHo 4a puc. 37.4, nvnonpoTenHsl MMeaT cepreckyo opmy U COCTOAT U3 rMApodUnEHOR
060n104Ky W TuapodabHOro AAPA, GOASPKALLErD NWNyAbL. 1% (DYHKUMA 32KNIDYAETCA B TDAHCNOPTE NMNWAOR 8 BOAHOW CP2ae KpoBw. BHELHAA NOBEPX-
HOCTh NWNONPOTEMHOR Borata hocdonunuaamy n anoRWNoNpoTRUHAMI (Tafin. 37,1), COCTas KOTOPbIX BO MIKOTOM ONPeRAMNAAT CAORLTRA NHNONPOTEMHOR

JIMNORpOTENibI NNAZMEI KPOBRK

XUNOMUKDOHBI NunonpoTenHbl NunonpoTeuHb | NunonpoTeRHbl NMNanpoTenke: BEICOKOA NNOTHOCTA
QYEHb HYIKOW NNOT- | NPOMEXYTOYHOR | HUIKDR NNOTHOCTY | (nnem
| HocTK (MNOHM) nnoTtHOCTH (MMM {NNHT)
Al % 1 G2
Hn oHb
\ OMHKD - - NnHn Al npgrACe
_ | inoHn L. a8 ©
Bﬁ < ! B e 7]
2 | B Tod . |
10
—=— ! ==
n |
QO6pasyerch B xuileyHuKe B neyvenn W2 INOHN H: ﬁp‘g: B KHLWEBSHWKE K NEYEHH
e L . §
DyHKYKA | TpaHcnopT NoCTYNUE- MNpskion Tpaxc- Mpegwecteeniuy | Tpascnopt xone- | 1. OCYLWECTENRET 00paTHEIR TPAHCNOPT
KX C NAWEN TRWaLun- | NOpT SHOOMEHHbIX nnHN cTepona XONECTEPONd Wi NeprdiEnKyecknX TKa-
rMALEPONSB W Xone- TpUaLMnIIMLeponcs HER B NEYEHD.
CTEPO/d U3 KWLLIE4HKKA | 1 XONecTEpona wa 2. 3anacaet ananunonpoteun C2
K NepUAEpHHaCKnM NEYEHH K NEPUEDN- W ananunonpoTerd E, koTopele
TKAHAM YBCKMIM TKAHAM nepanaeT xunomukpoHan 1 JINOHM.
3. CofupagT anonunonpoTaNHbI, BbICBO-
GE'.'KJJ_LIIL'I'_:'.FEL.F M3 XMNOMWUKEQOHOB
\ | 1 TIGHTT npw AEACTEMM Ha HiAx ANONPO-
‘ | TEMHITANG36! 6 KANNANAPAX
CofepXaHue BeWecTs. o
R —— et ——
Tpuagunrnuie- 90 ‘ 65 30 10 2
pofbl
o e e~ I
Xonectepon/ 5 13 40 - 45 18
XonecTepo- |
NoBEbIA 3dnp
Pocdonunugsl | 4 12 20 25 30
LEaemm | 1 10 10 20 50
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XOonecTepon: nonk3a WNM epen

Xonecrepon orHocHTes K avnuaaM. CBOe HA3BAHEHC OH TMOIYYHT
OT IPEUCCKUX KOpHEil chole (xcnub) w srer (Teepabiii). [deno B
TOM, YTO XOJECTEPOT COACPKHTCA B XETYW M OPH H30HITOUYHON
KOHIEHTPALHM KPUCTALTHIVETCA, 00PaA3ys «TBEPIVIO HKeadks, T.8.
AKeJuHble Kasmuu. B anraniickoMm HaseaHuM cholesterol «ole yra-
3BIBACT HA TO, YTO ITO BCLUECTBO SABAAETCH CHOUPTOM, XOICCTepOs
BBHTONHACT LUeAbl psaa PyHKUHE 3 opraHuasme. THK, OH BXOAMT
0 COCTAB Kherounblx MemOpad. 13 xonccTcpona CHHTEINMPYIOTCH
CONM MeMIAbIX KHenor {pHc. 38.1) 1 CTepOMAHBIE FOPMOHLI
a1bLJ0CTEPOA, KOPTH3OJN, TECTOCTepOoA, MPOrecTepoH M ICTPOrEHbI
(car. . 43). OnHako, ecnv VPOBEHD XONECTEPOAA B KPOBH €JIMLI-
KOM BBICOKMA, X0NeCcTepos OTK/IANBIBACTCA HA BHYTPEHHEN CTeH-
Kax apTepHii W pa3BWBAETCS ATEPOCKIEPO3. XOJNCCTEPOI TURKC
MOMCT OTKIAABIBATECH B MATKHX TKAHAX B BHAE #eJITbIX OT1/10-
KeHWH, obpaszyad KCaHTOMBS (OT IPEeYecKoro «xahthos — WKeATbli)
CYXOXMIHI, TaA0HEH, POrOBHUBI H KCAHTEIU3IMbI.

bHOCHHTE3 XOnecTepona

XORECTEPON MOXET CUHTE3UPOBATLCA U3 NOCTYNAOUIMX

C MULEH YrAEROA08 WM TPHALUSTNHLEpONoB

B neyeHH xonectepoll obpasyeTca ¢ WCnonb3cBatieM MeTabonm-
TOB IIKOKO3bl. Tak. NMpu ¢e MeTabonmamMe B NeHTo30ghocdiaTHOM
nyTr curtesupyerca HAJOH, B raukommse obpasyvercsa mupynar,
KOTOPBII NOT AeHCTBHEN MMKMPYBATACTHAPOreHA3E MPERPAIIASTCS
B aueTHn-KoA (cam. puc. 38.1). B kauectre merounuka anermi-
KoA Tak#e MOXKET BHICTYIIATE MPOLECC [-OKWUCTCHHSA KHPHbIX
kucnot. Auetun-KoA panee npespawacicsi B 3-ilipoKcH-3-
smeTiarmvtapia-KoA (TMT-KoA). TMTI-KoA-peavicrasa (pery-
NATOPHBIH (EpMEHT CHHTE3a XOACCTCPO.id) BOCCTAHARTHEACT
[MTI-KoA 1o mesancuara, ucnonesva HAJOH. Mesanonal
yepes MHOMKECTBO MPOMCHKYTOUHBIX COC/UHCHHIL, KOTOpPbLIC He
MOKA3aHbl HA PUCYHKE, 1IPEBPALLACTCS B XONECTEP.

Mr-KoA-penykraaa perynupyet SMOCHHTE3 XonecTepona

Ytolsl MpefoTspaTiiTh THOEpXONeCTepoNeMAK K ee BpelHbie

MOCACACTBHS AJIS OPTaHM3MA, HCOOXOOMMO peryiuposaTh BHO-

CHHTE3 xonecrepola. PepMenT, peryaupyommi CHHTES XOMecTe-

pona, — I'MI-KoA-peaykrasa. B MHOrOWHCIEHHBIX HCCACLOBE-

HUAX, MOCBALLEHHLIX PETYASLIH AKTHRHOCTH 3TOro (epMeHTa,

BLITO MOKA3AHO, YTO CYLIECTBYET TPH MEXAHH3MA PEryJIAILMM:

o aktuBHocTh [MI-KoA-peayKTassl eHKASTCA B NPHCYTCTBHH
MPOYKTA Peakllii — XOjecTepoa (HHTHGHpPOBAHME TIO PHH-
uuny oGpaTHOH CBA3H),

+ JSHCTBHE MHCYJWHA MNPHROAWT K MOBBILEHWUID AKTHRHOCTH
[MT-KoA-penykrassl, a [HIOKATOHA K &C MOHMXEHMK, 3TH
FOPMOHAalBHBIC 'Jll]([)CK'I'bl OMoCcpeanRaHLl KaCKaJaMHA (bDC-
dopuanpopaung 6enkos, B pesvabTate Kotopbix TMI-KoA-
PEAYKTA3A AKTHBMPYCTCH HMAM HHATMOWpPYETCs, aHAWIOrHIHO
TOMY, K4K OCYIISCTRASCTCA peryiaiksa MeTaboinaMa raMkore-
Ha (cM. . 10, 29);

+  XONecTCpoN MOHMKAET YPOBeHb TpaHekpunumA reHa TMI-KoA-
PEOVKTA3kl, moHuxan obpasopanHue MPHEK, Heobxoauyoi s
curTe3a TMT-KoA-peaykraim (cM. ra. 10).

Neyenue FUNEPXONEeCTEPONEMHA CTATUHAMM

Cratanst 0BpaTnMo dAHCHOUPYIOT akKTHBHOCTL ['MI-KoA-
peiIVKTaibl W OAOKHPYIOT cHHTe3 xonectepona, [TocKonbKy Kou-
ILCHTPallNA XONECTEPOAa CHIAAETCH, YCHIHMBACTCA JKCMNPECCHA
renon pelenropor JITHI. B pesynabraTe KACTKH MHTEHCHWBHO
IHAOUNTHPYIOT yacTHiibl JITTHI], 3a6upan Sonsuie xoaccTepona B
cuctene JIMTHIT 13 kposu. Menonbaonanie CTATHHOR B MELHLM-
He CTAID MNPOPLIBOM B NPCIYNPEXASHHH CepIcYHO-COCYIMCThIX
sabonesannil, flpusevanue: cRamMumbl CHUNCGION MeMib 08pa-
J08aHIA npedmecmeeHHm;m; Xogecmepoaa: MegaiIonama 4 6Cex
OCILIBHIX RPOMEHCYMOYHBX Coefunenul. B YacTHOCTH, MHrHOM-
pvetca cinreT dapuesnanupoboedaTa, MpeaecTBEHHKHKE YOUXH-
HoHa. [TockoabKy yOUXUHOH — HeoDXONMMBI KOMMOHCHT JIbIXa-
reibHOM tenu (eM. ra. 15—17), B koTopoti cunteaupyerca ATO,
NOJATAT, YTO NPUEM CTATHHOB MOXET CHMAK4TL 00pazoBaHke
AT@, HCOOXOIMMOTO [LNA IHEPreETHYECKOro obMeHa B paboraio-
IUMX MblIUAx. Tak, HCKOTOPbie GOABHBIE, TPHHWMMAIOILIHE CTa-
TUHEI, KAAYIOTCA Ha GONM B MBIIUAX H MBLILIEHHYID CIaboCTh.
BoaMokHO, 0 TAKHX Chyyasx OKEKETCA 3((heKTHBHBIM JOTI0THEH-
TCAbLHLIH MpHes youxwHOHA (KodepmeHTa Qn).

ConyTcTayIOWME NPOAYKTLI B SHOCHMHTEZE XONECTEpONa:

yOUXMHOH, fonuxon M BUTaAMuH D

Bblue 66110 OTMEYEHO, Y4TO OAHUM U3 BAKHDBIX COMYTCTBYOLLMX
NPOOYKTOE B GHOCHHTE3E XOAECTEPONA AB1AETCA YOUXMHOH, HEQO-
XOAMMEI 1151 (DYHKIMOHMPOBAHHA [BIXATCABHOH uend. OnHaKo
3ANOMHUTE I JpYrie COMYTCTBYIOLIHME NPCAYKTLI H0AMX0A (oH
YYacTBYCT B DWOCKHHTE3E [NHMKONPOTEWAOB) M BHTaMHB D (cm.
. 53).

MpAMON TpaHCNOPT XONECTEPOAA M3 NEYEHH K neputiepHye-

CKMM TKaHam

CHHTE3UPOBAHHLIN B MEYeHH XCACCTEPOJ HYKHO AGCTABHTH K
nepu{epHUCCKHM TKaHAM. QNHAKO XORECTepO.I HEPACTBOPHM B
BOIHON cpeie KpoBH. [TO3TOMY OH BKAIOUAETCS B COCTAR JIHTIO-
NPOTEHHOB 0UCHbL HH3IKOH miotHecry (JIITOHILL) » vike B Takom
BIE C TOKOM KPOBH JIOCTARTACTCH K TKarsin (CM, 111 39). Crodusiy
O0RAZ0M OCYIECNGIACHICH MPANCHOPM XOACCHEPOIa, HUCMYALGHTE0
G OpeHUIM € nuuield. B KiemKax KUMeuHUKd (H GKAOUAenca 6
cocmag udpOuAbHbX CHEpUNecKux CIpyKmyp XUAOMUKPOHOG,
KOMOPbIE YICE MPOHCROPIMUPYIOIMCH K Mianim (cu. ea. 37).

DBpaTHbIA TPAHCNOPT X0NECTEPOAA W3 NEepUdipU4EcKHX

TKAHEH B NEYEHL

Junonpoterusl nbicokoit ruotHoctH (JIMIBITY 3abupalor xone-
CTCPON M3 TKAHCH W nNepeHocsT B neueHb (cM. . 39). Yacto
JITBIT Ha3biea1oT «XOPOWHMH AHMONPOTEHHAMUY, & XOAECTERO
B UX COCTABE — «XOPOWHM XOJNECTCpONOM:.

BUOCHHTE3 CONER MENYHBIX KHCROT

Cony KeNUHBIX KHCNOT (XeHOAE30KCHXOMAT M Xoaar) Heobxo-
OHMbl OIS IMYNbIHPOBAHKWA JHUMHOOR TICPen HMX BCACBIBAHHEM
B KulUgUHKKe, MX cHHTE3 M3 XonecTepona PCTYIHPYET 7-0-
THIPOXCHAAZA,

CHHTE3 X0S18CTRPONA M3 YTFRBOADE W HNPOB a7



Merabonuam JINOHN » JINHN
(npamoit TpaHcnopT xonecrepona)

T[]EHE!'H]{J'T XonecTtepona B NEYEHb W W3 NEYEHK
[leyeHE COCTOMT M3 COBOKYIHOCTH KJICTOK, M3BECTHBLIX Kak
aoibkH nieveHn (puc. 39.1). Kaxnaa qonbpka cHaBxacTcsi Kpo-
BbIO M3 ABYX MCTOMHMKOB. Kak ¢ apyrpue opradel, AOJbKA MedeHH
MOAYUACT HACBILLUCHHYIO KHCAOPOLOM KPOBb, KOTOPYID MTPHWHOCHT
nederounas aprepus. Ho, kpoMe Toro, 10J6KH nevyerd cHabxa-
IOTCSL U BEHO3HOH KPOBBK, MOCTYTIAIOWECH OT KMIUEYHHMKA UEpPEel
BOPOTHYIO BCHY [eucHW. B 9TOM OTHOLIEHWMH TNEYyeHbL SBAAET-
€l YHHKAIbHbIM opraHom. 1o BOpoTHON BeHE 0T KMILEYHHKA K
neveny NoCTYIAIoT IMI0K03a W Lpyrie obpasoBaHHBIE MPH NHILE-
BAPCHHU BCIUCCTER. BAKHO! XUAOMUKDONEI HE MDAHCAODMUDYIOM~-
¢ no gopomuoti gene neventt. C MOKOM JUMpbI OHU REPeHOCAICA
© RO ANMDamMUNECKOl CUCEME 1 nonadaom & pyodnoll Rpomok, eoe
apucoedungiomcn Kk moky Kkposu. TIPOIYKTEI METaBOMK3MA BBIBO-
OSTCA K3 TIEUCHH JABYMA MYTAMHA. BoAbilas YacTb BEUIECTD TTOKH-
JACT NEeUeHL HEPEed TICHCHOUHYIO BEHY, PacnoiQKeHHYID B LEH-
Tpe 107bKH. HeKoTopeie BCLIECTBA — HATPUMED, COJTH XeNYHbLIX
KHC/IOT — BLIBOAATCS Y4EPE3 XETUHBIHE MPOTOK.

CuuTea u TPAHCnopT XONecTrepona

B meucwu NpoMcXOAMT CHHTEZ X0JIECTEpONd K3 TMIOKO3bL (CM.
ra. 38). Macrh CHHTE3MPOBAHHBIX MOJCKYN xojecTepona obpasy-
eT CAOKHLE PUPBL ¢ XUPHLIMH KHCAOTAMEH. (POpMUpys 3thups
XOeCTepPoNa — ruApoGoBHLIC BEUICCTEA |PeaKIIMI0 KATAIH3HDY-
eT auua-KKoA-xonecreporanunrpancepasa (puc. 39.2)]. Buecte
¢ IHAPOYPOOHBIMH TPHALIMAMIKLICPONaMH 3DUPEl XOACCTEPO-
JI YIAKOBLIBAIOTCS B 51AP0 (DOPMHUDYIONIMXCH He3PeIbix YACTHE,
JUIOHII, koTopble NOKHAAIOT NEHEHB UYEpPe3 MEUeHOUHYIO BeHy 1
ABHAYTCH C TOKOM KPOBH K MepuhepHucekinn TKaHaM. B kamun-
NfIpax nepHilepHUecKHY TKAHEH JHIICTIPOTEHHINIIA3A YIAAHET W3
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Puc. 39.1. KpoBb NOCTYNAET K HEHEHOUHCH MNILKE Yepe3 MeueHoy-

HYIO APTCPHIC M BOPOTHYIO BeHy. [To 1euenouHel BeHe KpoBh BLINO-
JHT 113 NEYeHOTHO O0TbKH.
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Puc. 39.2. MpasMoit TpanciopT XonecTepona K MepHiicpHUCCKHM Tha-
HAM B BLIBSICHIE XOIECTEPOUId I BUOE COICH ACTUHBIX KHCIOT.

JIMTOHTI Gonbluyio wacTs TPHALILTIHUEPOAOB, FHAPONHUIHPYA
MX 0O AKHMPHBEIX EHCAOT M muucpona. OBpasyioTcsi oCcTaTOUHKE
JTTOHTII, uan TaK HalblBAEMLIC JAANONPOTEHHLI NPOMEKYTOU-
noft mwiornocty (JITITIT), oTHOCHTCIBHO BOraThie XOUeCTEPOAOM.
B pesvantate yaateuua anomunonporeiia E oBpasyioTes uacTi-
st JITTHTE. Ouy NoKMIRIoT Kpoih, CRAILIBAACE ¢ PELCTITOPIMH
JHIHIT &netok ¥ pacnananch Ha COCTARTAIOUNIE HX REINSCTBA.
CHETE3HPOBIHHBIN X0JACCTEPC BLIBOLNTCH 13 OpraHM3Ma nocne
HpeBpaLleH s B COMM MetHbly KHeaoT {cv. 1. 38), KoTopbie
BHIBOISATCH H3 OEUSHH Yepel MelUHBIl OpOTOK B KHUISUHMK.
Jnech Bonbulas 4acTb CoMell MeluHEX KHCIOT pealcopbupyerca
1 TOCTYNaeT o6paTHO B neveHb (9T0 HAIHBAETCH 3HTEPOTeNnaTH-
eCKOH UMPKYAIHER).

Hapyweuwe merabonwama NIHN

Munepnwnugemus Il Tuna

[Mpy cemeiiHGH ruNepxoNecTEPONEMHH YPOBCHL XOMeCTepoaa B
ChIBOPOTKE KPOBH OUYeHbL CHILHO TOBEIWEH. Bes Jjieuenna takue
DOibHBIE YMHDEIOT B MONOIOM RO3IPACTE HMI-32 HIEMHYCCKOI
BonciHKu cepaua. TIpHYKWHA Pa3BHTHA [HITEPXOAECTEDOIEMHY —
napyuienue crpoetns penenropos JITTHIT. HM3-3a sroro wierxwu
TraHeil He moryT sadupare JITTHIT 13 kposu. JINTHI nakanam-
BAIOTCH B KPOBH, ¥ 1X W30LITOUHAN KOHUCHTPALMKSA TPHBOAUT K
PAIBHTHIO dTCPOCKICPO3.
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Merabonuam JINOHN u JIMHN (TpancnopT aHAOreHHbIX

TpUauunrnunieponos)

BHOCHHTES TPHAUKWNTNHUEPONOB B NEYEHH

B r1. 21 onucano, kax 03 TTIOKO3BL MOXHO CHHTE3WPORATL AHD-
Hble KMCIOTLL Janee aTH AHPHLIE KACIOTH STepUhULIHPYIOTCA,
oBpaIyA TPHALWATIAHIEPOIbl. DTH TPHALMWITANIEPOIBl HE A0~
HBl HAKAMJIHBATLCS B [ICUEHH — B MPOTHEHOM CHVHAS [ JHHBACTCH
XUPOBOK [eNATO3, KaK Y ryceii MpH HACHILCTBEHHOM KOPMACHIH
JUts TIPHTOTOBAEHMS (hya-Tpd. [UAPOMOOHLIL KHPORLIC TN00Y.IbI
HeobX0aMMO BLIBECTH M3 NMEYEeHHM B BOJIHYIO cpeay Kposu. [uis
ITOrQ TPHAUMITIHLEPOND YNAKOBBIBATCH B FHAPOMILHYVIO
000/104KY M3 dochonumuaos ¥ Geikos v B peivinTaTe odpasy-
wics JITOHIL JITIOHIT BbIBOIATCH M3 1EYCHU TTO 11EMEHOUHO
ECHC W TPAHCTIOPTHPYIOTCA K MEPH{MEPHUCCKNM TKAHAM,

Ynanexue TpHALMATNMUEPONOB M3 KPOBM

B TKAHAX-MMILUEHAX

ITo nyTh K TransM-sHienas hopmupyromaecs JIMOHIT noayya-

10T ot JIIIBIT anonunonporevts anoC2 y anoE, Tenepe onn cra-

HoBaTes e3pensiaive JIMOHIL. B xamuiaspax vkaHel-Muweqei

anoB100 u amol cusnanieaotes ¢ peucrrropos JIMOHIT, a anoC2

AKTHBHPYET THAGMPOTCHHAHNAZY (€ HKTHBHOCTEL TAKKC CTHMVIHK-

PYCT MHCYAHH}., JIHNONPOTeHIIHITAT THWAPOAHIVET TPHALIIH-

ucpoibl B coctane JINNOHTT, paciuciass ux Ha KUPHBIC KMCIOTHI

W ranuepon. Mx pansueilinas cyanda sapncHT OT THMA TKUHU-

MULLICH !

1) B XMUPOBOH TKAHH KHPHLIC KHCJIOTH CHOBZ CRAILIBLIOTCS C
FAHLEEPOIOM M O0OpasyloT TPHALITAHUEPOSLI ~— 3anacHble
HELLCCT A,

2) B MBILILAX JKUPHLIE KKCAOTHL MOIYT HCMOAL3OBITLCA B Kade-
CTBE MCTOUHMKA JHEPriu;

3) B pasnMIEBIX TKANAX M3 XHPHLIX KHCAOT I Tadueposia cHure-
IMPYROTCA MOCHONHMAALL 1isl [IOCTPOCHHUA KICTOMHLIX Meas-
OpaH.

Pacwennelke NMNONPOTEMHOB NPOMEXYTOMHOM

M Huakoil nnoteocTu (JINAN » NNHN)

B kanwmrapax nepudepHueckiny Tadelh non aeficTeHes JHNo-
nporeniianinazel 3 JIMOHII obpasyiorca JUTIINL, na koto-
pbix 3atewm hopmupyotes JTITHI. B netyedn allosunonpoTedH
anoB100 wactyun JINHIT ceaswpracren ¢ peuciropost JINTHIL
Hanee peuentopnl HHTEPHATHIVIOTCA KAeTKOH, I1I¢ YaCTHILE
JITTHTT pacmamaoTed Ha KUPHBIE KHCAOTHL, FANIEPOI, aMHHO-
KHCAOTH ¥ XOIECTepo.l.

Hapywenns metabonuama JINOHN

Manepnunugemus Il Tuna
KeaTole MPOXHAKH HA JATOHMAX YKAIBIBRIOT HA MMHCPIAHITHAEMITO
11 tuma. 310 peaxoe 3a60/eBaHNAE. HACI2AYEMOE MO AYTOCOMHO-
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Puc, 40.1. Memabonias JJMTOHIT » JTTBI.

PEUCCCHBHOMY THITY., [PH KOTOPOM HApYIDEHA CTPYKTYPA moJje-
kyn anoE. B nopme amoE ceussisaior ocratoynbie SITICHTT ©
XHAOMMEPOHB ¢ PELCHTOPOM, H IPOMCXOINT HHIEPHLAM ALY
M [OCTEIYVIOWES pacilenAeHHe STHX cTpyRTyp B kierke. Ho npu
GOICIHE 3TOTO HE TIPOKCXOINT, H I KPOHN HAKAMNKWBAIOTCH OCTi-
Tounbie komionenTs JITITTIL. [pu anexrpodopede CHBOPOTKH
KPOBH MPOsIBARCTCS XapakTepHas Wdpokas B-moxoca.

Tunepnunuaemus IV Tina

DTO AMCTUMHACMHS, HACTSIVEMAA [0 AYTOCOMHO-AOMHHAHTHOMY
THRY., OPH EOTOpoil ofpaszyeTcs H30BITOYNOE KOIHICCTED TPHE-
mairaduepoaen 1 coorercrBedo JIMOHTT-uactvu. [pn srom
KOHUEHTPAUMA XONECTEpOoNa B CHIBOPOTKES KPOBH OCTAETCH B fpe-
JeJIaX HOPMbL WK CJlerka TMOBbILUEH:L.

20 MeTaG0onuam NMOHM u ANHN (TpaHCNopT 3HAOT BHHBIX TRHALUNATAKLENONOE)
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0 Metabonuam JINBI (o6paTHbiiA TpaHCNOPT XONecTepona)

Nnen — «XDPOLIHE» NHANDNPOTENHDI,

KOTOpbIE YAANAKT HINKILKK XOonecrepona

Boratete xonecteporoM JIMTHIT 4acto HAILIBAKOT «MAOXHMH»

nunonpotenHaMi. B orinune ot vux, JIMNBI1 aeisiorea «xopo-

wau» nunonporernasu. JITIBI yaansor nibemox xonecrepo-

Jla U3 KJACTOK ¥ MEPeHOLAT €10 B Me'eb, [AC XouecTepon npeold-

pasveTcs B CONH XeTyHbIX KHCIOT.

JITIBTI noayyawrt xolecrepon H3 ABYX HCTOYHMKOR.

1) Tpu ReHCTBHH AURAONPOTEHHAKMNAIL HA JIHNONPOTEHHDI B
NepBYI0 OYepeilb MPOMCXOANT FHAPOAKI TPHALIMIIIHLEPONOB:
OHH PACULETUIHIOTCS HA XKHUPHBIC KHCToT o mnuepoi. OnHako
MpH 3TOM {IPOLIECCe BBICBOOXIACTCHA H HEEOTOPOL KOMirie-
CTBO XONecTeposa, KoTopslil srawuacetes B coctan JINBIT u
DOCTARNACTCA B MEYEHD, [AC IPOHCXOINT €r0 YTHIHIAIIHA.

2) Benku-nepenocyukn cemedcerea ABC — wmpoko pacnpo-
CTpaHeHHble Oenku, cogepxawne ATO-csasbBaoWNIT yaa-
ctok (ATP-binding casserte). OHH TpaHCTOPTHPYIOT cyboTpar,
HCNONB3YA oHeprvo rHapoianiza AT, Cemelicteo ABC anaa-
€TCS OAHHM W3 caMblX DOILLUIMX HIBECTHHIX cemeiicTn Oei-
KoB. Cpeii HHX €CTh ¥ MepeHocHHK XedecTepana ABC-AL,
KOTOPbIH COUEPAKYTICA BO MHOTHMX TKaHAX (Ha puc. 41.1 He
nokasan). OH MepeHOCHT MIOBITOYHBIH XoNeciepon B YacTH-
uw JITTBM, a yxe vactrust JITTBI noerynaor g netdcHb, e
XONECTEPON YTHANZHPYETCH.

Ynaneuue XonecTEpona B BHAE CONEN XMen4YHbix

KHCNOT

M3 xonectepoiia 00pa3yiOTCa CONMM RKETUHBIX KHCADT (CM. 11, 38),
KOTODHLIE UCPE KCIUHBIA TIPOTOK TNMOCTYANAOT B KHIUSUYHHK.
3jacch COMM KCNMHBIX KHCAOT OMWILIHPYIOT XMPL, 00aeryas ux
MOCACAYIOMMI PRAPOINSE, DMYILIHPOBAHHBIC XU[LI THAPOIIIY-
I0TCA JHMA30H, CCKPEeTHPYEMOl B KHMWEYHHK FOAKETVI0YHOR
#esesol. [IpuMepuo 95% coneil XenuHelXx KMCI0T BCACKIBAET-
CA B KRAICMHMWKE H NC BOPOTHOLH BeHE MEYeHH BOIBPULLRETCH
0DpaTHO B NeMeHE (TAK OCYIIECTBAACTCH «IHTEPOrenarnieckan
UHPKYASUHA»). OKONO 5% CONICH XEeMYHBIX KHCIOT BLIBOAWTCS C
(heKanusMH.

AHTHXOJIECTepONOBhIE NPenapaThl CIOCODHLI MPEPBIBATE LLHKIL
HHTEPOICIATHICCKON LWHPKYBILNM. DTY UPENapaThl NpeIcTanin-
0T coB0il NONOKNTEILHO 3aPSKEHIEIE MOHOOOMEHHBIE CMOLI,
KOTOPRIE CRAZLIBLOTCA C OTPHUATEILHO 3APHAKEHHBIMH CONAMH
HETHHBIXN KHCTOT, JTOT KOMILICKC BRIBOAMTCH ¢ (PEKANMAMA.

2 Merabonvam NMBMN (06paTKIR TpAHCNCPT XOMECTEPONE)
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Puc. 41.1. MeraGomism JITTBIT (oBpathuill TRaHcnopT xoectepona).
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Puc. 42.1. BeacwiBaHine TpUALMACTHLIEPOIOE M XOAECTEPO.1d. NOCTYNAOIMY ¢ TINLEA, ¥ X YAANCHKE H3 KpoBH. MeTabonuam XHI0MHKPOHOR.
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C NMUILEN

TpHAUMNTIMUEPOIBI, TOCTYMAIOIMIKHE C MHILEH, MONAJANT b
KHLWEeYHKUK, Iriac 3IMYNBIUDYIOTCH COTAMH XKEJUYHBIX KHCIOT.
CekpeTHpyeMan B IPOCBET KHIUIEUHHKA JTUNA3a NOMLACIYIOMHON
KeJqe3bl MHAPOAUIYET SMYNLIHMPDOBAHHBIE TDHAULKACMHIIEDOIILI,
pacmenisa MX Had XHMPHBIC KHCHOTH! + INIHIIEPOT. )Kl[priC KHC-
JIOTL! U [JIHUCPOA BCACHIBAKTCH KNCTKAMH KHWEYHWKA W OHOBL

0BpazyioT CROXKH LIS SDKUPEL — TPHALHATIIHLEDOBI.

BcachiBaHwe XONecTepona B Kwiue
[TocTymawliuh ¢ neilet XoXeCTepoa BCACBIBAETCS B 3IHTEPO-
LUHMThl ¢ NOMOLULIY COCHHOUIECKOTO TIEPEHOCUHKA XONECTEposa
B KneTkax knwevunHuka ABC-Al {cm. . 410). B kneTkax awmn-
KoA-xonecrepojanuarpadcoepasa (AXAT) artepwdHuUnpyeT
xonectepon ¢ obpaloBandeM ragpodobaoro adupa xonecrepona.
3a cuer HTOW peakuMyu MMOANCPAMBAIOTCH BLICOKHME TEMIbI BCa-
CLIBAHMA XONECTepoia. BOIMOXHO, 3TC XOpOLIO B Tex CAVYafx,
KOTAA 4eiOBCK PEAKO YTOTPeD/feT B MKLTY NPOIYKTH, GoraThlc
XOJIECTEPONOM (Hampumep, mMACHBIE). OAHAKO MPH OCHILHOM
MMTAHHA Takoe 3(DheKTHBHOE BCACLIBAHHE XOIECTEPOIA NPH-
HOCHT TOJNBKO Bpcl. YTHoTpeOneHKe MaprapwHos, 0DOTaleHHbBIX
DaCTHTC/bHLIMM CTEPONAMH, TOMOTAET YMEHBLUIWTh BCACLIBAHHE
XONIECTEPOME M CHH3WTE €r0 COASPXAHHME B KPOBM. B HacTOALEE
BDPEMS$ [UTA CHMXEHHUR BCAChIBAHMA XOfeeTepona palpaGaTelBaloT-
cst wurnbuTopul aunn-KoA-xonecreponanmnrpancdrepass. Henasuo
TIOSNBMACS HOBBLIHA JIEKAPCTBEHHLIH npenapar — 33eTHMHD, KOTO-
pBIF MHTHOMpYET BCACBIBAHHE XoJlecTeposia (OOHAKO MEXaHM3M
€ro HCHCTBHS HEACEH).
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ol 10
Tpuamiriiueponsl W HPUDE XONecTERCNa NOKpsIBaloTea 06D-
NouKoH M3 ochonunuaor u anoB48 u opMupyIOT Helpenbie
XANOMHKPOHLL DHTEPOLIMTHI CEKPETHDYIOT XMAOMHKPOMBI b THM-
haTHIeCKYIO CHCTEMY, H XMIOMHKPOHBI ¢ TOKOM JIMM(bl LI0CTH-
TAIT TPYAHOTO NPOTOKA. 3/6Ch OHM NOMANAIOT B KPOBL — B IIpa-
BVIO H Ne8YI0 MONKMTIOYHYHEIE BEHEL.

YnaneHue TpPHAUANIMALEPONCE W3 KPOBH

C TOKOM KDOBHM XWJIOMHKDOHLI MOMNAAANT B KAMWIAPSI, . LAC
ouu noayqaoT oT JIIIBII anonunonporedts anoE u anoC2.
B TKaHAX-MHIICHIX XHJIOMWKDOHB! CBA3LIBRIOTCA C AMIIDIPOTE-
MBJIMIIA30H, KOTOpas ACCOMMHPOBAHA C OTPHUATENLHO 3APSKEH-
HBIMHM TIDOTEOrAMKaHaMH, ANoC2 aKTHBHDYET JIMIOTPOTCHHIAM-
na3sy, d OHa THAPCJAH3YeT TPHALUMATIAMUEDObI, PACLUENNAs HX
Ha KHUPHBIE KKWCAOTH W maHucpon. JaneHeiwas cyasba XHpHBIX
KHCJIOT 32BUCHT OT THITA TKaHW. B ¥ITPOBOI TKAHK KHPHBIE KHC-
JIOTB! M TINHLUEPOS CHOBa 0GPas3yloT TPHALMITAHLEPON b, KOTOPLIE
3a7IACAOTCA B JKMPOBOH TKaHW. B MaIUOAX XWPHbLIE KHCIOTLI
MOMYT HCMO/B30BATLCS B KAUECTBE MCTOYHMKA SHEPIYH,

YTunuzauus xonecrepona
Tlpr pa3pylieHHH XMAOMHKDOHOB JTHNONPOTEHHNHNA30H BbICBO-
toxnaercs xonectepon. Ero ceasviparor JHIBIT v nepeHocar
B [€9¢Hb, IC OH MCHOJNB3VETCH INA CHUHTE3R CONMEH MellMHbIX
KHCHOT.
Hononnaurenvhan auwreparypa: Frayn K.N. Merabolic
Regulation: a2 Human Perspective. — 2nd ed. — Oxford:
Blackwell Publishing, 2003.

Bcacnipanue TPHALUMNTNULERONBE U XONMECTERONA, NOCTYNAKILMX C MULLEH, 1 nxX YAANEHUE U3 KPOBH, METaBboNN3M XUNOMWKPROHORB
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flBNAETCA MNHEPANOKOTHEONA0M, OH CTHMYMH-
pyeT obmen wonoe K¥ Ka MoHs! Na* B noueyH
KaHanbuyax

Peabicopbuns Na+ T, cexpeyns K+ 1,

Koprwaon

ABNRETCA [AMKOEIITHRORAOM. KaTabonu-
4ECKHA CTEAOMAHLIA TORMOH. OH CTHMYANpYET
TAKOKOHEOrEHES, KNONM3 M pacnay Gennoe
TRaHed (cw. ra. 32)

cexpeuwa H* T

Puc. 43.1. BHOCHHTC CTCPOHAHBIX [OPMOHOB.
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CTepOUHEIE TOPMAHEI ANbAGCTEPOH, KOPTHAON, AHAPOTEHL M ACTPOCEHb)

AHAOreHL
AHaG0NNYECKRNE ETEPOKIHLIE NOPNOHBL
CTHMyNMPYHOT EMHTES GENIK0B ¥ PAIBHTHE
BTOPWHBLIX NMYWCHWX NONOBLTX NPH3HAKOE

JCTPOrEHEI
| CrOCOGCTEYHIT JA3RHTHIO

MEHEKHX BTOPKYHBIX
| monosbx npanaxos




CrepoMpHsie TOpMOHLI

CyuiecTByeT YeThipe OCHOBHBIX THIIA CTEPOMIHBLIX TOPMOHOB:
MHHEPASIOKOPTHKOMAL!, TIHKOKOPTHKOMABI, MYMCKHE NOJNOBLIC
rOPMOHBE (ARAPOTEHB) W KEHCKHE HONOBBEIE I'OPMOHLI (3CTpO-
TeHbl). 3aMeThTC, UTO AMAPOCTEHRABOH — [IPEAIIIECTBEHHHWK KaK
AHUIPOr€HOB, TAK H 2CTPOreHOB. B camMon Jfene, no YbeMy-TO MeT-
KoMy HabsuoAaeHHIC, PoMeo W JIKYTbeTTa OTAMYAOTCA BCErQ JIFID
KEeTO-IPYIIICH NpH 3-M aToME yInepola M METIWIBHOH IDYNNoH
npu 10-M aroMe yraepoaa cTepOHAHOro sAApa.

r',",'r":i.-‘:-;f-:'iJ'Ini},ﬁl’!.‘-ﬂ!?ﬁi‘.}].’-jf.‘.
[lepBMynbll TMOEPANbIOCTEPOHAIM {(CHHApOM KoHHA) — pen-
koe 3abosnepaHue, oOYCIOBNEHHOE OMYXCGIbIO KOphl HaamQded-
HHUKOB, CEKPeTHPYIOLleH arsaccTepoH. KM3-3a aToro opramuas
TEPSIET MOHB! Kanusl ¥ BCAOPONA, KOTOPBIE BhIBOAATCH C MOYOI,
Pa3BUBAIOTCA THIOKANLIHEMUE, MeTaboUecKH it ankano3. Yaue
LCTPEYASTCd BTOPAYRGLIH MHNeP2NhIOCTEPOHH3M, KOTOPSIH pasBH-
BAETCA M3-32 IOPLKEHHS TOYEK HIH MEYEHH.

XpoHW4ecKas He[OCTATOMHOCTL KOpb
Ko (Goneads Apavcoua)

boneaus AmmMcoHa — peikoe 3aboneBaHUEe © BO3IMOMKHBIM
NeTanbHBIM HexomoM. [Ipuurina bonesun — atpodia Haano€ey-
HHKOB, KOTOpasl NIPMBOIUT K CHIDKeAHOH CeKpelHy ansToCTepoHa
W KOpTH30Ma. DOJIE3HE XAPAKTEPHIYETCH HHU3KMM apTepHAlsHbBIM
JaBleHHeM, [I0TepeH HOHOB HATPHA ¢ MOUOH, CHIKEHHEM MAaCCh
Tena W TNMrMeHTauMei causucthix obonouck. Hepocratounocts
KOpPBl HaAMOYEUHWKOB DA3BKBAETCS TAKCKe W3-3a HApyLIEHWT
QYHKIIMOHWPOBaHUS THITOMK3a, CONPOBOXIAIOIUETOCA Hapylic-
HHeM 00pa30BaHKia aipeHOKOpPTHKOTponHoro ropMoHa (AKTT).

fmnepKopTHLM3m: cHHApoM KyluHra
KopTu3on cekpeTMpyeTcss KOpoil HafITQu4edHWKOR B OTBET Ha
cTpecc W rononarue. OW CTUMYAMUPYET pacllerticHWe XMpOB, 2
Tak:Ke 00palopahue CWKO3W W3 aMMHOKMCIOT, oBpazyroniixca
npu pacnafe benkos Tkavel. TakHm 06pa3os, KOPTH3ON — Kara-
Gonmyeckmnit CTEPOMIANKIE COPMOH, KOTOPBIH CEKPETHRYETCH . ipH
ronogad kK. I1pHpoIHLIe CTEPOUARI ITOTG THITA HAKM KX CHHTETHIE -
CKHE aHAIOTH (B YACTHOCTH, REKCAMETA30H) HA3BIBAKOTCA TIIOKO-
KOPTHKOHZAMH. CEeKpellna KOPTU3CNa PeryIMpYyeTcsl THITOTATAMO-
runodu3apHoi cucreMoi. CHavana rUOoTAIAMYC CeKpeTUpyeT
ROPTHKOJMOEPHH, KOTCPLIH cTuMyaupyeT cekpeunio AKTT nepen-
Heil gonu runodusa. 3arem AKTD CTHMYMHPYET CEKPELHIO KOp-
TH30JIA KOPOH HaAmoueuHHKoB. [Ipy U3IBHITOUHCH MPOAYKUMM
KOPTH30Ma pasBuBaeTca cHapom Kyuwsara. Cunapom Kyluvxra
MOXET BO3HUKATh IO METHIPEM TIPUYMHAM. ATPOreHHO, TIPH ade-
HOME rHnoGu3a, MpPH aAeHOME WKW KAPUHHOME HAIMOYEUMHKOB,
a TarxKe TIPH 3KTOMH4YeCKOM o6pazoraHuu AKTT.
1) CaMBIM pacnpoCTPAHEHH bIM SIBASIETCST ATPOTEHHBIHY CHHAPOM
Kywunra,
2) Briepsbie cHrapoM Obit onucan KylWvHrom y SONLHOTO ¢ pen-
KOU NepBHUHOR aacHoMoit runocuaa, cexperupyromeid AIKCTT.
Takoe cocTosHHE HazbBagTCs HoNedHbio KylumHra.

* SrporeHHbIA cvrapoM KyIUMEra TAKIKG HAILIBAKOT BKAOTEHHBIM MUK
NEKAPCTBEHHDIM CHHAPOMOM KylnHra, Tax KaK oGYCIOBIEH MIMTENbHBIM
NIEYEHHKEM TNIOKOKOPTHKOMAAMH WM JIDYTUMKM CTepolaamH. ([lpumed.
ped.)

3) B nansHefwem Oblm ONHCAHBL GONBHBIE C TIEPBAYHON orny-
XOJNIbKO HAIAMOMEYHHMKA — NODPOKAYECTBEHHOH (aideHOMA)
WTH 3IOKAaMECTBEHHON (KapuwHoMa), NMpH KOTOPOH YPOBEHb
KOpTH30Ma B KpoBu Omin nowwiieH, HO ypoBeHb AKTD Gein
MOHWXEH.

4y Dxronuueckoe ¢bpasoBanne AKTD NpoHCXOAWT, HampuMep,
TIPM MEJIKOKIETGUHOM pPaKe JIETKOTO,

[lpn cuHapoMe KywuHra DOAbHBIE HMEWT XAPAKTEPHBI
BHEIIHHI BUI — NYHOODpa3HOe MO, XyAble HOTH W PYKH TTpH
BLIPAKEHHOM OXHWPEHHH TYIOBMIUA, W WX O#rypa HanoOMWHAeT
[PYLIY HA HOXKAX-CIMYKax. JTO BEI3BAHC HAKOIUIEHHEM BHCLE-
DaJbHOTO XUpa MpK 2Toi Gonesnd. CHayana MOXeT [IOKA3AThC,
YTO pa3BHTHE OAHPEHEA NMPH BLICOKOM YPOBHE EATA00IHIECKOro
ropMOHa (KOPTH30Aa) TIPOTHBOPSUMT BCAKOMY 3APABOMY CMBICIY.
OfHAKO HAaKO BCIOMHHWTE, 9TO KOPTH30JI CPUMYIUPYET MNIOKOHEO-
reHe3, H B KpOBHM I[OBBIIIACTCH YPOBEHB TJIIOKO3BI, YTO, B CBOK
QuEpElDb, BBI3BIBACT YCHJICHWME CEKpeluMM WHCynuHA. llpn cuH-
apose KYIIIMHTa YPOBEHbL KOPTH30MA B KPOBH BBICOK HACTOJIBKO,
9TO JAXE MOBLIEHHOE COJepRAHNHEe HHCY.THHA He MOMET CHH3HTH
KOHIERTPANEI TAI0KO3N B KPoBH. Ho B BHCUEPANLHOH XHPOBOH
TKAHH NEHCTBHE MHCYIMHA OKA3ZbIBAeTCH Dojiee CHIbHBIM, UeM
AEWCTBHE KOPTH30MA, H HHCYJIHH CTHMYJIMPYET HKCITPECCHTIO TEHa
JIHOOHPOTEHANMTA3LI. ITO CMOCOOCTBYET HAKOMMEHHIO XHPa, M
npesxile BCETO BHCOEPANLHEONG, 4 He MOAKOXHOIO: OXHPEHHE MpPo-
MCXOMHT TaM, TAE BbILE CKOPOCTH KPOBOTOKA M TRE BBILLC YKHCIO
ATIWTIONMHTOR.

IONODBLIE FTOPMOHEI

HapyiueHue CHHTE3a aHAPOreHoB: HEADCTATOMHOCTD
5-o-pepyKTasbl

Hurunporecrocrepor obpazveTcn W3 TeCTOCTCPOHA Nod Aek-
CTBHEM (GCPMEHTA S-c-peaykTaik. Tipw HEI0CTATGHHOCTH
S-o-peAyKTa3bl peakuWd ONOKMpPYETCA M B KPOBH [1OBBIILIACTCA
COOTHOLWIEHHE TECTGCTEPOH/HIMAPOTECTOCTEpOH (puc. 43.1).
JuruapoTecrocTepod B 4 pa3sa aKTHUBHEE, YeM TECTOCTEPOH,
MO3TOMY HOBODOMACHHBIC MANBUMKM [IPH HEAOCTATOYHOCTH
S-c-pefyKTashi WMEKT NOAOBEIE OPraHbl HEOYIPCOENeHHOH MpH-
HAaMUIEXHOCTH, [NaBHAadA 3a0avya B TAKMX CAYUAsX — HPABHABHOE
OMpeACACHHUE M0Ja,

WNHru6uTOpsI 5-0-peayKTassl

(DHHaCTepHJI W MUHOECHIMN UCHONB3YIOTCA ANA NedYeHH:A aHapo-
renyoit anoneuvd. (MUHACTEPHI TAKKE NOPUMCHSETCS 0OpH
NOOPCKAYECTBEHHOH THITEPTRPOMMY [IpeacTaTeNbROH Kenesbl
AJA YMCHLBIIEHWA €€ pa3sMEpOB. (DJ[_YTB.MH,[[ 6J'IOKpreT peuenrtop
TECTCCTEPOHA H MCIIONB3YCTCH B NEYEHWH KaplHWHOMEL Mpeacta-
TeNpHOH Kenel3nl.

MHruGUTOPEI ApoMaTasbi. HOBbIE NEKApPCTEA NPOTHB paKa

MOJI0YHOH XENe3bl

WMHIrMOKWTOPE apoM4aTa3bl, HAMPUMEpP AIMacTPo3od, NeTpo3od U
akceMmecTan, BIOKHUDPYIOT CHHTE3 DCTPONEHOB M3 AHADPOCTEHIMO-
Ha. DTO HOBBIC NeKApCTRa, paspaboTaHHBIC VIS JICUECHMA pakd
MOIOYHOM xenesbl (cM. puc. 43.1). KAuHHYeCKHe WCIbITAHWA
JIETPO30J1a OKA3ATUCH HACTOMLKO YCMEIHAMHM, 9TO MX [IPHMIIIOCH
OCTAHOBMTDL. BPAYM TOCYWTANH HCITHUYHBIM IPOAONXATE JAGATL
nranedo 1obpoRONLUAM HI KOHTPONBHOM TIPYNITHT.

CTepoMaHLIe FOPMOKSL ANTLA0CTEPOR, KOPTHZOI, AHAPOTEHDI H 9CTPOTEHbI 97



Liukn Mo4eBMHbI U KpaTKuii 063op Katabonuama

dMWUHOKHCNOT

NMpu xarabonuame aMWHOKKCNOT 06pa3ylOTCA MOHBI

ammonns (NH,")

B xenyake Genkd rHAPONHIVIOTCH MM04 ASHCTBHEM MOETICHHA ©
06pa’loBaAHMEM AMHHOKKCIOT. JanbHe iU THAPOnU3 BCIKOB M
BCACLIBAHHE AMWHOXKMCAOT NMPOXOAAT B KMIUEYHHKE. YacTb THX
AMMHOKMCIOT HMCNOABIYETCA a8 GHMOCHHTES3a DENKOB, B TOM
YHCAE MPH BOCCTAHOBJIEHHH ITOBPEXAEHHEIX TK:’lHeﬁ, BOHUOCUHTE3A
rOPMOHOB, MUPUMHIWHOR, ITYPHHOB W T.0. M30bITOK aMVHOKHMC-
NOT MOXET HCNONLIOBATLCA B TMIOKCHEOIEHE3E HIIHW B 3HEPICTU-
yeckom obmeHe. Ho nipH kataboimaMe aMHHOKHCIOT 00pa3yioTcs
OUEHDL TOKCHYHLIE Romml ammomma (NH,Y). Yrobul obcsonacuTh
OprasHMaM oT ux AeHCTBHA, BEpMeHTH! MpeBpalaT HoHsr NH,”
B HETOKCHYHYID MOMEBHHY, KOTOpad Cpaly BBIBOAHTCA IOYKAMH.

B ywkne Mo4YeBMHL! M3 HOHOBR aMMOHMA oBpasyerca

MO4YEBHHE
MpH KaTaboaMaMe aMMHOKMCAOT HoHn NH,® ofpasyiorca mubo
HEIOCPEICTREHHD MpH AC3aMHHUPOBAHHH HEKOTOPLIX AMUHOKHC-
0T, TMBC CHAYATA B Pe3yasTaTe TPAHCAMAHHPOBaHWA obpasyeT-
cl rAyTaMAT, KOTOpBIl 3aTeM Ie3aMHHMpyeTcst, oBpazya NH,'
(puc. 44.1). 3ateM WOH aMMOHUSI pearHpyeT € noHOM OWkapbo-
HaTa ¥ OBymMs Monekyhamii AT® ¢ obpazosaHHeM kapbamomn-
docdara (peakuu©y KataruiupyeT xapbamoundocdarcuHTeTa-
3a%). KapbamoundocdaT peardpyeT ¢ OpHHTHHOM, obpasysd (nox
IeiicTBrem diepMeHTa OPHHTHH-KapOamMowrrpancdiepassl) IATPYA-
JIHH. 3aTeM C UWHTPYJUIMHOM CBA3LIBASTCA ACNAPTAT (OH SBIAETCH
JOHOPOM ETOPOM aMHHOTPYIIIIBL MOYEBHHBI) M 00pA3YeTCs apru-
HHHOCYKUAKAT, KOTOpPLIH pacuienyaercs Ha &yMapar M APrHHHH.
HakoHell, aprHHHH B peakllMKM CMAPONH3A Mol JeHCTBHEM apri-
Ha3bl PACUIETUINETCS HA MOUYEBMHY H OPHHMTHH, M OPHWTHH BHODB
NOCTyNdeT B UHKN 0OPa3soBaHHA MOYEBHHBI.

Tlpumesanue: e nymaidme yroManymyio Kapbamousdocamens-

memazy ¢ Kapbamousgocdamcunmemasoii I, xomopas yaacmeyem

& cuHmese nupumudunog (cm. 2a. 50).

Hapywesua ynkna MoYEBHHbLI: HEJOCTATONHOCTD

l]!]Hi-'ITir'IH-HE;]ﬁﬂl‘."]HJ‘ITﬂﬂH[:[hEpa:lbi

CyluiecTByeT HeJBH pAf JOBOJABHO PEIKHX HapyIIeHW# [THKAa
obpasopanya MoueBHHbL. CaMoe pacnpoCTpaHEHHOE Cpedy HHX —
HBEROCTATOUHOCTS: OPHATHA-KAPOAaMORATPancdepashl, HACHEACTBCH -
Hoe X-cleruieHHoe 3abonesanue, [IpH TAXeNoM TeyeHn Bole3Hi
HOBOPOXIEHHBIE MalbuHKH OBICTPO YMUPAKOT M3-332 OTPABICHHSA
aMMHakoM. Ho y HeroTopbix ManbuUMKOB BCTPEYAKITCH W JISTKHE
(opwinl 3a60MeBalHA. Y JCBOYEK-TETEPOINTOT KITHHWIECKHUE NTPO-
SIBTeHUs1 HONe3HH EapbHPYIOT HUPOKO: HHOIIA OORE3HL NpoTe-
KaeT HECCHMNITOMHO.

B 1990-x rr. Bce poamaraiy HAAEXbl, YTO reHHAd Tepamns
MOMOXeET BBUICYHTH HEAOCTATOYHOCThL OPHMTHH-KapOaMOHII-
TpaHcepashl. BONBHEBIM € NMerKUMM (POPMaMH HelOCTATOUHOCTH
BBONMIA B MEYeHH COOTBETCTRYIOUIMH T'eH C HCIONb3OBAHUEM
afenOBHPYCHOTO BekTopa. OnHAaKo y 17 GoMBHBIX MepeHas TCHOB
OBl BEIPAXCH cnabo, a4 Korna 18- GonbHOM yMep OT OCAOXHE-
HUH, }OTWHWMECKHC MCTBITAHHA ObLTM 3aNpPeLleHbl,

IlpM HEODOCTAaTOYHOCTH OPEHTHA-KapbamonaTpancdepa3st Kap-
OamonnthocdaT HAKATUIMEASTCS B IIMTO30JE KIETOK M IpeBpalia-

* B oTeuecTBEHHBIX YUEDHIKAX ITOT HEPMEHT MPHHATO HA3LIBATEL Kap-
GaroundocharcanTeTasa [ (fpusten. ped.)
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ETCH B AWATHOCTMKE
WHIAPKTA MEOKApAA

Puec. 44.1. KpaTtruii 0630p karabonuamMa aMMHOKHCAOT W JETOKCHKA-
ey rronos NH,' myTem o6paioBaHiss MOUEBHHEL

eTcsl B OPOTOBYK) KHCIIOTY. DTY peakiMI KATANMIUpYeT acnap-
TaTTpaHcKapBaMornada (CM. «BHOCHHTe3 NMPHWMMAMHOBS, Th. 50).
OpoToBas KHCHOTA cOHADYXKBAETCH B MOYE, W ITOT IIOKA3ATENb
HCTIONB3YETCSt B DHATHOCTHKC 3abonepaHus.

Kpeatud

MpemtecTBeHHUKOM KpeaTHHA gBnderca apruHun. OH pearkupyer
¢ AT® ¢ obpasoBaHuem kpeatHHbocdaTa (cm. 1. 14). KpeathH
B (hopMC KpeaTHHWHA BHIBOJMTCA C MOYOH,
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Puc. 45.2. KaTabonu3M HEIaMEHHMMbIX aMHMHOKMCAGT.

JaMEHNMBIE AMUHOKHCNOTEI
PacT¢HMS MOIYT CHHTCIMPOBATh BCE HEOBXOAMMEBIE WM AMWHO-
KUCOTbl, JKMBOTHLIE (B TOM UHCIAC H YSNOBEK) CIIOCODHLL CHEITE-
3UPOBATH TONMBKO MOJOBHMY U3 HYXKHBLIX MM aMHHOKUCIOT: THPp,
Inu, Cep, Ana, Acn, Hwc, Tny, Tlpo (puc. 45.1). Takue aMuHo-
KHCAOTH HABLIBAIOTCS 3aMeHMBbIMH.

HezameHumbie aMHHOKMCROTRI

HesaMcHHMBIE aMMHOKHCIOTEl — T€, KOTOPRIE HE MOTYT GbITh
CHHTE3UPOBAHLI B OpraHniMe ueaosexa. K nium otHocates Mew,
Ban, Tpn, Tpe, ¥ine, Met, uc, Apr, Jlci u Jlus (npasda, muocue
caumaiom, 4mo Apz & fuc reoGxodumsr mosska demam 8 nepuod
pocha). KaraGonvaM HE3aMCHMMBIX AMHHOKHCIOT MOKAZAH Ha
puc. 43.2,
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De .y a-MemunGyrupnn-KoA  HaoSyTupun-KoA M XoA

AMWHOKHCNOTEI C iJESEﬁi’E:‘IEHFFDL’? UENbBH —
MCTOYHHE JHEPruM ANA CKEeNeTHRIX MbIlLY

XOoTA aMHUHOKHCIOTGl ¢ pa3sBETBREHHOW UCNBH OTHOCATCA K
HC3AMEHWMbIM AMUIIOKHACROTAM, NpH (DU3IUTECKOl HArpyike
OHH OKMCAAIOTCH W HCNOAB3YIOTCA ans cuHTe3a ATQP ckeneT-
HbIMH MblllnamMu (cM. ©a. 46), ECTe XaHHBIE, YTO ynoTpebiicHue
AMHWHOKHCIOT ¢ PA3BCTBASHHOH UENLI A0 H AoChe (PHIMUESCKHX
HArPY30K NO3BOXAET CNOPTCMEHAM CHHINTE NOBPEAAEHHMS MBI
M3-32 HATPY30K M YCHIWTL CHHTE3 MbIESUYHLIX Denkos.

BenkoBoe ronoganme

Mapa3m ¥ KBawuopkop

TCDM}'[H «MapaimM» HCIIOJIL3YETCS st OTMHCAHMSA TAXENLIX CIIY-~
4ace 6BJ'IKOB01‘O TONO/IAHMSL ¥ ,D.GTBI:‘L CTC]’[CHB TAXECTH DEenKo-
BOTC TOJOIAHMA ONPEACASIOT, CPaRHMBAM Maccy Tena peheHka ¢
HOPMAIBHONM MacCcoi AN NaHHOH BO3PACTHOM KaTeropHwu. 3mech
NpHBEIEHa OHA W3 BO3MOXHBIX KiTaccHGukaumnii. [Ipyn nopmans-
HOM NMHTARMHE Macca Tela pebeHka coctapnaer 30—110% HopMbr,
npu nerkod runotpodun — 75—90%, npn Takenrol rumorpodmu
(Mapasme) — Menee 60% wopme.

Ecny npu HCTOWEHNH HabA:IATCS OTEKH, UCTONL3YIOT TEp-
MWUH «RBAMIHOPKOP», 4 B KPaiHEe TAXENBIX CAyYasxX — «Mapa3M-
KBAWHOPKOD».

BERKOBOC roaofgaHHe YAcTo pal3BHUBaeTES ¥V NOCIMMTAMH3IHPO-
BAHHBIX DONLHBIX, OCODSHHO Y JHL NOXMNOre Bospacra. M3-3a
GENKOBOMO rofQAEHHA TMI0X0 WAYT NPOLECCHl 3aXWBIACHMAS paH,
NOABJIAKNTCA MPONCHKHN.

Kaxekcus

KaxekcHa — Kpaiiuga cTCNeHp WMCTOLICHHS OpraHM3Ma, ofuas
arpodra. Kak npasuao, pasBuBaeTCH BO B3POCJIOM BO3PACTE
u3-3a HepoenaHua. TIpW KaxekcuM aTpodHpyloTcs XHpobas
TKAHb, KHIIEUHHMK, NO/UKCIYI0UHAA Xenesd U MuilIubl. Kaxekeus
00BIYHO PA3BHUBACTCA Hd NOJMAHHX CTAAUAX THAKENbIX 32001eBaHM I
(B 4ACTHOCTH, NpH pake).

JAMEHMMEIE U HE3AMEHWMEIE aMuHoknenoTel 101
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Pac. 46.1. OxycigHHe aMHHOKMEROT IS NOY9EHHS 2Hepriy B Bune ATQ.

Karabonn3m aMMHOKHCNOT ANA NONYYHEHWA IHEPrHW
B Bupe ATO

PacnipocrpanerHad omrkbOka OONALIMHCTEA y9eOHHKOB — rnpel-
CTaBAeHHE O TOM, 9TO YINEPONHLIE «CKENETLE» AMWHOKMCAOT
OKHCHATCA B 1MKIE Kpebea. Creayct MOMAHTD, YTO B MMKIE
Kpebea oxmchserca adetHi-KoA — no 2 moneryn CO,. Takum
0bpazoM, UTODb! MOAHOCTLI) OKMCIHTE AMAHOKHCIOTY, TIPEXIe ee
Hag0 npeodpasopars B auetwi-KoA. Tak M NpoOMCXOOHT ¢ GoAL-
e 4ACTHIO AMWMHOKHCIOT, M3 HUX OBpadyercs aleTHI-KoA,
KOTOPHIA 3aTem nocTynaeT B Nkkn Kpebea (puc. 46.1). B npo-

uecce ero okucneHus obpazyiores HAIH w QAOH,, Heobxo-
DHmMBle anst cuHTe3a ATO B awxateawvnoit uenwu. [Tpumearie
HEKDMODBIE GMUHOKLCAOMB — 2UCHUOUH, 20VMAMaIN, NpoAls &
opHtmun — scmynarom & yuxi Kpetea e cude O-kemoeaymapams
o-Kemoznymapam uacmuiro oxucinemes & ylnre Kpebea ghepmes-
mom C-kemozdymdpamoezidpoeeHasol ¢ evicsoforcdenuem odi
morexyaor CO,. Heucnoivzosannan 4acmoe yenepoonoeo «CKeemas
menept QOANCHE ROKUHYMb MUIROXOHADUIO, #MOBbl nocre pada np=-
GpameHuli 6noee OKa3amoch 6 Heill & sude ayemua-KoA. H mone
nomoM on GyOem nOZHOCMBIO oKucaer & yuite Kpefica.
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Puc. 46.2. MeTtabonuiM aMHHOKUCIOT B MEYeHH NpH rofofaHkuH. OBpasosaHHe rmoKo3k K KeToHOBBIX Tel. [TKC — nupponky-5-kapbokcu-

JIATCHHTETA3A.

O6pasoBaHne rNOKO3bl H/MAK KETOHOBLIX TEN
H3 aMWHOKWHCAOT
OBpa30BaHHeE TNIOKO3b] H/MMH KETOHOBBIX Tesl M3 aMHHOKHCIOT
MOKA3AHO Ha pHc. 46.2.

K arurozennstn amunoxuciomam OTHOCATCA [HUWH, CEDHH,
UHCTCHH, aMaHWH. acrmaprart, r’MCTHAWH, TAYyTaMaT, NMPOAKMH, aprv-
HHH, METHOHMH, TPEOHHH K BAJIMH.

MeTafonuam aMHHOKUCNOT, NONYHEHWE JHEPTAM 8 BuAe AT®, 06pa0BaHue rMIOKO3L! 1 KETOHOBEIX TEN

K wxemozennoim amunoxuctomam OTHOCATCA NU3HH K JelLHH.

CYHECTBYIOT aMHHOKHC/IOTHL, KOTOPLIC OMHOBPEMERHD TBIIH0T-
€ W KemozeHNbiMu, u 2aurozennotn. 310 deHWIanavuH, THpO-
3WH, H3oMeluH 1 Tpuntodad. ITpr Mcrabonuime ITHX aMHHO-
KHCNOT 0DpasyiOTca MpPOMEXYTOUHBIE COSAHHEHMA, U3 KOTOPBIX
MOXHO CHHTE3HPOBATE M rMIOKO3Y, H KETOHOBHE Tef1a,
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Hapywenus o6MeHa aMMHOKMCNOT: 60ne3Hb KNEeHoBOro
cupona, roMmoUMCTUHYPUA, UMCTUHYDPUSA, aNKaNTOHYpPUA
U anbOuMHN3IM

Tpuntodan @Panar boneass KNEHOBOro cupona
-'r:".l|'_nu-*.-|ra-|-|n.'||||-m- r bonesHs KICHOBOrG cHpona HACAEAYETCA 1O AYTOCOMHO-

riapogonar He TaK NaBHO (OBMLIEHHYIO KOHUEHTPALMIO FOMOUMCTEH-

HA B KPOBM BKIIOUWIK B (DAXTOPLI PHCKa PA3BUTMH CEPACYUHO-
cocymucThix 3afonesannid. Bripouem, yXe AOBONLHO JaBHO BBINO
JAMBYEHO, HTC 6e3 JIeYeHUS MpH FOMOUMETUHYPUM UacTO pais-

"f*'*;'i“"; : J pelecCcHBHOMY THTy. lpHuynHa BORE3HH — HEAQETATOMHOCTL
I p—— P & JernApoTeHaskbl O-KEeTOKHCROT C PAZBETRIEHHOM Uenslo (puc. 47.1).
? '  Z— _'_ M DTH g-KETOKUCTOTH 08pasyioTesl M3 aMMHOKHCIOT ¢ PA3BETRIEH-
e i HOH LeMblc — H3oNeldMya, BANMHA M JCHUMHA. TIpH HenocTaTo -
P | - e =l _ HOCTH (PEPMEHTAa OHH HAKANAHBAKOTCA W BBIBOASTCA € MOYOM,
[ " DOnaTHBIR | npyianas eff xapakTepHblid 3anax KIEHOBOro cvpona. M ammno-
— 2.3 xapioun: ke UMKA i KHCJIOTBI C Pa3BETBICHHOH NENpI, W G-KETOKHCROTEI ¢ PAIBETRICH-
! i s S ] HOH LENbI0 OTHOCATCS K HEIPOTOKCHUHBIM pellecTBaM. Eciu onmu
Cwirea | ';' : HO, N L st T T IR PO D HAOKATNMHBAKTCA § KpOBH, PAJIBNRAICTCA THXCABIE HCBPOJIOTHYC-
HALL n | i . t CKHE HapYIIEHHA, BO3MOAHEL OTEK FONOBHOMO MO3ra, YMCTREHHAs
HAfle | f - A N e erparaapedanss | OTCTANOCTB. JTA NeUCHMst GOACIHH HEOBXOIRMO YNOTPeBAsTh B
= 1 MHLLY TIPOAYKTH € HHIKHM COJEPXAHHEM DTHX aMUHOKHCTOT,
= amEERsRERaR N-meTWITETRA- FomMoLMCTHHYpKA
: .
L

i‘H‘Tﬂ'ﬂ[Tﬁ"lH(l'ifl |L Tefparunpoqjona-r

HETHOHRHCHHT A3 W MaTirahpe-
[ cnTaZa _,] BHBAIOTCA [OPAKEHHMSA COCYAOB. KpoMe TOTo, ¥ TaKHX GOMbHBLIX
(f . \ HAPYLIAETCS CTPYKTYPA XPAIIEBOH TKAHM, YTO NIPHBOAMT K OCTEO-
Foro- MeTUOHWH nopo3y, CMEIEHHIO XPYCTAIHKA A2 W JONMXOCTCHOMEI MM (oT
UHCTEMH rpeueckoro dolicho — NIMHABIA, sfenos — yakwi, melos — Koueu-
4 E HOCTb; 3T AHOMAJNNA TAKKC HA3LIBACTCS «I1UYUBLEH KHCTBIO).
. ETAUH  fonsemiarmmn Kracemueckan hopMa COMOLIMCTHHYPHH DA3BHBAETCA NpPH Hapy-
- BeTaNH wieHMK paboThl UMCTATMOHNA-[-CHRTA3BL. T1pH HEAOCTATOMHOCTH
. Mowixaer yposens npyroro QepMeHTa — MeTHORMHCAHTAZL (MeTHaTeTparHapodgo-
. rz::‘:{:z*;‘;;gg:" NATrOMOLUCTEH HMETHNTRAHCDEPa3b!) — HABTIONAETCA THIIEPro-
: MaX HE[IOCTATOMHOLTH uum PEYTHAXI ALK MOUHETHHYDHA.
. METWOHHHEMHTa3b! ObpartuTe BHUMaHHME Ha opdorpadHIo: NTPH rOMOIEMCTHHYPHH
- : 'y METHOHHHA MOBBILICH CEIBOPOTOUHEI COMOIIMCTEMH.
. SAM
" THOHMH) =
u MeTunsHan rpyana |
- v, ““""""“"Wl\——v nepegaercs aluemum'i Pupe. 47.1. bonesnb KICHOBOTO €HPOITA, TOMOLIMCTHHYDHS H LHCTH-
Tuy, EPPO——— HYDHI.
e
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»
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Puc. 47.2. AnbOHHMIM H @IKANTOHYPHA.

HepoCTaTONHOCTE METHOHUHCHHTA3b] .

MeTHorHHCHHTA3a B;-3aBHCHMBIH (DEPMEHT; KOTOpBIH B
KauyeeThe KOQepMeHTa MCMONb3yeT N -meTuateTparanpotonat
(pvc. 47.1). DTOT (pepMeHT KATAJIMIHPYET NEePEeHOC METUNLHOI
rpynnel ¢ N7-MeTHATeTparuapoihosiaTa Ha roMOImICTens ¢ obpa-
30BAHHEM MeTHOHWHA. [IpH HEIOCTATOYHOCTH METHOHHMHCHHTASbI
HAKAILIMBAETCH TOMOUWCTEHH, Y10 NPHBOIHMT K FHIIEProMoili-
CTUHEMHH, METANO0/IACTHOM AHEMMH M 3LISpXKE YMCTBEHHOTO
passuTHA. B pAme cayyaes cocTosHHe BONLHBIX VIIYIILASTCHA NMPH
npHeMe GonatoB W BHTaMWHA By, Kposme Toro, MOXHO NpH-
HHMATE DeTamH: B 3TOM Cliyyae HCIob3veTes obxoaHo# meTabo-

HaprJEHHR OfMEHA AMUHOKACNOT: BONB3HL XNEHOBOIO CHPONE, FOMOLMCTAHY WA, UMCTARYDWA, ANKENTOHYPWS AnsHUHAZM

JAHUMECKHMH NYTb, B KOTOPOM BETAWH OTAACT METHABHYIO CPYTITY
rOMOUMCTEHHY i1 06PA30BAHHA METHOHWHA.

HeHoCTATOYHOCTD L[HUTEITHDHHH-B—[:HHT&]%I
HCI[OCTaTO‘-IHOCTb l_[HCTaT]dOHHH—B-C]dHTa3hI HACJeAyeTea no
AYTOCOMHO-peleCCHBHOMY THTIY {pHc. 47.1). Bro camas pacnpo-
CTPAaHEHHAA NMPHYMHA TOMOUMCTHHYPHUH. CpeliM Boex Hapywe-
HMA aMUHOKMCNOTHOrO 0OMeHa HeAOCTATOYHOCTh UMCTAaTHOHHWH-
B—CHHTa'}bI HAxXOOQMTCSA HA BTOPOM MCCTE IO M3NMEYHUMOCTH. TaK,
B pfAO€ caydyaen COCTOAAHWE BONLHBIX YAYUIWIAETSA NPH NpUEMC
NHPpHAOCKCHHA, O0AMHAKO MHOTHM OONBEHLIM OH HC [OMOTAET.
MNepopanbhoe ynoTpchieHue DeTAWAA HEPENKO CrOCOBGCTBYET
3P PEKTHBHOMY CHWKEHHMK) YPOBHA FOMOUHCTEMHA B CLIBOPOTKE
KPOBH.

IHCTHHYPKWA
LIACTAHYDPHA Hacheayercsl [0 ayTOCOMHO-PEULECCHMBHOMY THNY.
IpH UMCTHHYPHH HApYWICHO OOPATHOE BCACBIBAHHE MEKOTO-
PbiX AaMHHOKACAOT B NOUCHHbLIX KaHANbLUAX: LIMCTHHA, OPHUTHEA,
aprutuHa W JispHa. LIneTHn (1MMep uMcTeHHa, oM. ril 6) nioxo
PACTBOPHM B BOJAE WM HAKAMIIMBAETSS| B KAHAILLUEBOH XHIKOCTH,
06pasys KAMHM B IIOMKAX H MOUEBOM Ny3bipe {(Pa3BUBAETCA TAK
HasbiBaeMbld UPMCTHHOBBIH yposinruald). Cooe HAZBAHHE UHCTHH
NOAYYHIL NOCAE TOTO, KAK B MOYCHBOM My3bipe {¢yst) 6pnn 06Ha-
PYKEHB] UHMCTHHOBBIC KAMHH,

ANKANTOHYDHA
A.m(anTou}fpuﬁ HACNEAYETCH MO AYTOCOMHO-PCLECCHBHOMY THMY.
2710 nerkoe 3aboneBadHe, KOTOPOE HUKAK HE BAHACT Ha IPOAQN-
KHUTeAbHOCTh KM3HK, TIpHYKHA PAIDUTHS WIKANTOHYPHH — HENO-
CTATOMHOCTb OKCHAA3bI TOMOTMGHTH3IHHOBOW KMcnoThl {puc, 47.2).
Hakaiinpakiasca roMOreHTHIHHOBAA KHCMOTA BLIBOIMTC BMC-
CTE€ ¢ MOUOIH W FOCTENCHHO OKMCISETCA HA BO3AYNC B MUIMEHT
yepHoro uBeTa. O6bvHO BONE3HE BLIABRAETCH, KOIAA POAHTLIH
34MCYAOT TepHbIe NATHA HA NEeeHKaX W MOAIY3IHHKAX.

KpoMe Toro, criefbl MUrMenTa nocTemeHHO HAKanjIdpBaloTea
H B TKAHAX, oCOBSHHO B XpAlLeBoii. B UeTBepTOH ackale XH3HM
OHH TIPHIAIOT YIWHOMY XPHULY rojiyDoBaTO-YepHYIO MM Cepylo
OKpacky.

AnbBuHKam (rNasoKoxHbll anbbuHanam)

ANp{iMHM3IM — HapyIIeHHEe CHHTe2a HIH ofMeHa KOXKHOMO NMr-
MeHTa MenanHda (cM. puc. 47.2). Ina3oKoXKHLIA adebHHHIM
[ THna pazewpaercd M3-3a HAPYILEHHs CTPYKTYDB! THPOIMHAZLI
W HacjegyeTes NO AYTOCOMHO-peLeccHBHOMY THY. Ilpu atom
3ab0NCBAHMH B BOJIOCAX, TIA3aX H KOXE ITONHOCTBIO OTCYTCTBYET
nursieHT. M3-33 OTCYTCTBMS MEJaHIIHA B KOXE Y TAKKX DONbHbBIX
UCBBUIEH PHCK PA3BUTHS pakKa KOXKKM.
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o HOoODMEe
£ HOpMme

Merabonwusm HHa
Menmnanannn — HedameHyMan aMuHOKHCT0TA. TIpHM OKMCIeHHU
4-ro aToMa yI.iCpoAa ApOMUIHIECKOTO KOMbLA (PeHHNanaHuHa
oOpa3yeTca THpO3uH. KaTanuiupyer 3Ty peakuuo geArnana-
HHHTHIpOKcANa3a (ee Apyroe HazsaMve — QeHHIananwn-4-
MOHOOKCHTEHA34), A KO(akTOp 3TOro ¢ecpMeHTa fABAAETCSA
teTparnapofxonTepun (BH,). Tupo3ur — NpenuiecTBEHHHK
KATEXONaMMHOB: NOGAMAHA, HOPAAPEHATINHA W AJpeHaNMHa, 4
TAKKE FOPMOHOB LUMTOBMAHOH Xe¢ne3bl (TPANOATAPOHHWEA M
THpokcHHa). Hazpanwe «agpeHanWH» HMCET JaTHHCKOE MpoMC-
XOXOEHHE W OTPAXAET MECTO CHHTC3d HTOTO FOPMOHA — 4Had
ROUKOUS . AMEPHKllIiIH.l B NOroHe 3a HC3aRHCHMOCTHHD HalbiBa-
IOT 3TOT X& TOPMOH «aNHHePHHOMY  (UTO IHAYUT «HAD HOUKOLS
no-rpeuecku). Mrak, HA3BAHME TOPMOHA CBA3aHO C OPraHOM, rae
TIPOHCXOAHT €r0 CEKPEUW — ¢ MO3ITOBLIM BELLCCTBOM HAAIO-
JeyHMKA. AHCIHYAHE HA3LIBAIT HaOmoueuHWK <adrenal glands.

aMepHKaHubl — eepinephral glands.

napy

MEHUNKETOHYPHA

DeHHIKETOHYPHS — HACACACTREHHAA GOMe3HL, NPH KOTOPO#H
HapyweH weradonusy denwiaianmnia, ¥ $eHunalaniH BMECTE

C KeTOHOM (DeHUNMUPYBATOM HakKariupacTcsl B opraHuaMe. bes
NeueHns PEHHNKETOMYPHS NPHBOLKT K YMCTBSHHOM OTCTAIOCTH.
CKPUHUHT HOBOPOAIEHHLIX {¢ NOMOILBIO HEIABHO BBENEHHOIO
METOAA TAHOEM-MIACC-CICKTPOMETPHKU) MO3BONAIOT [IMATHOCTH-
pOBATh (PEHUNKCTOHYPHIO cpaly e [10C1€ POXAEHHA H HavaTb
JNEUEHHE, NPU KOTOPOM PYCK YMCTECHHOW OTCTIOCTH CHHAAETCA
IO MUHHMaNbHOTO. Kiaccuucckana QEHHIKCTOHYDHA HaAcacay-
€TCA NO AYTOCOMHO-peugccHeHoMy Thy. [Ipu dTom 3abonesa-
HHH CHHMXKEHA AKTHEHOCTL (PEHIIIAHYHIMAPOKCHIATH H Jgye-
HUC 3aKI0YACTCS B NEPEBONE HA JMETY C HM3KHM COJIEDRAHHEM
derunanaHmaa. ¥ HEKOTOpbIX BONLHBIX YPOBEHb (e HUNANAHHHA
B KPOBM CHHXAETCH MPH TIPORENSHWUH [EPOPATBHOID HATPY30U-
HOro Tectd ¢ TerparuapobuontepunoM (BH,), ocobenuo ecau
Henob3yeTed HHeThi 6R-BH;-AnacTepeoniomep.

Hapviuess

Ma yLler
dNKaNTORYF

ITH HapyIUEHHS MeTaboIHIMa THPO3WHA ONMCaHbi B ri. 47.

d00nM3I

W aipeHanWHa

buocunTes

THPO3IMH — NPEALWECTBEHHHK KATEXONAMHHOB, AohamMMHa, HOpal-
peHd/IHH2 KU apCHATHHA. AI[DCIIHJ'IHH 3d1TacaeTcsH B XpOMa('b(l'lH!I-

HLIX KIETKax MO3roBOr0 BCLISCTBA HAaAMOYEYHMKOB; OH CEKpeC-
THPYETCA B 3KCTPCHHBIX, CTpeccoBblX CUTyaumax. Hopagpedanun
(npedrrke «HOp» 0IHAYACT OTCYTCTBHE METHABMON TPYTITEI} NBAS-
eTCA HEHMPOMEHATOPOM, OH CEKPETHPYETCH B CHHANTHYCCKON
uiean B obnacri HepsHoro okonvauus. Jdodamuun — npomexy-
TOYHOE BEIUECTBC B DMOCHHTE3E HOpPAlpPEHAIMHa H afpeHaInHA,
OH conep®uTesl B A0aMUHCPIUYCCKHX HEMPOHAX YepHoi cyb-
craninh (substaniia nigra) TONIOBHOIO MO3ra.

KaraGonuam

magHy©0 ponb depMeHTh B kaTadonM3aMe KaTexonaMHUHoB
urpatoT QepmeHTb Karexon-O-mernarpancdepaza (KOMT) u
MoHoaMuHoKcHaala (MAQ), KOMT nepeHOCHT METHALHYIO

rpymry ¢ S-aneHO3UMETHIMETHOHWHA (cM. 1. 47) Ha KMcropol
Y TPETHETO aTOMa YrAEPOAA aAPOMATHYECKOro KOMblA KaTexama-
muHa (puc. 48.1). Tlocne 3TOro BO3MOXKHBLI ABa PABHOBEPOAT-
HbLIX BAPHAHTa pa3BuTHA coBLITHR. B nepsom cnydae karexo-
JIAMHUHBI CHAYANA METHIHPYTCA KaTexoi-O-meranrpancdepasoi
W 0BpAa3YIOTCs ¢METHAAPOBAKHLIE AMHHBI» — HOPMETANPEHANHH W
METANPEHANHM, KOTOpBIE 1aJ1ee MOABEPrarTCs OKWCIHTEIBHOMY
AczaMHHHponaHHIo MAOQ, v nponykt MAQ-peakumy okmciseTcs
10 3-MEeTOKCH-4-ruapOKEHMHHAANLHON KHCIOTHI (€€ ApYroe HalB:-
HHE — BAHURHAMWHALANBHAA KHCAOTA). LEcnu xe cobblmvsa pas-
BHBAIOTCA MO BTOPOMY TYTH, KATEXCMaMMWHBEI CHAUANA BCTYNAIOT
B peakuuiy ¢ MAQ, 5 XOTOPOH OPOMCXOAHUT MX OKHCAMTENLHOC
JelaMUHHPOBAHUe. [lanee cneayeT peaklUusl OKUCIEHHS], NMPONyK-
Tl 9TOH peakinn metanpyer KOMT u obpasyetca 3-meToken-
4-THIPOKCHMHHOANTBHAS KHCIOTA.

MeTaBonWam KaTexonamWHOB MPH NATONOrMAX

Henoctatok pothamuua npu 6one3nu MapkUHCOHA

Ipu «IpoxarensHOM Mapanuye» (Tak Braepsble B 1817 r. Buina
HA3BaHa 00e3HL [TapKKMHCOHA) NPOMCXOAMT paidpyweHue aoga-
MWHCOIEPKALUMA HEHPOHOB YepHOH cybeTaHuMK (substaniia nigra)
rofoBHOTO Mo3rd. CylUecTBOHHbBIE AOCTHXEHHA B JeYEHHH 3TOH
GoMe3Hd OLUIM TOCTHIHYTbI, KOrna SOMLHBIM CTMIM HA3HAYATb
L-IO®A (nepoporna) — npeRweCcTBEHHHK AodamMuHa. B oTnu-
uMe 0T AodaMuHa, NCBOAONA MOXKET NPOXOAMTE Yepe3 remMaTOIHNe-
thanmaeckud Dapeep. DPHEKTHRHLIM OKA3ANCH JIOMOIHHTEN bH LI
npues Kapouiaonel W deHcepasnia. JTH BelUECTBA HE TPOXOOAT
Jepe3 remartosHuchanmiecknii Hapbep; OHA MOIABIAIOT AKTHD-
HOCTb TIEpHQEpHYecKON Aekapbokewnassl U HE TO3BOISIOT ¢l
pacwemnate L-JOPA. brnarogapa atomy QoONbHbIE MOTYT TpH-
HHMATh TOPa¥iQ MeHbUIWE 003 L- JOPDA,

W36biTo4HOE 06pa3oBakue anpeHanika

npit EOXPOMOLUTOME

DeoxpoMOUHTOMA — PelKO BCTPEYAKOLLAACS OMNYXOM: MO3rOBOTO
BCLIECTEA HANMOYETHIKOB, KOTOPAas CAHTE3KpPYET M30BITOK aipe-
HUIMHA »/uaH HopaapenanvHa. o 1990 r. deoxpoMoLHTOMA
YaCTO OCTALATACh HEpPACTIO3IHUHHOMW, M B CONBWKHCTBE CAYYALH
OIYXONEL IHATHOCTUPOBANACE YKE fpu ackpmiltie. B HAacTOmwees
BpeMdA IH3THOZ MOXHO YCTAHOBHTL C MOMOULbY) MArHUTHO-
pe30HAHCHOI ToMOTpadHu OPICWHOR TONOCTH, NOCAE 4YEro
ONYXONMb YRANFOT XUpYprudeckum nyrem. [Ipn deoxpomoun-
TOMC OONbHLIC CTPANAKT OT IPHCTYNOB CHJIBHOM TUIEPTEH3UM,
MTOBBLILUEHHOIO MOTOOTAENEHUA H romosHoR Gonn. Ma-3a npu-
CTYNOCOPA3HOr0 XapakTepa CHMITOMOB KDOBb M MOMY [UTSI aHa-
Nn3a Heobxoommo cobupaTh cpasy Moche MPHCTYOa; pe3ynLTaTh
AHANM30B, COOPAHHBIX B NMPOMEXYTKH MEKILY KPUIAMH, MacTo
OKa3BIBAKTCA HOPMaTbHBIMM. [IpH JHarHoCTHKE 1aboneBaHU
WIMEPAIOT YPOLEHDL MeTANPCHANMHA, HOPMETAAPEHANHHA W BAHH-
JTHIMHHAATBHOH KHCNOTH B Moue, YIHOMAa NoKa3aTeAEH 1 YPOBEHD
ANPEeHANMNA M HOPAEPEHANHHA B KDOBH.

W36b1ToyHOE DBpa3zoBanye JodamMuHa

HeiipobhaeToMa — OIMyxXohb, CHHTE3MpyIoW@a HAGLITOK noda-
MuHa. OHA MOXKET pa3BHUTLCs 1 M000M MeCTe opranMiIva,
Helpp6nacToMb: 06pasyomesi HI KAETOK HEPBHOrO rpebHs H
0BLIMHC TOSBSLIOTES ¥ NeTed a0 5 ner. JunarHoctdyeckos 3Have-
HHE HMeeT MOBbILIEHHE YPOBHS BAHHIHIMHHIANGHOH KACHOTHL K
OpoayKTa KatabonWiMa AoiaMHHE — TOMOBANMIHHOBOH KHCAOTLE
B MOue.

MeTabonusm heHMnanaiKba ¥ TAPO3KHA B HODME W npu Naronorvy 107
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Prc. 49.1. MeraGonusm tpunTodiaHa B KMHYPEHMHOBOM OyTH (¢ o6pazosannem HALT » HAJI®™) 4 B vHnonamuHOBOM MyTH (¢ 06pajoBanHew

CepOTOHHMHA M MenaToHWHa).

Tpunrothan — npegwecrteennuk HAQ", HAQ®",
CEpPOTOHHHA W MENATOHWHA

O6pa3opanue HAZL v HAZJD* B KBHYpeRUHOBOM MeTabonk-

YECKOM NYTH

Kunypersnossifi nyts (puc. 49.1) — ocHOBHOM nyTe MeTatonM3-
Ma TpHnTodana. B nem oBpasyiotcs npenniecTBeHHAKH HAMY u
HAJ®" (OHM TarxKe CMHTE3UDYIOTCH W3 MOCTYTIAIOLIETO ¢ MU LUEEH
HMalAHa) (oM. ri. 55). B cpemuem w3 60 Mr TpHniTodana obpa-
aveTesn 1 MU HHMAUMHA.
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CepoTOHKH

CepoToHHH (5-THAPOKCUTPHITAMMH) 0BpasyeTcA u3 Tpwnrodana
B BHAONAMAROBOM MeTaboiawdeckom myTH. CepoTOHMH OTBEYAeT
3a Xopolluee HacTpoeHMe, [IpH CHUXeHUM YPOBHSI CEPOTOHHHA B
MO3re PajBHBaeTCA aenpeccHs. CeNleKTABMBEIE WHTHOMTODL! 06paT-
BOTO 3aXBATA CEPOTOHHHA — KJEACC XOPOLUO 3APeKOMEHA0BaBLIUX
cebd NexapcTs-aHTHASNPeccaHToR. OHH NMPGLNEBAIOT NMPHCYT-
CTBME CePOTOHHHA B CHHANTHUSCKOM INENH M, TakuMm obpa3oM,
CTHMYNIUDYIOT [epejavy CHIHAIOB MEXIy HelipoHaMu. TIpu 3ToM
BO3ZHHKAET oWyweHe 2HGopHH.
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Pac. 49.2. QbpaloBaHue FMCTAMHMHA M3 THCTHAWHA.

MoHDaMUHDBAA TEOPUA NATONEKE3a JIENPECCHH
MoHOAMHHOBAs TEOPHA TIaTOTeHiesa NeMpeccl Obilta npeanoxe-
Ha Honee 35 meT Mazan Ansg onucaHuA ODMOXMMHUYECKHMX Hapyuie-
HHi nipu Aenpeccyy. COTNACHO 2TOW TEOPHH, IETIPECCHA PA3BH-
BAETCHA TPH HEAOCTATKE MOHOAMUHOB (HanpUMep, HOPAAPEHANHHA
¢ CEPOTOHNHA) B CHHAMNCAX, YTO MPUBOAMT K CHUXKEHHIO CHHAIITH-
YECKOI AKTHBHOCTH B TOJNOBHOM Mo3re. HanmpoTHs, H3BLITOYHOE
KOJNHYECTBO MOHOAMMHOB B CMHAIICAX W MOBBLIMEHHAA CHHAMTH-
YeCKast AKTHBROCTE B TOJOBHOM MO3TEe MPUBOIAT K YPE3MEPHOM
3iihopunA, paIBMBAETCA MAHAARANGHBIA CHHADOM.

TA3BecTHO, YTO CHCTEMHOE BBEleHWE KODTHKOCTEPORMIOB CHH-
KAET YPOBEHb CEPOTOHWHA. KOPTHKOCTEPOMILI CTHMYIHPYHOT
AKTUBHOCTh AAOKCHICHASH, W TPHMNTOMAH NOCTYDACT HpeHMYLLC-
CTBEHHO B KMHYPEHHHOBBIH MeTA00NMIECKHHA TIyTh, MHTYH HHAONA-

MHHOBBLA HYTh (W COOTBETCTBEHHO CHHTE3 cepoTonuna). Huikoe
COOCPXAaHME CepOTOHHHﬂ B roJoBRsoM mMOire MOXET 6blTh TpH=-
YHHOH ACTIPECCHH. BOJ]I;Hb[e C BBLICOKHMM YDOBHEM KOD']‘MBOJ’M
(nanpyumMep, Npx CMHAPoMe KyliMHTa) NOABEPXKEHbI AETTPECCHAM,
YTO HAXOAMUTCH B COOTBETCTBUIE C MOHOAMHHOBOH TCODHCﬁ.

KapukHoWaHbIA CHHAPOM W 5-THAPOKCHHHEONYKCYCHARA

KHCnoTa

CepOTOHMH TIPEBPAACTCA B S-rHAPOKCHUHIONYKCYCHYH) KMCAQTY,
KOTOpaA BBIROAMTCA ¢ MOuoi. [lpH KapuMOHHMIOHOM CHHAPOME
YPOBEHb 3-THAPOKCHHHAONYKCYCHOH KMCTOTbl B MOYE [TOBBILUCH.

MenatotuKy

MCHaTOHHI—I OﬁpaayETCH H3 CEpOTOHHHa B XJTETKAax 3nnd)naa
W CCKPETHPYETCA B MEPMOA TEMHOro ppemMenH cytoi. OB6LIYyHO
CCKDCLLH_F[ MEnaToHMHa HAYWHALSTCH HOYbBHS H CﬂOCO6CTBye’T 3acChi-
MaHHK. B nep:»{o,u CBETIOOrO BpeMCHM CYTOK KOHLIGHTDEIJ.[HF[ MeNna-
TOHHHA B KDOBH OUCHE HE3KA.

BT o LB L3
| HCTAMMWA

Fucramun y4yacteyeT B GQOPMHPOBAHHM MECTHOTG MMMYHHOTO
OTBETA ¥ B ANNEPITHUSCKIX PCAKUMHIAX. OH TAKXKE CTUMYIHPY-
€T CEKPEeLIHID CONAHOR KHCIOTHL KEAYIOYHOTO coxa. [HMcTammuH
o6pazyeTcsl NpH AexapOOKCHIMPOBAHHH THCTHIWHA (pHc. 49.2).

MpoaysTer meTaGonuama TpunTodana u ructuauna 109
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Puc. 50.2. [TypuHOBBIE ¥ NUPHAHANHOBBIE OCHOBAHMS.

0 ida & WL | [ ———
CHORIS HY K Nkl H EOTHNE]
UCHDBEaHHWA, HYK] 1 AYRIGULINZSDI

K nypyHOBBIM OCHOBaHHAM OTHOCSTCA aneHHH {A) u ryaHuH (),
a K MUPHMMIMHOBBIM OCHOBAHMAM — UWTO3MH (LL), TuMun (T) 1
ypaunin (¥) (puc. 50.2).

OcHoBaHWS CBA3BIBAKOTCA ¢ puOO30H MM OE30KCHpMBO30,
06pa3ya cOOTBETCTBYKIUHE HYKJNEO3HOBl: aANeA03HH, ryaHO3HH,
OMTUIMH, TAMAAEH ¥ ypraeH. Hanpwmep, B coctas a¥YMQ Bxo-
OKT Oe30KcHpHbOo3a.

ITpu AoDapneHHHU ONHOH MMM HEeCKONBKMX (ocdarHelx Cpymin
0bpasyeTcs COOTBETCTBYIOLUMIT HyRmeoTHN, HarpyMep, HYKIEo-
3UL aNeHO3WH MOXeT 00pasoBaTh CHEAYIOLLME HYRIEOTHAB: aAlle-
HoszuHMoHOdochar (AM®), aneHosnHakdochar (ATD) 1 ape-
nozunTpadocdar (ATD) (puc. 50.3).

[fIpusesanne: aneHMH, TVAHAH H LMTO3MR comepxartcs U B PHK, u B
AHK. ¥Ypauun cozepxurcsa Tenek0 B PHEK, tmuH — Tonsko 8 THK (He
TyTafiTe THMIH C BUTAMUHOM B — ThHamMHOM).

TTHPAMUIOHHE W TYPHHBI BLIOIOMHAIOT MHOXECTBO PAJHBIX PYHK-
UMHAL 3T0 ¥ cYOCTPATEI, H KOEepMEHTHI, U CUTHANLHEBIE MOJISKYN LI
B MeTabOJHYeCKUX NyTsX. KpoMme Toro, 3T0 IMaBHLIE COCTARMAI-
wre JHK 1 PHK. TlostoMy OHM XM3HCHHO HeoDXONWMEL IS
pocTa M AeAcHMsI KIeToK. Tak, NMpu BHYTPHYTPOGHOM PAa3BHTHH
MA0ja OYCHBL BANKHO ODECTIEYMTEH eTO TTYPHHAMM H ITHPHMHIHHA-
MW, W Opu 3auaTHH, U BO BpemMsl GepeMEHHOCTH MATh NONXKHA
OMYUATh C NMILEH BCE CYOCTpaThl M KOGEepMCHTDI, TPeByroLLHecs
JNs BHOCHMHTE3a A30THCTEX ocHoBaHui. OcobeHHO HeoBXOIHMbL
BUTAMHMH B); 1 donar (cM. rn. 57). HemocTaToK 3THX BUTAMMHOD
BEI3LIBACT NMOPOKH pa3putus. M HaoGopoT, ANA MPEpLIBAHUS BHE-
MAaTOYHOHN OEPEMEHHOLCTH MOKA3AHO YNOTPEBACHUE METOTPEKCATA
(aHTaronucra pojara, cM. HHKE).

TTpemuIecTREHHMKH MHPHMMAXHOBOTO KOJNba — 3TO OMkapbo-
uaT, rayrameEn 1 acnaprat (puc. 50.1). Peryanpyer 6uoenHTe3
NMHpUMHUIMHOB Kapbamomndocdarcnrreraza I1. Ee akTUBHOCTE
HHIHOMPYCT MO NPHHIMITY 0OpaTHON cBsA3u ypRIUMHTpUOCdaT
(YTD). [Hpumenanue: ne nymaiime 3mom pepMerin ¢ Kapbamoua-
docpamcunmemasoil I, nocrednss ofipasyem xapbamouaocdam
6 WUKAEe MOueguubt U pezyaupyem wuia modeeunb (CM. 1. 44).
KapbamoundrochatcHuTerasa [ — MHTOXOHAPHARLHBIH (GEPMERT,
B KAYEETBE MCTOUHMKA a30TA OH HCIONB3YET MOHM AMMOMMS, Kap-
Gamonndocdarcunreraza I — nurosonsAmi dhepMeHT, B Kade-

Pue. 50.3. AnenosuHtpHdochar (ATD).

CTBE MCTOMHMKA a30Ta [As HEro SIBJSIETCS Y-aMWOHAs CPYIna
rnyTamuia. KpoMe Toro, B BUOCHHTEZE [IMPHMHUIMHOB YUACTBYET
N, N''_meTunenterparnnpodonar: OH NEPCIACT METHIBHYIO IPYNNY
IYM® u obpasyerca AT TD, HeobxoauMeii ang cuHTeda AHK.

AN NMUNUMHUNMHOE

OM® u glIM®D me3aMMHHADPYIOTCA W pacnafgaioTcA A0 Ypauu-
fa, ATM® pacnagaetcs 1o Temana. M ypauuh, H THMHH MOYT
[OCTYIIMTGL B MYTb PEYTHAH3ALMH M BHOBL MCNOAB3OBATECA ANA
CHHTE3a HYKNCOTHUAOB. B NMPOTUBHOM CIY4a€ OHM DACIANAIOTCSH
o 3-ananwua n B-amMuHon300yYTAPATA COOTBETCTBEHHO.,

ANMRAUTED Ak NMAH OHKONOTrHYECKHRX 3300NEBAHHAS

PakoBble KIETKHM HEAATCA M PACTYT 3HAUMTENLHO BHICTPEE, ueM
3M0poBble KieTkh, B nepuon (S-Qasbl) kKAETOMHOTO UMKIA B HUX
NMpoHCcXonuT HHTeHCHBHEIM cuHTed JHK 1 PHK. [Moatomy nns
JNICYUSHHU S PaKOBHIX 3aB0JieBaHiA OhUm H306peTeHBbl AHTATOHMCTH
donara, aHTHMUPHMKEAWHEL M AHTHOYPUHBI (TAK HA3ILBAcMbIC

AHTUMETAOOIIUTEL), KOTOPBIE HHTUOUPYIOT NeNeHHe KITETOK.

AHTaroHuCT thonara

MerorpekcaT — CTPYKTYPHBIM aHanor ¢onata. OH MHTHBHpYET
JuranpodoaaTpeykrasy, GIOKHPYS pPeaKuMid BOCCTAHOBISHMS
(ponara v guruapodonara o rerparmapodonata — MpeeCTBEH-
1nka N°,N'"-metunenrerparaapodhonara. TlocnenHrm HeobXommUM
ans cuHTeda AT T u coorseTcTBeHHO mud cuuTesa JHK. K
HECUACThI), MCTOTPEKCAT TAKXE BO3NEHCTBYET W HA 3[OPOBHIC
KeTkH, Yredbl 3aLWTHTL 300pOBRE KIETKH OT TOKCHYECKO-
ro AEHCTBHA METOTPEKCATA, MOENE WAYANA NIEHEHMS HAIHAYAIOT
donuuuesyio Kucnoty (N -opmunrerparnapodionar), KoTopas
ARIIACTCH aKTHUBHOH ¢hopMoi donarta.

AHTHNHPUMUOHUHB]

Xopoulc 3apekomMeHaoBANM cebs ¢Topcoacpxkallne NMpoTHBOpa-
KOBBIe NIEKapCcTBa, ABASIOLIMECS aHANOTAMU [THPUMMAIMHOB (TaK
Ha3blBaeMble (BTOPNUPHUMUIAMHEL, HaNpUMep 5-QTopypallni).
5-PTopypaumn MHTHOUPYST THMHAHAATCHATAZY, GIOKMDYSA peak-
umio obpazopauus ATM@ w3 nYMOD, npencrspaliad ero MeTH-
nvpoBanue, TaxvM 00paloM, OH MpPensgTCTBYeT 0Opa3oBaHMI0
neobxogmmoro npenuectseHHika JHK u 6uocuures JHK
WHTHOUPYETCH.

AHTMNYPHUHDI
AHTHMETaBONWTELI MYPHHOB OMMCaHbl B [, 51.
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Pue. 51.1. MeTaGonuas nypnHos. AMP — S-amuroinmpnasonpubonyneoris; KAMP — 4-kapGoke-3-aMunonmMuiasonpuboHyKASOTH,

CAHMKAP — 4-N-cykunsnn-5-amuno-4-umuiaason-4-kapboxcamuapudonyemeoris; AVKAP

S-amuno-4-umuaazon-4-

gapbokcamuapuboHykicoTHl;, PAHKAP — 5-bopMaMuno-4-umnaason-4-kapbokcaMuIpHGOHYKIEOTHIL,
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Puc. 51.2. TipoucxoxkieHHe aTOMOB B MOJEKYiie IIYpPHHA.

EunruETas W Bansnan NYDHHO
DHOCHHTES W pacnal NypuHOB

[TypHHOBBIC HYKACOTHABL lT(D H AT urpaioT BAKHYR DOJb
B MPOMEXYTOUHOM METadOAN3ME W pEeIVIMLHKM MeTabosn3Ma,
AIEHHMH TAKKe BXOAMT B cocran nukiuueckoro AM®D, DA,
HAL", HAND" u kodepmenta A. Kpome Toro, [T, ATS 1 ux
gesokcunponsroaanie ol TE® 1 pAT® ARIAIOTCA NPEXIIECTBEH-
Hukamd cuptesa PHIK w AHK, HeoDXOAMMBIX N8 KIETOMHOTO
pocta u geneum4a. [Jas GHocHHTe3a nypaHos (puc, 31.1) Heobxonu-
MBI AMHWHOKHCIOTHI LYTAMHH, ITUUMH W ACNAPTAT, 4 TAKKE TPHII-
Tothan. M3 Tpunrodhana obpazyeTcs hopMHAT, KOTOPLIA pearupy-
eT ¢ Terparuapogonarom, obpasys N''-dopmunterparanpodonar,
Ero dopmunpnas rpymma BKMIOYAETCS B CTPYKTYPY OYPHHOBOIO
OCHOBAHHA. Takxke Mg DUOCHHTE3a NYyPHHOB Tpebyerest moge-
kyna COs.

B pesynnTate kaTtaGonusmMa mypHHOB 0DDPA3YIOTCS COJIH MOYeBOH
KHMCNO0TEI — ypaThl. OHM MACXO PACTBOPHMBL B BOIHON cpede U B
KPOBM W MOTYT BbINANaTh B OCAAOK B BMIS MO4eBO# KHCNOTEL [1pH
3TOM DA3ZBUBACTCA 1ToAarpa (CM. HHKE).

.H OMCXOM[EHWE ATOMOBE B MOneKyne

['lpoucxom[eﬁne ATOMOB B MOASKYNE MYPUHA TOKAZAHG HA PHC. 51.2.

AMMHOTERANWA NPH OHKONOrM4YECKNX 3ab00nNeBaHNuAX

Metorpekcar, 6-Mepkamon}pnn H FHRDOKCHMO‘IEBHHa HHIHOH =
PYHOT CMHTE3 NYPMHOBLIX HYXJCOTHAOB M Ue30KCHPHOOHYKIIED-
THA0B. Tem caMbiM OHM ocTaHapnMpBaioT cuHtes PHK u JHK u
COOTBETCTBEHHO TOPMO3AT pocT W AeneHue xieTtok. OcobeHHo
UYBCTBUTEIbLHE! K TAKHUM JeKapcTeaM ONYyXQJICBLIC KIGTKH, KOTO-
pPLIE pACTYT H BENATCA OBICTPEE, YeM JAOPORLIC (HANPUMED, KIST-
KW TMM(DOML! BBICOKOHW CTETICHH JTOKAYECTREHHOCTH).

HOEZI3aM

JAHMHAE3:

TaXensii KOMOWHHPOBAHHbLIN WMMYH EI-I.'._E‘T'
HenocTaTouHOCTs aNEHO3MHE3AMMEA3K — OUESHEB DENKOe Hapy-
WEHHE, HACMEAYEMOE MO ayTOCOMHO-PELUECCUBHOMY THIy.
HenoctaTouHocTs  an€HO3WHAE3AMHMHAILI MPUBOOMT K HaKoO-
mieHio ATD u gAT®, KoTOpble MO MexaHwimy 06paTHOHU
CBA3H HHIMBHUPYKOT PHOOHYKMEOTHAPEAYKTA3Y B THMOLHTAX H
B-nmdouurax nepudepuueckoit kposi. Hapywaercs cuHTes
OHEK, cootpetcTieHHo W obpasopanue T- M B-nmumdbounTtos.
PasBuBaeTca TskKenbd KOMOMHHPOBAHHBIH MMMYHODS(ULHT
(TKHD), HacneayeMbié o peueccHBHOMY THIY., Hel0CTaTOMHOCTE
aneHO3MHAE3aMHHA3L — NpHunHa 20—30% cnyyacs TKHA. [Ipk
3TOM 3aDOMieBaHHHM OETH KpalHe BOCMPHUMYMBBLL K WHDEKIMSIM:
B Ka4eCTRE MPHMEPa MOXHO BCMOMHHTL QHALM «Marowuk ¢ naa-
CMUROBOM 11Y36ipes. ITO hunsm npo Adasupa Berrepa (1970-¢ 1),
KOTOPBIH BCIO CBOK HELONNYK XW3Hb (12 NMeT) 0poBen BHYTPH
[IACTHKOBONH KaMmepbl-«My3bipsi». [1pennonaraercs, 4To reHHas
Tepanus OKaxeTcst 3PdeKTUBHA MPOTHB HELOCTATOYHOCTH ane-
HO3ZWHIE3AMHHA3BL B HACTOSIIUHHA MOMEHT [POBOAATCS KAHHUUE-
CKHE WCTBITAHUA.

ogarpa

Ilogarpa Hepeako paspuBacTcs NpH OBUILHOM ynOTpebneHMm
BBICOKOGENKOBOK MMM W ankorona, TIpH nMepesapuBaHiy npo-
AYKTOB, BOTUTLIX HYKJICHHODLEMW KHCIOTaMH, O6PA3yIoTCs ypaThi,
a 5’]'[0TD66J16H]4€ WIKOTO8 CHOCOﬁCTBYCT HAKOTLICHHW IO JIaKTdTa.
JlakTaTt MPEMATCTBYET HHTCHCHBHOMY BLIBEACHHIO YPATOB 3 OpFa-
HHU3MA, MOCKOABKY KOHKYDHDYET C HHMHM 32 BhIBEACHHE NOYKaAMH.
ypaTb] TJI0X0 pACTBOpPHMEl B EDOC U IPH BbICOKOH KOHLEeHTpa-
Ul B KPOBH BbLIRUIHKOT B OCAIOK B BHUIE KPHCTINAOE MOYEeBOH
KHCHOTLL. PazsuBaercsa rogarpa. OTiosenns coneit MoueBoH
KHMCAOTBEl BLI3LIBAKT AOBOIBHO CHIAbHEIC boin — BIrMsIHKTE Ha
KapTuHy «flodaepa» Oweiimca Tuhpen (James Gilray)y 1799 r.
HronpiaaTteie KPHCTLLIR MOUEBOH KHCAOTbL 4aCTO OTRJILILLIBAIOT=-
CH BOKDYT CYCTaBCB, OCOBCHHO B cycTraBax DOMLLTHX IanbUEB HOT.
OHM MOIYT HakailIMBATECA B MOUCBBIBOAAIUMX MYTHX, 0bpasya
KaMHH, WIH B KOXE B BMIC NMOJLKOXHDBIX Y3ENKOB — TO(ycoB
(9acTo B Mouyke yxa). Ilomarpy neyat MHIHONTOPOM KCAHTHHOK-
CHIA3E — LNONYPHHONOM, KOTOPBIH DIOKUpYeT 06pasoBaHMe
MOUYEBOM KHMCHOTEL.

aCnafa onyxonm

(,HH;IDOM DBICTPOrO pachaja ONyxony — OCMOXKHEHHE XMMHO-
TepanKM € BO3MOXHLIM MeTalbHBIM MCxoaom., OH pasBuBaevest
NpH MHOTQUUCACHHBIX H/HM/M KPYITHBIX OIYXONsX, KOTAA OpH
XUMWOTEPATIHY T10rvMbacT OOMbINCE YUCITO PAKOBBIX KNETOK.
Bercsoboxamaowmecas JHK u PHK paznaraiorcs no moueBoi
KHCAOTEI, KOTOPasg OTKIAALIBACTCH B MOYEYHBIX KaHANBUAX, BRI3EI-
Bag OCTPYIO MOYEYHYIO HENOCTATOYHOCTL, COTNMACHO LOCHSIHHMM
JaHHBIM, IS JIGYEHKA WM MPEEYTIPEXICHHS CHMHAPOMa GLICTPOTO
pactana OOyXonW IIpH 3NOKAUYeCTBEHHEIX GONe3HAaX KpOBU Heob-
XONMMO NOPUHHMATE DEKOMOHHAHTHYW YPaToKCcWiaazy (KoTopan
MpeepallaeT MOUCBYHY KMC/IOTY B PACTEOPHUMBIA aJilaHTOMH).

OLICTROI p

mepom Jeura— HaHxaHa — penkoe X-CUBIUIEHHOE HAapy-
wenve agedrAdocdopuboszunTpancdepasel — GepMeHTa NYTH
peyrunuiaguu nypuHon. Maz-3a MHTEHCMBHOTO HAKOMISHHA
MOUEDOH KMCHOTHE Da3BUBAKTCA MNOJArPZ2 M MOYEKAMEHHAA
Gonc3HL. 3ab0cBalHle NPOABIASTCA YMCTBEHHOM OTCTATOCTLIY H
HaBAIYMBBIM CTPEMIICHHUEM K CAMOIIOBPEXRACHHIO! BONBHbBIE KyCa-
T ¢e0¢ ry0bl, S3BIK, [Malblel, OBIOTCA TONOROH.
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BuOCHHTES rema .

['em cunTe3upyeTca u3 cyRupnna-KoA v rhwuaEa. CHHTE3 remMa MiacT
_ B BOABWHHCTBE KIETOK, 0CODEHHO HHTEHCHBHO B Me4YeHH U KPpOBET-

BOPHLIX KIETKAX KOCTHOIO MO3Ta. [eM, CHHTEIUPOBZHHBIA B TEYCHH,

mmimmmrp e Can ss— Eanmepany seb BUNHDYEMH HEToNLIyeTCs ANA 00pajoBaHHA HEXOTOPBIX TEMCOACPKALIMX DEnKoB,
e ¥ - B TIEPDYIO OMEDeidb DENKOB cemeifcTBa [HTOXpOoMa Py M LMTOXPO-

BunupyGun- ,&'} MOB IbIXaTelLHOI neun. B 3pHTpOLMTAX I'tM CBA3MBacTcA ¢ rnobu-

- i HOM, OBpasyst reMornofrH. BHOCIHTE3 TCMa B NeYeHH PeryiiHpyeT-

anbbyraman it d
et o \ Y ¢Sl CHHTA30i 5-aMHAOMEBYTHHOBOH EKACIOTH, KOTODas# MHrHOHDYeTCA
TEMOM N0 NPHHIKMLY 06paTHON cBfA3H. Koraa xe KOHIICHTpallHs reaa

BBL!.I,BUTBU) CBAJLIBABTCA - -
CHMAALCTCH, CHHTA3a >-AMHHOJCBYNHHOBOW KHCIOTEl AXTHUBHDYCTCH.

€ 2MbGYMHHOM B NAAIME KPOBH

W QOCTABNSETCSA B EYEHb, TlopdhobuanuOTed — OAHO M3 MPOMEXYTOUHBIX COSAMHeHMH B CHH-
M aHAKH TEPEHOCHT ero rese reMa. [Ipu mezasiminpoBanuu nopdobunnHoreHa obpazyercs
BHYTPb KITETKH X 3HAOMNA3- THOPOKCHMETHADYTRAAR, @ TIPH £r0 UMKIH3ALMHI — yponopdapaHoTer
MATHYECKOMY PETHKY/TYMY. 111, openwecTBeHHMK reMa (puc. 52.1).

AJ'I!:.GAVMHH 30ech OMTHPYGHH KOHBLHOTHPYST
hor e e | DCTRAA MHTEPMMTTHPYIOWAA NOPHMPHA

‘ CcTpas MHTCPMUTTHPYIOWEHA MOpMHPHA pasBUBacTCA M3-3a HEdo-

CTATOYHOETH NOPHOGHANHOTEHIE3AMHHAIN M HaCAeIyeTcA I1o
AYTOCOMHO-AOMWHAHTHOMY THIY. OTO eIWHCTBEHHAS MOpQHPHIL,
11 KOTOPOI HexapaxTepHa CBCTOMYBCTBHTe/LHOCTH. Hakonnewue
| ) / 5-aMHHOICBYIHHOBOH KNCHOTBl W TopHOoGHNHIIOTeHA BLI3LIBACT
OCTPhLIC KeAYROUHO-KHIIEUHEE Donu, HERBpPONOTIIECKHE W [ICHXHA-

TpHdecke MpucTynel. [IpUCTYTBl MPOBOMHMPVIOTCH YIIOTPEONeHHEM
ANKOTO/IA M LIENOTO pSIia NEKapcTB, HalpiMep 6apbiTypaTos H opals-
HbIX KOHTPAENTHBOB. _.[[CJ'IO B TOM, 9TO B MeTaGOJ'I“BMC 2THX BEWICCTB
TNrraHans BunupyBuH-nUraHgmMH VIACTRYCT CHCTEMa LIKTOXpPOMA Pysp. oM — HeoOXoBRMMBI KOMITO-
A HEHT LHTOXPOMA Pysq, MOITOMY NMpH aKTHBALIHY (PEPMEHTOR CHCTEMbI
urTOXpoMa P.sy HCMOMB3yCTCA Beeh CBODOAHLIA reM. KoHueHTpaums

reMa Ialaer, CHHTa3a 3-aMHHOACBYTHHOBOM KMCIOTH aKTHBHDYeT-

Cs W HHTEHCHOHO CHHTe3IHpYeT mopdobummuoren. Ho wi-za Hemo-
CTATOUHOCTH HOPHOSHIHHOMEHAE3AMWHAIBH 3TOT NopdodHIHHOTEH

Gurppowm Kpurnepa-Hafmpa. HAKAMJIMBAETCA, UTO BbIIBIBACT NPMCTYTL OCTPOH WHTCPMUTTHDYIGHEH
[TAXENAA HERUETATONROCTE MOPQMpHH. ¥ TaKUX GONBHLIX MPH XPAHEHHH MO4A PHHHMAET LIBeT
YI®-rmokypormpancdiepazel) nopreeitHa. JAHAarHOCTHYECKOE 3HAUEHHE MMEET HOBBIIEHHBIA YpO-
- - i peHE nopdobnanuoresa B MoTe. DONBHBIM HASHAMAIOT BHYTPHBCH-
Exnippan Aunsopa S T sl Hblé WHBEKIIHH TeMATHHA. KOTOPhIE CHILKAIT aKTHBHOCTh CHHTHIL
(YMEepersan Hef0cTaTOMHOCT: - B . e e P -
Y IO-rmiokyponMnTpancde- | [ oyome 5-aMHHONEBYNHHOBOH KHCNOTh.
passi) | FRoRypPOHUA- |
§ TRORC paza | . - L
R Mopchupwm cO CEETOMYBCTEMTENBHOCTRID
: A ¢ YHOCTH KA - TyTH Cl 3
2 sronsiin T T . G [pw HenocraTo o 1'<oro nubo depMeHTa B ¥ CHHTE3a remMa
YAD-rniokypoHoBGH 13 THAPOKCHMETHAOYTHNAHA M AANEE TIPOHCXOAHT HAKOIIEHHE MpPO-

KUcnoTs! MERYTOTHBLX COEMMHEHHE. OHM NONBePTalnTes HEDEPMEHTATHBHOM
OKHCIEHHIO, W 00pa3yioTcd MopHPUHBL, KOTOPHIE NMPH BO3NESHCTRIMN

B cpeta 06pasyleT cHBTIeTHLIH EReIopos Oy . 3T0 BEIMECTRO TOKCHYHO
I KIETOK, H €ro HAKOIUISHIE ONPEIEIACT PA3BHTHE CBETOYYBCTHII-

Bunupybuy- TEALHOCTH K LEHCTBUIO COJJHEYHOIO CBeTa.
rEI'IETGIJ,HT AWNrnOKypoHMD

OvpaBnenwe CEMHLOM
Hz0 CauHen wHrudupyeT HOphOOHTHAOTEHCHATA3Y K (eppoxenaTasy, & 10-
KMDYA CMATEZ rema. JTO NMpHBOAHMT K PA3BHTHIO MHMKPOUMTApHOi
THIIOXpOMHOM aHeMuu M nopdHprH. TIpA OTpaRTgeHMM CBHHUOM B

EaKkTepransHuie PepMertsl - MOUE HOBBILIACTCH YPOBEHD 5-&MHHOJ‘[€BYJTI/I]—[OBOI':! KHCHTOTHI.
> 2 monexynm
*' TAOKYPOHOBOH KMGNOTH

BMnUpyGnH Karabonuam rema c obpasosannem Gunupybuna
BH—, B kiIeTKax peTHKYIORHIOTENMANLHOH CHCTEMBl [eMOKCHTEHA3A lIpe-
GakTepnansHbIe PapMBHTLI BpatlzeT reM B OHIEpYOHH. BraupyduH — rmnpodobrag sonexyna,
* o - HOOTOMY JUIA TPAaHCTIOPTA B KPOBK OH CBA3LIBAETCH C ambOyMIHOM.
YDOOUNKHOTGH sty YOG NI el | MOYA Ilpn xentyxe OMAMPYOMH 00palyercd B W3BBITOUHOM KOMHMUECTBE,

Hakoruienwe JUNodHAbBOro SHIMPpYOHHA B FOJTOBHOM MO3TE Bbi3bi-
BaeT sHUedaIonaTiio. B HopMe OMIHPYOMH MOCTyLAaeT B TEYEHE,
I1e KOHDBIOTHPYETCH C TJLIOKYDOHOBOH KMCIOTOH, oBpasyercs BoIO-
pPACTBOPYMbIF OmmpyOusaauorypoan. OH NMOCTYNAST B XKEAYB H
nonafaeT B TOHKMH KMIOCYHHK, FAC 1TOA AcHCTBHEM (EDPMEHTOB

sy . baxTepuit W3 Hero obpalzyerca ypoORTHAOTEH. YDOOMIMHOTEH MOMXET
CrepkoSnauHoren —m-'E'—'hCTepKoﬁwanm—h- MEKATUK JACTHYHO BCaChIBATLEA B KMILEYHMKE, CHOBA [IOETYIIATh B IIEUEHD H
- SKCKPETHPOBATECA B XKemyb. HeBoNbloe KOMHUECTBO YPOOWIHHOTE-
Ha npeodpasyercs B YpOOMAHMH W BLIBOOMTCS ¢ MoucH. Kpome toro,
YacTh YPOOWIKHOICHA B KUIICUHHMKE NPEBpAluacTCs B CTepKOOHIHE 1
BRIBOAHTCA ¢ (PEKATHAMH.

Baktapuanchbie

[em, BUIMPYEUH M ropdupus 115



MupopacTBOpUMbIe BUTAMMWHbDI

B-HonoHoBoE KonbLo [i-MoHoHoBOE KOMBLO

l & |

(-KapoTHH paciuennseTcn B KNETKAX]

KWWEYHDIO 3NUTEANHA HA B2 MONE-

15,15 KyNbl PETHHONA. PETHHON B COCTaBE

ta LHNOMMKDOHOB NOCTYNAET B NEYEHE
{cM. ra. 42)

TpaHcpeTUHON W
i
|
CHO i
TpaHcpeTURab W }
[

B-KapotuH

PeTtuHoeBan
KUCoTa

W""’“'

Puc. 53.1. O6pazoBarne peTHHOEBOH KHMCTOTBL U3 [f-KapoTiHA.

Kiupopacreoprmeie sutaMuHel A, D, E n K ncachizaiored B KMLUEUHHKS
W BRIIIGNAIOTCST B COCTAB XWIOMHKPOHOB (CM. 1. 42). Eciu ripn Gonestu
YXYALLAETCA BCAcLIBAHME XMUPOB W HAGNIONAETCS CTCaroped, CHIDKAeTCs
W NOCTYTUVIEHWE ITHX BHTAMHHOB B Opf'dl-ill};\-[. KPOWE‘ TOrQ, AHHTUMHHOS
DIKOTO WIH HECKOMBKHYX KHPOPACTBODMMEIX BUTAMHHOR MIVKET Pa3BHTh-
€A NPH HapylWeHyH afoThl NAHKPeaTHYECKOH NHTIazbl, (THCTCTBEHHOMH
34 DCACbIBAHHE KHPOB. Tﬂ.}(, ITO Huﬁ.ruouae'n:;] TIPH MYKOBWMCIIMAO0EC,

Butamunu A

BuraMmAas A — ofuIce HA3BaHUE HECKOMbKMX COCAMHCHMIL, KOTO-
PLIE BKIIOUAIOT paznndnsie Gopabs BUTAMHAA A [peTHHON (COHPT),
DeTHUANL {ANblerHT), PeTHHOEDBYID KHCA0TY (KapboHoBYIo KuCRoTY)),
a TAKME KAPOTHHOMABS, KOTOPLIE SABASIOTCS WpoBATAMHNOM A. M3
ITHX KapoTWHOMUOB 8 MeTaOONWYeCKIX TyTAX 00pa3yeTcsi peTHHON,
panpuMep w3 [f-xkaporuaa (puc. 33.1).

Buoxumuqecuue (DYHKLUA

. 3penne. WMz petnnoia obpasyetes 11-uwc-petuHiuib, OH CBAZLI-
BAETCH € OICHHOM 1 MANOMKAX CETHATKM, POPMHPYS IPHTENLHbIH
nurseHT poaoncin. Goton npeobpasyeT l]l-uMc-peTuHanb B
TpancopPMy, M HIDIIHPYET CEPHIO PEAKLINE, B PE3YILTATE KOTO-
phrxX GOPMUPYETCS CHIHLL B 3pHTeIbHOM Hepse. 1o 3purenbHomy
HEPBY EMIHAN NOCTYNAET B I'ONOBHOH MOQJF, TOE Ha OCHOBE MOCTY-
OMBUICH SIHAOPMAINT CO3XAKTCH 3pUTENbible 0bpa3bl.
Perynsuns srcapeccHd renop. [Tpi okucneHun perurand olpasy-
eTCH PEeTHHOSEAN KMCNO0TA, KOTOpaA RNMIET HAa IKCNPECCHIO I'EHOB,
B alpe PETHHOSRAS KHMCIOTA CBAILIBACTCA € PEUEITTOPOM, DEryiim-
PYOLHM AKTHBHOCTb XPOMOCOAMEBIX Cll(.‘lll[d]ll‘iBCKHX ACNMENTODB
OTBETA Ha PETHHOEBYID KHenoTy (RARE — retinoic acid response
elements). AKTHBMPYA M NOIARIAA TPAHCKPHIIIMIO TEHOB, peTHHOC-
pid Kueiota pervampyet anddepenimposry kietok. Takim obpa-
10N, BHTHEMMH A BAXeH [LT1R pOCTa W PASBHTHS KIETOK, B TOM udie
.-III.\I(DOLLIITOB, OTTPCAC/BTIOIX PA3BHTHE HMMYHHOTO CTHCTA.

[}

BONE3HK NpW HEQOCTATOYHOCTH BUTAMMHA A
Hapyuiesna 3peaus. Ha panimx craauss #el0cTaTo9HOCTh BHIA-
MKHHA A TPUBOOMT K YXYLILICHHKIO 3peHUs B TeMHoTe. [1py Taweblx

116  KupopacTBopuMLIE BUTamuHb! (HacTb |): BuTamwse Au D

BUTaMuHbl Au D

— — 1
NukoneH
0o
OH
HO
o]
ACTAKCAHTUH

Puc. 53.2. JlukoneH K acTaKCauTHH OTHOCATCH K KAPOTHHOWAAM, HO
HE SIRNNIOTCA [IPEOUICCTREHHMKAMI BUTAMHHA A,

OpMAxX HEZOCTATOYHOCTH PA3BHBACTCH KCepodTAIbMUS, 2 3aTeM
W py0licBaHie pOroBHLEI, HacTyitaeT cienota. OT HeLOCTATOY-
HOCTH BMTamMMH2 A crpanawt Bonece 100 maH aercii, XuByuIwx
B DCAHBIX CTPRAHAX, [1€ OCHOBY PALHOHA COCTARIACT pHE.

2. Hapywenwne aaddepeHUHPOBKH KieToK. BHTAMHH A — 40pOTHBO-
KHIPEKLHOHHDBIFA» BHTAMHH. Tlpu ero HejociaTke napyiuacrcn
UHfMpiepeHUMPOBKA KASTOK, B TOM MHCAC H JIMMAOUHTOB, uTO
NPHBDIHT K Pa3BATHIO UMMYHOINCHHUMTA H NOBBILISHHON BOC-
OPHHUMYHDOCTH K HH(PeKLEAM.

fluiesble HCTOUHUKH

BHTaMHH A AMOXKET MOCTYNATh B OPTAHK3M B BHAE YAKE IGTOBOFO PETH-

HOMA WiH oOpa30BLIBATECA W3 MPeIIECTBEHHHKOR — MPOBHTAMHHA A.

Toropuii BUTaMHH A B hopye HpHPOB peTHHOIA CONEPARHTCA B 11pO-

AYKTAX KWBOTHOLO TIDOHCAU#IICHHA. PCKOMCHOOBAHHAA CyTOUMAN

1033 TOTOBOrO BUTAMHHA A coctanaseT 0,9 Mr s MykauKl v 0.7 Mr

NS KEHIWKH, AKTHBHOCTL MCTOMHHKOB NMPOBHTUMBHA A OUCHKBA-

€TCs1 B 3KBMBANEHTAX AKTHBHOCTH peTwmota (DAP): Taw, Hampuscp.

AKTHRHOCTD B-Kaporuma = 12 DAP, nockosteky 13, [2 Mr nUILEBOro

F-kapoTuHa oBpazycTes | Mr petnHona.

1. ToTOBBIH BHTAMHH A COACDXIITCH B NEUEHH, BHTAMUHH3IHPOBAH-~
HbIX WPHOBLIX 3aBTPaKax, Aillax, MONOUHLIX TTPONYKTAX.

2. IlpoBuramiin A. KapoTHHOMIH — GONbLOOE CEMEHCTBO OKpalLCH-
HLIX COCAHHCHWH, CHHTE3MPYEMBIX pacTeHHaAMH, [[pumepho 10%
KAPOTHHOMAOB HMEIOT [f-HOHHOE KOILIO, KOTOPOE HeOOXOAHMO AT
AKTUBHOCTH BUTaMMHa AL K TakuM KapoTHHOMIAM OTHOCITCH.
HanpuMep, f-kapoTun, cofepwausics B MOPKOBH. KapoTHHON
COJIEPAKAT HECKONMLKO ABOMHbIX CBA3eH. Daronapa yemy oHi coo-
¢OBHB PEKTHEHO BEPexXBaTLIBATE CBODONHbIE PATMRATLI M HEl-
TPMIH30BATL CHHTIETHBIH KMCAOPON.

MHorHe KApOTHHOWAbLI He SBJIAKTCS MPeMIeCTBEHHMKAME BUTIMN-
ga A. 90% KapOTHHOMIOB He ABTIOTCS NPEIIICCTHEHHHKINMN

MHH4 A, HO BCC OMM MPEKPACHBIC NMEPEXBATIHKH CROBOANLIX [

kanoB. {TpuUMEPbl TAKMX KAPOTHHOWAOB — JIMKOIEHLI {COMEPKallIE:

B MOMILIOPaX) M aCTARCAHTHH (piic. 33.2). ACTaXCaHTHH — Wil

AHTHOKCHNNT, KOTOPBIH IIPHUMEHIIOT B METHIEIHE NS JieueHH

sabonesanik. OH MMEET PO30OBYIO OKPACKY M COACPHMTES [ Thik

BOAHLIX OPraHMIMOB: FOCOEA, KPEBETOK, OMAPOB H B BOJLOPOC

Orenie Gorata acrakcayTHHOM BOpopocnb Huematococcus pluvia

KOTOPOW €ro MofyualoT B NpoMbILTCHHBIX MaellTabax.

ToKcuuHoCTh
MpH HIBKTOUHOM TOTPEOREHHK TOTOBOIO BMTAMMHMA A BOIMIE
FHIICPBHTAMMHO3 A, [TOBblILEHHBIE 036l BHTAMMNG A OIACHE L
oA npH GCPEMEHHOCTH: PETHHOEB2S KMENOTa YUACTRYCT B DeryIstililt
aHhhepeHUHPOBKI KACTOK, 1 €¢ HIOBITOX TIPHBOAKMT K TIOPOKAM Da3BK-
THaA. CoriacHo HEIABHMM HCCIEMOBAHMAM, LTHTEILHLIH NPHEM BbICO-
KHX [0 BHTAMHBAa A MOKeT NIPHBOIHTD K PAZBHTHID OCTEONOpO34a.
[ledyenwn Genore mensens azopurTal 500 r meucHy Oenoro senBens
coepRut 10 [0 s ME sutasmisn A Cayuam oCTporo oTpaBaeH s
BbLIN 3APErUCTPHPOBAHEL ¥ HecleaosaTeiell APRTHEI, uX CODaK M
3CKHMOCOE.
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Pue. 53.3. Mcraboitias srrammna D,

AHanoru BUTamuHa A

M30TpeTHHOMA M 3TPETHHAT — avanory suramuua A. OBM nipu-
MEHSIOTCH LA NEUcHKA KOXHBEIX 3abonesannii. Tak, moTpeTiHo-
WH WCHOAL3IYETCH P NEUSHHH TAKSILIX CAVEACHE dKHE (OTHAKO oH
MPOTHBOMOKA3aH NMpH BEPEMERHOCTH, CM. BhIllie). 3TPeTUHAT  paves
APUMEHANH AT JCUEHWA MCOpHala, HO Celdac B PiaE CTpaH 101
MpenaparT 3alipelieH.

Buramuu D

Butamun ) — «BATaMMH COHETHOro cpeTar. Brepnbie ¢ro HLUILIHIN
B BMI& HCOUWILEHHOM CMECH, HA3BAHHOA BuTamMuHoMm D, (D) vixe He
BXOIMT B COCTAaR BMTAMMHHEIX 100a30K). DprocTeporn {pacTHTCAbHLII
IKBMBANEHT XONECTEPGA) MOL JeHCTHHEM YNBTPA(DHOICTOBOIO HinY-
UeHHS NMpespalaeTcs B suTamnn [, (sprokansiibepon). Burammn
Dy (xonegansundepon) oGpasyeTes B KOKE MOA ACHCTRHEM VIKTPA-
QHONETOABOTO HINYUCHHS 7-AErBAPOX0IECTEPOAa — [POMCHY TOHHOID
BEWECTE2 B MYyTH HHocHnTe3a xonccTepona. [lon neifcroHen wuny-
YeHHs B-xoauUo cTepOHAHOrO snpa 7-AETHADOXOACCTEPOIIA PHIpBI-
paeTes (puo. 53.3). XonexkanbUHGEPoOa Aanee rMIPOKCHIANDPYLICSH §
nedeHu, 06pasya 25-ruapokcuxonekansundepot. 3aTen O elle pad
rHAPOKCHIUPYETCS B MO'iKax, W ODpu3yeTCA cadMad akThhHax JopyMa
pHTaMMMa:  1,25-aMrdupoKcHxoneRaasundepolt (670 HATHBAT Kilh-
HTPHONIOM).

BUOXMMHYECKHE dIYHKLYMK

1,25-puraapoxcuxonekansypndiepon peryaupyeT OOMEH KalbLMS.
MOBLIUST €ro YpOReHb B KPOBA. OH YCURWBAST BCACBIBAHHE MOMY
UEHHOIO € MUUICH KANLUMA B KHIEYHHKE, YCUAHBaeT MOOUIHEaIo
KTbilHs H3 KOCTHOH TKarm MpH HH3KOH KOHUSHTpaIHI KibUHL B
KPORM, a4 B MOMKEX CTHMYNMPYET DeabcopbUMIO KAAbLUNA B XKPORD.

ﬂaﬁopampuaﬂ AHArHoCTHKA HEA0CTATOUYHOCTH
JHarHoCTHYECKOR 3HANEHNE HMEET HMIKUEA YPOBEHL KIUThINA B MOYE,
PekOMeEHAYETCS H3MCPHTL YPOBEHL 25- rMApOoKCHXOMEKLILITHGIepoIa
B ChIBOPOTKE KPOBH.

» Xonexkansuugepon
(kanbumuomon)

l_l'iapaTrupl_m_H_ P e f‘\}

Mop AERCTBHEM BHENOYEYHON
1-q-rufpoKcunasbs 0Gpasyerca

Hegocratoman ainEnocTs

HzlkITO4HOE KONKHYECTRO % 1-C-THAPONCHAB3LI NPHBOANT
1,25-AMrHaPOXCHXONEXANBLK- " K FHNOXANbUNEMHA W HeporeHHoN
thepana, ¥To NPKBOLHT OCTEONATHH. BOIMOXHO pa3ewTHE
X TMNEXANLLHEMHH v TAXERbIX IOPM PAXHTA
NN e
g
-
I.-'--\PCH,

HO ™

1,25-auruapoXcuxonexansuudepon

MAK KANBLWTPHON
{akTnBHaa dopma)
v ¥
B noyxax
YCH#BAETCA

W

[~ |
B xOCTMOA TKAHW NOBLILABTER
AKTHBHOCTL OCTEOKNACTOR,

B KWWEYHHKE HHAYUHPYETCA |
CHHTES3 KanbUHACAA3LIBAKD-

|
- - eabicopBuus
fa-aa Ner) IpRISLOMY Ao P [ wero Genka v younueaeTcs
MHHEPANWIALHA KOCTEH, KANBUKA H e
MoBbIWAeTCA COARPXAHNE hociaton .
KanbLUKA W 1ocaTos B KPOBK | L =

v

TIOBBIWAETCR XOHUEHTPALUMA XANbUWA
B KDOB#

——

&

[THLLEBLIE MCTOYHMKH

Butanvii D coepsairca B poiGbeM XKHpe, XHDRBIX Biidax puidul (cap-
IITHAX, MAKpeny. Jococe W p.). HekoTopbie nponyKThl, HAlPHMED 3ep-
HOBLIC JBTPAKH, AIEIBCHHOBBIT COK, MAPIAPHHE M MOJI0KC, 080Tz
prTasiHoM D (xoieKansunBepoios M 3ProRIbIdepano ).

bone3snu NpyH HEAOCTATOYHOCTH BHTAaMKHA D

Henoctatok sutaMiHa 1) BmSbIBAET THNOKAIBLEEMHIO H PO3BHTHE
paxnta (¥ JeTeil) M OCTEOMUIMUHA (Y B3pocibix). [HNoKLIsLseMis
MOXET OblTh NPWYMHOI CYAAPOT M TeTdHHN, BO3MOXHB HECKOALKO
IPMYMHH HEAOCTATOMHOCTH BHTAMKHA D,

|. HeaocetarToxk conHeyHorn ceeta. Ecnn ueloBey MpoBOAMT MHOTQ
HPEMEHH Hl COAHLIC, B €70 OPTaHiiMe CHHTCIHPYSTCH AOCTaTOM-
HOe KonnuecTso sutaMuna D, Qauako runopuTaMiios D sowe
paIBMTLCH B 3HMMHHA MepHOA ¥V JHIL MPOXHBAKLENX B UIKPOTAX
cenepHee 1w ol Mepidiana 407, b NepByIo oYepeal ¥ CMYTILO-
KO#HX (0cODeHHD eCid OHM ClUe M O4eTh ¢ HOr A0 FoA0E). Tak,
Y MYCVIBMIHCKHUY HCHUIHH, FHRVIIKY HA cepepe Enponki, MOBbI-
WEH PHCK PAIBHTHA THIOKLTLITHSMHMN.

Hapvuwenye BcacelBAHMA B KHiueuHHKe. 3adoaeBaHis [TOIACIV-
JOYHOH MEJIE3bl MM HEMPOXOAHMOCTE KCAUHLIX MPOTOKOB MOLYT
BEIIBATL CTEATOPEIO M ABMTaMIHO3 D.

XpoHuyeckas MOYEYUAR HEAOCTATOINOCTL. B rmouxax npoucxogut
Ct- | -THAPOKCHIASHAS pLakuHs. B XOIe KoTopoit obpazyerca 1,25-
HIHApokeHyoaekansidgepon, TIpy xpoditeckKod novetHol HeTo-
CTATOMHOCTI 3AMYCKACTCH 1MEMbIH KaCKal COORITHH, MPHMBOIHLINY K
PAIBHTHIO BTOPHIHOIC [MNEPIIAPATHPEO N, @ B THRWILIX CIYYasX —
TRETHHHOIO MMIICPNAPATHPEO3a H HeMPOreHHOH OCTeonaTH.

[

E,J

TOKCHYHOCTb
pu runmepairramiHose [ HabmonagTes TMICPKATBIIHEMI, YTO
MOKET [PHBECTH K PU3BHTHIO OCTCOMOPO03a, KalkIMHO3Y BHYTPEHHHX
OPraHOE {HANPUMEP, TI0YEK W CEepaNa) H MOMCKAMEHHOH DOACIHU.
TTossimennasn 4yBCTBHTENBHOCTE K BuT2amuny [} npu capkounoze.
[IpH capkolnos BO BHEMOUSUHLIX CAPKOWIHLLY TPaHY1eMaX BbICOKO
AKTHREHA |-0-THAPOKCHALLE, KOTOPas NpeBEpallaeT BHTaMHH Dgl1,25-
IHHAPOKC HxoeKanbldepot. MadpITOHHOE KONHYECTE0 MOCNEAHErO
BEIIRIBACT paisuTHEe runepkansuuesMuy. [TogobHas cuTyanius Hadmo-
IACTCA TIPM HEKOTOPBIX JTuMpoMax W capkomax.

HupopacTBOpPUMbIE BRTAMUELI (4acTh |): BuTamudpl Av D 117
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E

ERT

XonecTepon

\Peiantop ATOHN

Npwem erTamuna E
{500 ME & cyTH)
MOXET Npegynpe-

CEPLEMHO-COCY M-
CThix 3a6pneBanni

[OHTE Pa3BuTHE

o -Tokodepon
(emtamnH E)

TMoBpeXAEHHEIE CBOGOAHbIMK
papwukanamn JINHMN 3axsaressa0Tcn
| Makpodiaramu 8 CTEHXAX COCYROB.
DOpMUPYIOTCA AaTEPOCKNEPOTH-

ATEpOCENERDD

yecKue bnAwxm

Puc. 54.1. Buramur E 3al0HUIAET TMNONPOTEHHS! HHIKOA TUIOTHOCTH OT OKHCIHTEABHOIO MOBPEKLEEHMA.

Buramuu E

ButamiiHoM E maspiBaoT IpyLy COEAHMHEHHI, K KOTOPLIM OT150- -

CATCH BOCEMb TOKOQepoaos (o, B-, Y- M O-) W 4eTbIpE TOKO-
TpeHona (o-, B-, y- w &-). HanBonbulee JHaUEHHE MMEIOT
-ToKoepons.

Buoxumuyeckue yHKLMA

o-Tokodepon ABMseTcd AaHTHOKCHIAHTOM. OH 3aWMLLACT MOTM-
HEHACKITIEHHBIE XAPHBIE KHCIOTE! OT TOBPEX/IEHHT CBOBOAHLIMH
panMKantamu, 0CODEHHO BENHMKA €TO PONbL B KICTOYHLIX MeMBpaHax
3pHTPOLKTOB. [0 HEKOTOpLIM AAHHBIM, (-TOKODEPON CHUXAET
YPOBCHE OKMCIUMTEARHOTO NMOBPEXACHWA NHAOONPOTEUHOB HWU3-
koit nroTHocTH (JITTHII),  TeM cameIM NPENSITCTRYET Pa3BUTHIO
arepockiiepoza (cm. ra. 19, 39). [Ipapna, 40 cux nop Het yoeau-
TENbHLIX QOKAIATENLCTB, YTO NHLUEBas AoDaBkKa o-ToKofepona
CHMXAET PHCK DalBHTHH CEpPASYHO-COCYNHCTHIX 3abosieBanuil.
HO, COTIIACHC HEHNABHHM WCCHIENOBAHHAM, TPH ynm‘peGchmm
500 ME o-Tokotheposa B CyTKH MOAABIAETCA OKMCISHUE KHMPOD
B 30HE ATEPOCKIIEPOTWIECKHX TTOpaXeHHii.
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NabopartopHas AMarHOCTHKA HE[OCTATOYHOCTH
Hamepetive ypopua putamwHa E B TpoMbouniTax.

MULEBBIE HCTOYHWKM
CoAepXUTCA B DACTHTEALHbBIX MACHAX, OPexaX, OBOIUAX C 3eje-
HLIMK JAHCTBAMUN,

bone3Hu Npy HeJoOCTATOMHOCTH BUTaMiUHa E

Bone3anu npu HeaoCTAaTOYHOCTH BMTamuuda E wabmiopaiorcs
y DeTell, BOALHEIX MYKOBHMCUWIO30M, @ TAaKKe MpHW CTeaTopee,
[NospexneHHe MeMBpAR IPUTPOUUTOB NMPHEGIHT K PA3IBATHIO
reMOJTIMTHYCCKON aHEMHH, d MOBPEXKAEHHUE HEPBHLIX KIETOK —
K TIOp&XKEHWIO NepUdepruecKoif HEpRHON CucTembl,

Toxcu4HOCTh
HenpHaTHElE CHMTTOMbBI NPH NEPeNO3HPOBKe BHTaMMHA E 0Bblu-
HO BbIpaXeHE! ¢1abo. [IpH HM3KOM YPOBHE BHTaMHHA K. BLICOKHE
O3B BATAMKHA E MOTYT BBI3BATh YBENHUEHHE BPECMEHU CBEPTDLI-
BAHUSA KDOBW.
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Puc. 54.2. Uukn suramuna K.

Butamun K (ot aarckoro «Koagulation» — Koaryaauus) cyuie-
CTBYCT B ABYX NPHPOIHLIX gopmax: prramua K| (QHILTOXHHOH) H
puTamuit K; (MeHaxuHoH). Buramuu K, (MerannoH) — HX CHHTe-
THYECK M1 BOAOPACTBOPHMbIH AHANOT,

buoxuMHUYECKHE DYHKLUKM

Butamun K HeoDX0ZMM WA aKTHBHOCTH BHTAMHH K-3aBHCHMON

Y-rAyTaMANKapOOKcHNalLl, KOTOpas OTBCTCTBEHHA 33 NOCTTpadc-

JAUHOHHYIO MOOMMUKAUMIO OCTaTKoB raytamuua (Glu)

Y-KapOOKCHIHPOBAWHbIC OCTATKH [nyTamMuHa (Gla). 3tor dhep-

MEHT CBA3ZaH ¢ MewmOpaHoil W kapGokcuiHpyeT DenkH, KoTo-

pble TPaMCIOPTHPYIOTCA U3 JHAQNNA3ZMATHYECKOTC PETHKYRyMa.

Taxk obpaayercd HeOONBLIOE CEMEHCTBO BHTaMuH-K-3aBHCUMBIX

denkos. Hekoropeie suTamun-K-3asucunbie Genkn perynupy-

IOT CBEPTHIBAEMOCTb KPOBH W AOBONBHO XOpPOLIO H3YYcHb. Ho

HETABHO OBLAM OTKDBITHL W APYTHE DCNKH 3TOr0 cemedcTsa, JT1o

ocTeokanblmH {Gla-benok koctn) u Gla-Benok MaTpukca, yda-

CTBYIOLIHE B MeTaboNnK3Me KOCTHOM TKAHH.

Takum 0BpaizoM, BHTaMKHH K BuIoAHAeT chaenymouive dhyHk-

LLMH,

l. YyacTnyer B epepToiBaHuu KpoBH. B purammrA-K-3aBHcumoii
Y-rayTaMuAKAPOORCANAZHON PEAKIHH MPOUCXOAHNT KapBok-
CHMJIMPOBAHHE OCTATKOER [RYTAMATA B 0pEAULECTBEHIIHKaX
AHTHKOATYNAHTOB: nporpomiuue W daktopax VII, IX n X.
Tax obpasyloTcs aKTUBHLIC OpPMDB AHTHKOArynsiHToB, [IpH
ATOM [POMCXOAMT pereHepauHs BUTamuea K B «BUTAMUI
K-300KCHAHOM LHKIEs.

2. YuacTeyer B MiHepanHzammil kocTeil. HemasHo 6buto noxzi
HO, YITO BHTaMIH K BameH AT NpaBMILROCO POCTa W passi-
THA KOCTEH.

JlaGopaTopHas QMarHocTHKA HEOCTATOYHOCTH
Hamepserca yponern KapOokcwiMposaHHEX (Gla-GeIKoB B XpPoBi

flMeBLIE HCTOYHUKK

OCHOBHOH HCTOYHHWK (miaoxuHoHa (BATamMan K;) — pacrurens-
HBIE MAcNa W OBOLLH C 3e1¢HLIMH NHCThAMM. MeBaXAHON cikre-
JWpyeTcs DAKTCPHAMHE (JIOPSHl TOACTOrO KUILEYHWKA,

bole3Hu Npu HEQOGTATOMHOCTH BUTaMHHA K
1. Temopparsueckas {one3nk HOBOpOXIKeNHBIX. [lepemaua BuTa-
MuHa K uepes mnadenTy manoadheXTHBHA, NOITOMY MO#eT
Pa3BUTLCA aBMTAMHMHO3. Done3Hb xapakTepuayeTcs KpOBOi:-
JUSTHWAMM Y HOBOPOXIACH HOTO.
2. TIOCKONBKY MeMyR0IHO-KHILEYHbIH TPAKT HOBOPOMIACHHBEX CTE-
puaen, EuramHH K He MOXeT CHHTE3WDOBATLCA DAKTEPHSIMH.
. I'pynnoe MON0KO CORSPXMT Majoe BuTamuHa K.
4. Ocreonopos. CornacHo HEAABHHM MCCTCAOBAHMIAM, HEIOCTd-
TOYHGCTh BHTAMHHA K. NOBLILIACT PUCK NEPEAOMOB M Daisl-
THs OCTEONIOPO34a.

[S%]

TOKCHYHOCTE
Fipu nepenoaupoBke GUANOXMHOHA M MEHAXHHOHA Ka }
HEMPHATHBIE CHMOTOMBI He Habnwaanuck. OOHAKO (3 -
POBKa MEHANHOHA [PHBOIAHT K OKHCIMTCHDLIBIM NOHPEEISHIS)
MeMOpaH 3pUTPOLLUTOB.

HKPOPACTBOLUMbIE BUTAMMHB! (HacTe |} suTampss B



BogopacTeopuMmbié BUTAMUHbI (YacTb 1): THAMMH,
pubochnasuH, HUALMH W NAHTOTEHOBAA KUCNOTA
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’ Tramuugudocdar (TuamuunupﬁcDUpcpaT, BUTaMKH B)

Tuamuagudhocthat (TamuHnupodocdat, euTamMuH By} Heobxoawm and axTve- b
HOCTH NWPYBATAErMADOreHa3bEl M CXOOHBIX € HeR KDYNHBIX MynbTUdEPMEHTHBIX |
KOMNNEXCOB, KOTOPHE KATANW3vpylT OKMCMWTENBHOE AEKapPGOKCHIMpDOBAHME
O-KETOKMCNOT. CyTOYHAA HOPMA 33BMCUT OT 3HEPreTHHeCKAX 3aTpaT W COCTEBNRAET |
0.4 mr/1000 xxan. i
BHOXHMHYBCKHE (HYHKUHH

A} Kodpaktop nupyBaTAernaporeHassl — hepMeHTa, KaTanuanpylowero nepexoa-

[ HYH) PEAKLMIO MEXAY MNYKONWIOM 1 LKkNOM Kpebea. YyacTeyeT B JHepreTuye-

CKOM MeTaboaname rAx03bl W ANYTHX YINeBoq0s.
| 5) Kodbaktop q-keTornyrapataerngporenassi.
B) KotharTop HeXOTOpPbIX ABrMAPOreHa3 Ci-KeTOKWCAQT, y4AcTBYOWMX B OKMCNE-
HUW AMUHOKMCIOT (HaNpUMep, JervporeHaski (L-KeTOXMCAOT ¢ pa3eeTRNeHHOA
| uensk).
Il Kothaktop TpaHcKeTonaak! B NeHTo30chocthaTHoM NyTu.

NatopaTopHan gparHocTHKa

A) lpu HegoCTATOMHOCTM TMAMWHAMMDOCHATA pa3BUBABTCA TUNEPNaKTaTEMUA,
0COGEHHO NOGAE Npuema roko3bl. MpowcxoguT 3T0 NOTOMY, 41O NUPYBATAE-
rMAPOreHi3a HeakTUBHE W B TXAHAX HAXarNMBAKGILR NMPYRAT ¥ NaKTar.

B) M3nepeHue aKTMEHOCTY TPEHCKETONA3bI B APUTPOUMTAX C AOGABNEHHLIM THAMK-
HOM ¥ BE3 HEerD.

MMwesbie HETO4HUKK. COOBPHUTCA B 3N2K0BbIX, S0G0BLIX, LPOHKAX, NEYEHH.

BoRe3HW NpM HEAOCTATOMHOCTH BATAMUHA B,

A) Tpu HenOCTAaTONHOCTH BHTaMuHE B, BLIEACTERE INQYNOTPEONEHHR ankoronam
paseuBaKTcA 6onedss R2prHuka u Ncuxo3 Kopcaxosa,

b) Bepu-6epu. Mpu Bnasson (0Ta4H0R) QOpMe HAGNHIANICA DTEK, CEpEYH-
COCYAMCTBIE HapylweHia. TIpw cyxon opmMe — NOPamEHW HAPBHDM CHCTEME!
arpohus Kbl

TOKCHYHOCTD, TORCHYas 1 [ NOTREONEHWK CRLILLES irs CyTEM (KNUHHMBCENE M-

3HAKM OTPABNEHUA HEMEHHHER).

f HRauvH BXOAWT B COCTAB KODEPMEHTOB AErMANOreHas-NepeHOCIMKOB EQnf o

Hnaquu} (BHT;_)_MHH B;)

HAL' w HAQD'. 062 oHw y4acTBYIOT B Pa3NA4HbIX METAG0NUHECKMX MTyT8
HAL" aBnseTcd NepeHoCYMKOM BOAODO0AA Npw CHHTEIe ATO B AbIXaTenksos
a HAIOH wWrpaet sawHyio ponb B GUOCHHTEE MHOTUX BeLLecTe. CyToyHa=
HOCTb COGTaBMART 6,5 3KBMBanenTa HuauuHa 1000 xxan.
BHOXMMUYECKHE (hYHKUHK. TEPMUHOM «HUALWH» O6O3HAYAKT HWKOTHET
NOTY M HUKOTHHamug. On Bx0fuT B cocTas HAL', HALD® u ux BoCCTakoE e
topm — HAQH n HAQOH, K0T0psIe y4acTRYIOT BO MHOTWX METB0ARSE i = 0
HAL"® WMCNONb3ayeTcd NPW FMWKONW3E, OKWCIIEHWM KWBHbIX KMCAOT, O -
AMUHOKWCAOT W uukne Kpebea, OCoBEHHO 3HAYMMA ero PONk «NEPEROCHIL bis
poga» B AelxaTensHOA uenw, rae npu oxucnenuw HALH ofpasyerca ATS —22%
M ero soccTaHosneHHan chopma HAODH wrpaioT samHyid ponk B Grock=res tol
BELECTE, HANpUMEp IMNKAOR (KMPHBIX KUCNOT, XORBCTEpONA).

JlaGopatopHan AKArHOGTMKA HELOCTATOMHOCTH. M3mepeHue oieisonn
ypoeHA N'-METWNHWKOTMHAMKMOA K YPOBHKY NWpWaoHa (N'-MeTun-Z-maiense
KapBOoKCUMMAA) B MOYE.

WCToYHHKM HHaumMHa, (QGOTauleHHbIE BATAMUHAMK 3BPHOBLIE 3ABTRAKM Ta=ie
DPOROKH, MACD, S060BbIE.

OpraHwuam cnoco6BH CUHTE3HPOBATE NPHMEDPHO NONOBUHY AHEBHOW HODME: Hus v
w3 TpunTodana (1 mr HuauwHa w3 60 Mr TpuHTO(ana).

BONE3HM NPH HEAOCTATOYHOCTH HUALKHA. ECNM NWIA COTBPKMT Man
# TPURTOChAHA 0QHOBPEMBHHO, Pa3BMBABTCA Hennarpa (0T vTan. «
W o«ggra» — rPyGbIA, WePOX0BaTLIN), Tak, 373 60N1e3Hb BOIHWKAST, 20iw Zon

palnOHa COCTABAABT KyKypy3ad. XapakTepuayeTca NOPOKEHHEM KO Hoi=s
TENLHOrO TPAKTA W HAPDYWEHMAMM NCUXHKK (TP [l nepMaTuT, AUADER Douse
apMAKORDOIUA N TOXGHYHOLTE. B YMEPEHHO BhICOKMY JO3ax (2—4 7 & oymee s

UMH ABAABTCA TMHONMNUAEMWYECKHUM CPEOCTEBOM, U B HACTOALLIME MOMENT T 0
Bro KNAHAYECKWE NCNBITAHKUA.
Mgy nepeao3uposxe HUKOTWHOBOR KACNOTHI BO3MOKHO BpEMENKDS D2l e

HUE KPOBEHOCHLIX COCYN0B W CHIKEeHWE KDOBAHOrO AaBNEHIH, F

120 BopopacTBopuMble BUTAMUHLI (4ACTL |). TWAMKUH, PUBOMINABKH, HUALMH ¥ NAHTOTEHOBAA KMCNOTA



Puiothnasun (BuTamut B,)

PubothnasuH (BUTamuH B,} y4acTBYeT B 3HEpPreTUYECKoM meTaBonwa-
M8 [NIOKO3bI W MMPHLIX KMCROT. OH sxoguT 8 cocTas ®AJfl — npocTe-
TH4ECKOW TOYNNbI HEKOTOPBIX (DEPMEHTOB, YHACTEYHIIIWX B DRAKUMAX
QOKWCNEHUA-BOCCTaHOBNEHUA. Taroke pwBodinaBuH BXOAWT B COCTas (na-
BUHMOHOHYXNEOTHA KOMMNEKCa | AblxaTenbHOM Ueni.
EMOXMMUYECKHE DyHKUAN. BxonuT B cocTas DALl 3T npoctetuseckan Lo p Mg magemw o MARSE HARSHeH" OO
. i . Es)‘ y -\ egocpe- W3

rpynna, KoTopana i fnokoac 6-choCHOrMOKAHO: At docd
a) CONEPHKMUTCA B MYNLTHDEPMEHTHBIX KOMANBKCAX, Y4ACTBYIOLIMX B fii6-docdat | Taeadoe " S Decha PRI S omomon

QKUCNHTENLHOM JEKapOOKCHANDOBAHUA —

1] KOcbakTop nUpPysATZerngporeHasol — (hepMenTa, Karanwiu- p
i PYIOWETO NEPEXOHYI0 PRAKLIAID MEMAY MIMKOMMION % LAKNOM Nentosothocdathbid NyTh
; Kpe6ca. Kothakrop o-KeTOrnyTapataeryporeHass;

. dpyxroso. Tpaxcustasssa
* & docdar .

¥
r
I
>
>

?) Ko¢haxTOP HEXOTOPBIX AErvApOreHas (r-KeTOKACNOT, Y4acTRYio-
WMX B OKUCNEHWM AMWHOKWMCROT {H2npUMep. HBerhaporeHasb:

. B
C-KETOKWCAOT C Pa3BETBNEHHOM UENbio). |: | 7 !
T b

6) NpOCTETUYECKAA TPYNHA CYKUMHATASrWAPOreHassl (chepmeHTa uukna | - , L, - Conoronynoso. b Kennodo.  Puboag-5-bocdar

Kpedca); | 4-pocipar T-gocpat §-gocdar
B) BXOMT B COCTAR (PNABHHMOHOHYKNEOTWAA KOMNNEKEA | AbIXATeNbHOR | ,,,,,fﬂ"gemj:@mu-

E S DOCDa
uenu;

0) KohakTop auwn-KoA-ernaporeHasbl ((hepmenTa B-oKhtnenua).

NafiopaTopHan guarHocTuka.

A} M3mepeHne aKTABHOCTH TNYTATAOHPEAYKTA3L! 3pATpoumMToE (DALL-
32BHCHMOTO (DEpPMEHT}.

6] MamencHHe cogepxranua puboMRaBuHA B MOYE.

MyweBbIe MCTOYHUKK. COLEPRUTCH B MONOKS, MEHEHY, ODONOKRX, ARLAY,

a TAKOKe B BUTAMMHA3WPOBAHHLIX 280HOBLIX NPOMYKTAX (DAHAKO B HATY-

panbHLIX KPYNax ¢ 3naKkax pubodnasnHa mano).

CnenyeT NoMHATS

A) BocnaneHH:IA A3bIK MATMHOBO-KPACHOMO UBETA MOXET ObITh NPORRNE-
HUEM HELOGTATONHOCTHM BMTamMKHEA B,.

B} PuGodnaeun pasoywaetcda Hog pedcTenem ynwTpacHoneToBoro
M3Ny4eHus. Mo3ToMy NOK NE4SHUN DUINONOMMHBCKOR AHEMTYXH METO-
AOM (DOTOTEPANMM HeoGX0A¥MO IONONHKUTEREHO AABATE HOBOPOM-
[eHHbIM pWGOHNABMH.

Tokcu4HOCTh. Cry4aes OTPABNEHWA KE 3aPerkuCTPUPDELHE.

Mouuepansoerna-
3-gocdar

GOpyxTOao-
> §-pocdar

ﬂblIaTEJIhHHH Henk s
n DHAKADHWTHR apHsTH
A

|
KoA-SH
=Cry 3 Bs
= DARH,
PSRN Sl [-Oxucnenne [l (e
: 1 S b onu,
AueT“"_ KoA - Y & : B Tpane -vigonn-KoA
Ly P b
_ ManToTEHOBAR KMCAOTA (BHTAMMH B;) B e
[NaHTOTEHOBAA KWCNOTA (BUTAMMH Bs) BxoAMT B COCTAR KochepmeHTa A, KOTOPLIi Cs Co qann;
BBINOAHART MHOXECTBO (DYHKUMK B METaGONU3ME YINEBOAOB, NUNUJOE 1 AMKHO- ey (Finguo |
KWenoT, CyTo4Has NOTPEOHOCTL B HAHTOTEHOBOW KWCNOTE COCTABNACT 4T wmr. s CHW: L-3-ruppikonaumn-KoA
Buoxuuiecxue yHkuby. [aHTOTEHOBAA KMCROT2 BXDAWT B COCT2B KOHhep- T B AR
mMeHTa A (KoA-SH), KoTODbIA Y4acTBYET B METa00NK3ME YINEBQOOR, NUNUAOS M s B Qéf'ffﬁlﬁé?}‘ff?l}
AMMHOKKACTOT («SH» 0003H24A6T KOHUEBYo CYNbMrnAprnbHYIO rpynny xodep- e > 2an » Rhadth
meHTa A, cm. rn. 13). — . By F Rt 3-cerofiusn-Koa
Kpowme TOro, NaHToTEHOBAA KMCNOTA BXOAWT B COCTAB aUMNNepeHocAWero | kY Mﬂ“’ﬂue:‘:'s':é‘
6enxa, yHacTBYHOWEro & CHHTEIE KMPHBIX KWCNOT. Frraas. - ronn <
NabBopatopyan auarsocThKa. V3MepasTca KOHUBHTPAUKA suTamwuHa By B Kposk. | :
MHILEEbIE UCTOHHUKK. COJBPXUTCA BO BCEX MPOAYKTAX. ) R
GOne3HM OpH HELOCTATOMHOCTH NAHTOTEHOBOR KKCNOTLI, Y BOEHHOMNEHALIX Mupncronn Koa{(C,,} ".1.

fibif OMUCAH «CHHADOM HOKBHWA HOM=, PA3BMBRAOLLKACA HPY HEMIOCTATOYHOCTH
MAHTOTEHOBOA KMCNOTLL [pyrvx NposBNeHHA HEJOCTATOMHOCTH HE OTMEYEHO.
TokcW4HOCTh. He ToKkcw4EH B £o3e a0 10 r/cyT.

Auetun-KoA |

Bo0paCTBOpYMbiE BTAMMHbI (4acTo |); T2MMH, PAGOPNABHH, HIZUILY W NAHTOTEHOS2A KHCTOT2 121



Bopgopacreopumbie BUTaMHUHbI (4acTb ll):
nupugokcanbthocar (Bg)

QeHunananmH
o ptiy waec
4. e
TR
L] Dsorunpobuon: HAODHH
TUpo3uH
(M3MEpEHNE COREPMAHHA CHIBOPUTOMHOR |
AT HENONLIYETCA NPH AHArHOCTHKE
| iarormyroe 3a60nesanni nEUeHn |
B .
{’E P DARTH O T AW 0 1E30 _\_w
Fryrmsny

a-Kevormrapat  [myTemer
4 Eﬁ

A e A
g (AT}

AnasuvH

rPancHErad

honunnwpynaT

a-Korormyragay Fmrames
Bg
Ac napta

Mukorex

Cnwwores
{N—1 OCTaTOK rAKKGAR)

I'mwokoaa

MwupyeaT

Mo

rae CO,

@,

Soctopanaza BE

Pacnap ravkorena

| Trokosa ofipasyerca
| B XOAE CHOKOHEOTEHESA

v
& [Mnpysar obpazyerce
a I[lﬁﬂ L] ﬁi‘_:l_a_

Kcanoaue'ra'—\- j }
ey

Uuro3onb

ﬂDI'lYlﬂbM"“-ﬂ.-_mmuu.;.- cibepa
[

MuppanuH-5- mpﬁo-::unf

A

NponuH OpHUTHH

Puc. 56.1. Ponn srrtamuHa Bg B meTabonmise.
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TpancamuHWpOBaHKE

na nposedeHns peakiiHH TPaHCAMKHMPOBAHMA TpedyeTes BHTA-
MuH B, (nupraokcansdocdat), KoTopsit yuacTeyeT B MeTabomis-
Me amuHokuenoT. Ha pue. 56.2 moxaszan repeHoc aMHHOIPynm ¢
Pa3HbIX aMMHOKKCAOT HAa C-KETOTNYTApar ¢ obpaioBaHHEM COOT-
BETCTBYIOLIHX KETOKUCROT W rAyTamata. B kauecTse npumepa
noKazaHa ataHrHaMyHoTpadcdepasa (AJIT). AJIT katanuaupyer
OOpUTHMYIO PEAKUMIO, B KOTOPOH aMMHOIDYIIa rMepefasTes or
ananuia o-KeTornyTapaTy W O5pPasyIOTCA TAyTaMaT W MKPYDAT.
AJIT nonpaneTcs B CEIBOPOTKE KPORH [PK NMOBPEXIEHHH KIIETOK
TICUEHY M MCTTONB3YETCH B RabopaTopHOl AHATHOCTHKE JUTA oyeH-
Kit (‘byHKHUOHﬂ.ﬂbHOtZO COOMOSTHUA REYCHE.

SR P 6 aKLLMH TPaHCaMUHUPOBaHKS \i e

Tpuntodau

M POPRMNKHH P EHWUH

KeanTypeHaT {powecTed
WenTOre uocra)

SOpmMRaT

KaHypeEHKA

+
A-ruap ypeHuH

Bg
Kirp e mra i Ananun

3-ruapoKCHORTPARANAT

2-aMuno-3-kapboxcH-
MYKOHOBLIK NONYAnnaria

2-amnHoMyROHORWA
nomyanLnaria

2-3MHHOMYKOHAT

e

a-Kotoagnnat.----.

TeTrparngpodonar

Piwann C R

A) WamepaHwue KOHUEHTPaUMK B; 8 nnasme KPoBM.

B) WamepeHve YPOBHA KcaHTypeHaTa (BEWecTBa MenTod OKNACKK) B MOve
nocne npuema TounTeaHa BHYTPL. B Hopme KaTaGonuam TpUNTodaHa
NPOWCKOAMT € Y4acTUeM Bg-3aBMCUMOR KWHYDEHWHA3LI, HO NPW HERO-
CTAaTO4HOCTH Bg KCAHTYPEHATLI HAKENNMBAITCSH.

MuieBbIE METOYHMKH. CONepXUTCA B MACE, pbi0e, MONOKE, OpeXax.

HepogvatouHocTe nupupokcanbdrocdpara, Yaule Bcero Habnwaaetca

Npy arkorenuame. Mpyu HeAOCTATOMHOCTY NPOUCXOAMT BOCNRNEHWE A3bIKA,

Y0, CM3UCTBIX 0OON0YEK pTa.

{Ipumedanna: NPK HEADCTATONHOCTH AMPUAOKCANbAOCDATa TaKHKE CHUXKA-
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PHCK pa3BUTHA HEROCTATOYHOCTH BHTamMHua B, moBLlweH vy Bere-
TapHaHUEB, 0cobeHHO ¥ CTPOrUX BereTapuaHileB (Berafos).
CHMNTOMBL NPY HEAOCTATOUHOCTH HAMPAMYIO CBA3AHEI C ABYMS
(DYHKUMTME 3TOTO BHTAMMWHA.

1. Pa3BuBa¢Tcs BTOPHYHAS HEAOCTATOYWHOCTH Gonara, koTopad
NPUBOLHT K MEranofnacTAdecKoi aseMul M HODAKEHHI) HEpB-
BOH CHCTEMBL {CXOMHBIM 00pPa3oM NMPOSABRAETCA HENOCTETOM-
HOCTh Qonata). M3-3a oTcyTCTBMA BuTaviMHa By, Gnokupyercd
NePEeHDC ONHOYIAEPOAHBIX (PATMEHTOR YINEepOna, YIACTRBYIO-
X B 00pazoBaHud HykieoTHacs wis cudresa JHK n PHK.
KpouMe TOro, HapymagTest NEpeHoc MeTHIBHOM TPYTIbL, Heod-
XOOMMOK Ans cuHTeda (rochatnamaxonita (HocdaTHannxo-
JIMH BXOLWT B COCTAR MHENKHOBBIX 0060NOUEK).

2. HaxkomneHue MeTUIMaNQOHUN-KOA NMDUBOAWT K TOPAKEHRD
AEPBHCH CACTEMBI {[TpW HENOCTATOIHOCTH (DONATa HAKOIUIEHIS
METHAMaTOHWN-K0A He NMPOMCXCIAMT).

CyTouyHaa NoTpeOHOCTEL B BHTaAMMHe Bj» cocTapasieT 2 MKT.

BHOXUMHYECKHE (IYHKLIHMM

ButamuH B); (kobamamwH) cyIuecTBYeT B NBYX aKTHBHBIX dop-

MaX, KOTOPbIE YYACTBYIOT B ABYX PA3HBIX PeaKiMAX:

1) MernakobataMMH HEODXONMM IS NPOAREHHA AKTHBHOCTH
METHOHHHCUHTa3bl (FOMOUMCTEMHMETHNTPAHCHEPA3LI) NpPH
pEreHEepALMH  MCTHOHHHA M3 TOMOLMCTEHHE;

2) Ne30KCHAAEHOIMNKODANAMHH HYXKEH AN TPOABNEHHUSA AKTHB-
HOCTH METHIMATOHMI-KOA-MYTa3bl.

NabopaTopHas QuarHocTuxa

|. TlonHblik aHanK3 kpoeu. CpenHHMA 00beM 3PUTPOLHTOB.

2. UamepeHHe KOHUEHTpanud xobalaMHHA B NNA3ME KPOBH.

3, Tect Iwnannbra. [TanMeHT NPHHHUMACT PLAMOAKTHUBHO MedeH-
HBIH BHTamiH B,», a nocne HM3MepsieTcsl €ro BbIBEASHWE C

mouoif. Ecnn wbipoautest MeHee 10% meueHoro B, 310 cBH-

NETCALCTBYCT O BOIMOKHOM HEeMOCTATOMHOCTH BHTAMMNA B|2.
B aToM CNyJdae NalHEeHT BHOBE MNPHHHMIACT MCHUECHBIH Bis. HO
YAHE COBMCCTHC € BHYTPECHHHWM Cba}(TOpOM. Ecan nocne amoro

eoiBoauTes bonee 10% medeHoro Bi., To moaTBepXk1aeTCH AMa-
[HO3 NEPHHUMOIHON aHEMHLS.
4. WMaMepeHre COACPKAHHA METHIMANOHOBOH KHCAGTL B MQUE,

MULEeBbIe HCTOYHUKH

Butamun By, cORepXUTCH TONBKC B MPOAYKTAX XHBOTHOTO MNMpo-
uexoxeHus (ocoBerio Dorata WM MCYEHS), TOITOMY BETAMbI
HEPENKO CTPAfaoT OT HENOCTATOMHOCTH By;.

HonesHu npM HEROCTATOHHOGTH BHTAMHKHA B,

1. V3-3a CHMXEHHMA aKTMBHOCTH METHOHMHCHHTA3L PA3BHBAET-
ca meranobnacTHaA aHemuA (CXOOHAH KapTHHA Habjonaercs
[ph HenocTatounocty donara). [Ipy NEpHULIMOIHON ateMML
NaprBETANbHLIE (OOKAAN0YHEIC) KAETKH KCEJIYHIKA paipyllanTcs
B PE3YNLTATE AYTOMMMYHHOTO MPOUECCa ¥ TEPSOT Cnocof-
HOCTh COpPa3’OBBIBATE BHYTPeHHHH (DakTop — TAMUKONPOTEeUH
mMaccoit 30 klla, koTopsiit HeobXxonMM NS BCACLIBAHMA KODa-
NAMMHA B TTOAB3ACLUHOA KWIIKE,

2. PaspuBaercs TOMOUMHCTHHEMWA, KOTOpas MOPHBOLHT K
CEMICHO-COCYIMCTLIM 3ab0NEBaHMAM.

3. BCaencTrHe CHHMXEHHOHW akTHBHOCTH METHAMAancHH/I- KoA-
MYTA3ILE MPOHCXQAHT HaKOMJIEHHE MeTHiManonun-KoA.
CupTaeTCcs, 4TO 3ITO BEWECTBO KOHKYPHPYET € MATOHMII-
KoA — MpeillecTBEHHWKOM XHPHBIX KHCAOT LISl CHHTE3a
JHITHI0B.

donart

CepuH, TpunToMaH W FHCTHIWMH MEPSIAIOT CAHOYIVICBOAHELE
dparMeHTsl NMPOM3BOAHLIAG DONATA. “FTH IPYNNL UCTONL3YIOT-
cs1 B cuHTese JHK v PHK npy knerounom aeneHuu d pocre.
3anoMHKTe: AaA MeTabonuiMa H DYHKUHOHWPOBaHUS (honata
HEOBXONUM BHTAMHH B,,.

bUOXUMUYECKHE (DYHKLIHM

DonaT BECCTAHABAMBAETCH L0 TeTparkapodonaTa, KOTOPBIH
ABIACTCH NEPCHOCUHKOM HEKOTOPLIX OJHOYICBOAHBIX (h]')‘dl'.\lCH—
TOB. JTO:

hopmunr —CHO
smeTeHun —CH=
MeTuren —CH,—
smeTun CHy—

OHW MCTNOAB3YROTCA B OHOCHHTE3E TYPHHOBLIX W MHPHMHAH-
HoBbix ocHoBaHui JHK w PHK. Tlosromy Terparwipodonar
SKM3HEHHO HECOXOMWM IIS1 pOCTa H ACACHHA KIETOK.

Natopatopraa gWarHDCTUKa HEJOCTATOYHOCTH thonata

1. HMauepensme ypoBHA (oaTa B TIAIME/CBIBOPOTKE KPOBHM HJH
B SPMTPOLHTAX.

2. [1poBcaeHHWe reMATONOIHYECKOTO HCCIECNOBAHHUA C UEJbIO
BLISIBIICHHUA MEratofiacHON aHeMHH.

3. Mposeacnue Tecra FIGLU jias onpeiciicHNs B MOYE ypoBHS
MCTaGﬁ.'iHTOB noc.ie aneMa CHCTHOMHA.

MULiEBLIE WCTOYHUKH
OBoWwy ¢ 3eJCHbIMM JNHCThAMM (l‘lO-JIaTHHCKIA ({f()ﬁuﬁw Q3HavuCT
(‘JIIACT»)\ d TAKAKCE [APOAKRH.

bonesnu NPH HEQOCTATO4HOCTH

1. DonaTt TpebByeTcs AnNA pocTa W ACAEHMN KJIETOK, HANpH-
MED KPOBCTBOPHBIX KHAEGTOK B KPACHOM KOCTHOM MO3re.
HeaoCTaTOUHOCTE NMPHBGAMT K PasBuTHIO MeranobnacTHoM
AHEMHM,

. YMepeHuas uenoctatouHocTh GonaTa NpM 3avdaTii Bhl3biBa-
€T Yy 3apolAbllia HapyweHue (QOpMHPORAHKMS HEPBROH 1py6-
KU, Hanpusep Sping bifida (MOpOK pazBMTMs TMO3BOHOUMNKKA).
KeHuudHas, NAAHUPYIOLWUKMM BepeMEHHOCTL, PEKOMEHAYCTCA
MPHHUMATE QonaTe: & acze 400 MKI/cyT.

3. TIpH HEAOCTATOUYHOCTH PasBHUBAGTCA THOCPrOMOLMCTHHEMHMS,

a 370 (paKTOp pUcKa Pa3BUTHA CepIeYHO-COCYAHCTRIX 3a00ne-
BAHHH.

([}
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BWOTWR Y4ECTBYET 8 PEAKUMAX KAPOOKCVNIMPOBEHWA, KOTOPBIE WIPaIoT BRKEYH
pONb B TNOKOHEOTEHE3e W CWHTE3R MWDHbLIX kMCnoT. CyToMHas noTpefHOCTE
coctaenaet 40 mr,
BHOXHMHYECKHE DIYHKUWKM. YYacTBYeT B KapGOKCKNA3HBIX PEAKUWAX, HANPUMED,
GUOTHH ABNABTCA KOAKTOPOM NUPYBATKAPHOKCMNA3L! (B MIOKOHEOTEHEIE) W
auernn-KoA-kapboxcunasel (B CUHTE3R MWDHLIX KMCNOT).
NaiopaTopHaA A¥arHocTyka. tamepetue KOHUEHTPaUwK GUOTWHE B KPOBK.
HefocTaTo4HOCTE UOTMHWAA3LI — DELKOE HACNBACTEEHHOE 3aboneBaHue,
npW KOTOPOM HabnAaeTcA HEROCTATOMHOCTh DWOTWAA (faxe ecnu GWOTHH
NOCTYNaeT € NWLeR). [luarHOCTUMECKDE 3RAMEHKE KMEET aKTUBHOCTL GHOTWHU-
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WX C NULER GENKOB).
MeTo4unKKu GHOTHHA. [poXoKK, NeveHs, MONOKO, ARLAE.
HegocTaTtoyHocTh. Npu HOPMANEHOM NWTAHWW 00LIYHO He pa3BuBaeTca. B xoHue
1970-x rr. GuIN0 BLIABUHYTO NPEANOAOMEHWE, YTO HEQOCTATOMHOCTE OMOTWHA
¥ MNAfEHUEB RBNABTCA BO3MOMHOA NPUYMHOW CHHADOMA BHE3IANHOA CMEPTYU
HOBOPO:HGEHHA!X, COrnacHo 3T0W MMHDTE3E, HpU HEADCTATOMHOCTH BUoOTWHA 6NO-
KMDYETCA TMIOKOHEOrEHE3 W Pa3BMBAETCH MMHOMMWKERWA ¢ NETENBHLIM WCXO0M.
lMpy HEQOCTATOMHOCTH BMOTWHE HApylIABTCA CUHTES KUPHLIX KWCNOT W COOTBeT-

CTBEHHO M3MEHAETCA COCTAR KUPHLIX KUCNOT B ChIBOPOTKE KROBW. HabninaaeTca
rHNEPXONecTeponerua (nonara:or, 410 auetwn-KoA BCTYNEET B NyTb CWHTE3A

| Xonecrepona u3-3a CHIKEHHOR aKTWBHOCTH) aueTun-KOA xapBokcunaasl M CooT-

BETCTBEHHO HEBOIMOMHOCTM CWHTE3WPOBATL ManoHwNn-KoA pas nanskedwero
CUHTE3A XUPHLIX KWENOT,

B 6enKe CbIporo AWUA COASPKUTCA ABWOVIH, KOTOPLIA CEAZLIBALTCA ¢ GUOTHHOM
B XKENYN0HHO-KMIUEHHOM TPaKTe, NPENATCTBYR o BCAChIBaHMI0, Hel0CTaTONHOCT
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IUTAMMH L" %

ButamuH C (ackopBuHOBAR KMcnoTa) y4acTBYeT Peakuusx B TMAPOKCHNA-
3MpOBaHUA, OCTATKOB NPONWHA W NAIMHA C YHACTHUEM NPONMMH- U NA3UHTK- HopanpeHanuH
NPOKCMNA3 8 npouecce 06pa3osanna konnareHa {cM. rn. 8). Kpome Toro, ox
ABNABTCA GEPEXBATYAKOM CB0GCAHLIX pagukanos. CyTo4HAA NOTPeGHOCTL
cocTasnaet S0-60 mr,

BUDXMMHYBCKUE (IYHKUHH

A} Y4acTByeT B THAPOKCWNMPOBAHKM BPONKHA W MHM3AHA, KOTOPOB HBOGXO- A.qpénanmu
AMMO ANs 06pa3oBaHKA NONEPEYHbIX CBA3EA B MMKpOGUBpUNNe konna-
reHa. R T
b) MedcTayer xak nepexsaTiuk akuenTopa CBOGOAHBIX PAAMKAN0B, Npef- Pre. 58.1. Pons BHoTHHA W buTaMuHa C B MeTaboNH3MeE.

YNPEXOaA OKUCAMTENLHOE NOBPEXOEHWE pRga BeWeCTB, HanpuMmep L
NWNKWA0B KNETOuHLIX MemGpad W TNHN (nunenpoTenHoes HUAKOW NNOT-

HOCTH), @ Taxke 6enkoe u AHK. Tew cambiM OH NPENATCTBYET BOSHAK- MWUEBLIE HCTOHHKKK, CONEPKAMTCA B CBEMNX PYKTEX (0COGEHHD B
HOBEHUID MYTAUWA M PA3BUTKIC DAKCBLIX 3A00NEBAHNA. UHTPYCOBbIX) M OBOLAX.
8) MpenoTepalaeT OKUCIHTENLHOE NOBPEXEHWE BUTaMAHA E. HepoctaTo4HOCTE BHTAMKUHA C. W3-32 HapyweHWA CHHTE3a KOJINATeHa
) YdacTeyer B GUOCWHTE3E KAPHWTWHA, HOPAAPEHANMHA. TaKKe HyMeH PalBMBABTCA UMBIA. Y G0NbHOMO KPOBOTOMAT HECHBI, NOABNRKOTCA EMATO-
LHTOXPOMAM Py — (PEPMEHTAM MUKPOGOM, KOTOPbIE Y4aCTeywT B Mbl, MNOX0 JAMHBADT PaHbl.
MeTal0NMaMe NeKapCTE M ANOBHMTLIX BELLECTS, onoNHKTENLHEIA NPKEM BUTaMWHA C CNOCOGCTEYET 3KMENEHWID PaH
NabopaTopHas AUArHOCTHKA. WN3MepeHmne ypoBHA BuTamMmHa C B nedxo- W paccachbiBaHWI0 NOJKOXHLIX (EMATOM NMPU HEKOTOPLIX TWNAX CKWHAPOMA
uuTax (B NEAKOLMTAPHOR NNeHKe). Anepca—Llanno. {
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EXHLIOHIBUT BEHD01RdOGRU HENIIhUHALY

Qochar

Ansymun (30-50 r/n wnw 3-5 r/an)
Kanbyui (2,0-2,5 wMone/n i (810 mr/an)
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