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MOJNIEKYJIAPHbLIE MEXAHU3MbI
FTEHETUMECKOW U3MEHYUBOCTU

R ol S — Sl S W WO . N ———"— |

B npeapinymeit rmase MaTpudyHbie GHOCHHTE3bI PACCMATPHBAIUCH KAK MEXAHU3M KOIIH-
POBaHuUs, TOYHOTO BOCIPOU3BEICHUSA TEHOTHIIA M, COOTBETCTBEHHO, (enornma. Konu-
POBaHMUE CO3JAET MOJIEKY/ISPHYIO OCHOBY OJHOTO U3 (DyHJAMEHTAIBHBIX CBOCTB XH3-
HU — HaCJIEACTBEHHOCTH. IIpoTHBOIIONI0OXKHOE CBOMCTBO — M3MEHYMBOCTB — CTOJIb XK€
CYHIECTBEHHO, TIOCKOJIBKY HAPSAAY ¢ HACIEICTBEHHOCTBIO OBECTIEYNBAET BOZBMOKHOCTD
€CTECTBEHHOI'O 0TOOPA U GHMOJOTHYECKOIN dBOIOIH.

- C uBMEHYMBOCTBIO CBA3AHBI TAKHE BAXKHBIE JUIS MEJUIIMHBI SBJIECHUS, KaK reTepo-
TEHHOCTD NOTYIANME Y€IOBEKa, CyIEeCTBOBAHNE HACIEACTBEHHBIX GOJIE3HEN 1 Ipei-
PaCIIOI0KEHHOCTh K GOJIE3HSIM.

 MoJIeKyIsIpHyI0 OCHOBY H3MEHYHBOCTH OPraHH3MOB COCTABJISIIOT HAC/EAyeMble 13-
‘MeHeHus nepBudHoi crpykrypbl JJHK — myramum. Myranuu BOBHUKAIOT B pe3yabraTe
omu6ox cunresa JJHK B nponecce perummkanuy wim IIPYU peNnapanyuy MOBPEKICHUN
[HK, BbI3BaHHBIX Pa3HOro poja BHEMHUMH (akTopamu. JIpyroit Mexanusm n3mMeHuu-
'BOCTH COCTaBJIAIOT peKoMOuHanuu — oomeH ydacrkamu JJTHK mexay romosornassivm
XPOMOCOMAaMU TIPY ITOJIOBOM Pa3MHOKEHUH.

NOBPEXAEHUA U PENAPALUA AHK

Psm HK30T€HHBIX (PaKTOPOB — Y-, HIOHUBUPYIOMYE U3TYyYEHHUS, MHOTHE XUMHYECKHE CO-
€ enus — BbispBaoT B JIHK pasnoo6pasnbie usmenenus. Hanpumep, st neiicTBust
V®-p3ryuenns XapakTepHO 00pasoBaHUE AUMEPOB THMHJMIOBOM KUCIOTHI (puc. 5.1).
- Vonwmsupyomue uaryueHns BbI3bIBAIOT Pa3phIBbl HYKJICOTHAHBIX IENE U Pa3HoO-
00OpasHble N3MEHEHHS A30TUCTBIX OCHOBAHUI. DTUM OGBACHACTCS JeTAIbHOE Jeii-
CTBUE MOHUBUPYIOMEH paauanuu. MHOrounc/IeHHbIE TOBPEXKACHUSS BO3HUKAIOT IIPH
\gemcmnn Pa3HBIX XHMMHYECKHX COEJUHEHHI — OOpa30BaHNE KOBAJIEHTHBIX CBs3€H
mesxay nensivu JIHK, nesammamnposanue ocHOBaHMIA, OTIIENJIEHUE OCHOBAHUM U JP.
Taxye U3aMEHEHHsT MOTYT HPOUCXOAUTD B )XUBOU KJIETKE CIIOHTAHHO, T. €. B PE3yJib-
ATE JIOKAIBHBIX (PIIOKTYaUid TEIIOBOI SHEPrHuH, a TaKXKe MOoJ AeicTBIeM (DOHOBOTO
M3JTy9eHus (B TOM 9HC/I€ KOCMUYECKOT0) ¥ HEKOTOPBIX BENIECTB, IOIAfAIONUX B Opra-
HU3M 13 cpejbl. Hanbosee yacTo npu 3TOM HNPOMCXOAUT TUAPOJUTHIECKOE OTIIEIUIe-
HUe IypUHOBBIX ocHoBaHmi (xenypunusanus JHK). B pesynsrare nenypuHusanmm us
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JHK numiouaHeIX KJIETOK Y€IOBEKA 32 CYTKU TEPAETCA O
510 5e10* HyxeoTnz0B. B nepecuere Ha 70 €T XKU3HU 3TO O
Havaet yrpary npumepHo 40 % Bcex mypuHOBBIX OCHOBAHE

YP\II 2 opranusma. C MeHbIIeH cKkOpocThIO (Ha 2-3 mopsjKa) Ipok
e} XOZJSAT Ie3aMUHUPOBaHHUE IUTO3UHA U eI PUMUIMHIA3A
B 1esioM B KaXK101 KJIE€TKE YeOoBeKa 32 KaKAbIN IE€Hb
CH o ucxonat Teicaun noppexpenuii JJTHK. Ouesupnab! ¢aransHbs
a N MIOCIEACTBUS TAKUX MOBPEXKJIEHUIA, €C/TM 6bl OHU HE yCTpaH
Jck. B kretke cymectyioT cucteMb! penaparun JJHK — e
CH MEHTHBIE MEXAHU3MBbI, KOTOPBIE OOGHAPYKHMBAIOT ¥ UCIID

HUs1 (HapuMep, IMPOU30ILIO UX J€3aMUHUPOBAHME), TO
OOHAPYXUBAIOTCA U YAANAIOTCHA JHK-rmuko3ugazamu.

Puc. 5.1. lumep
TUMUAMNOBOI kucnoTel  Pe3yasTare dero Ha mosekysne JIHK oGpasyercst arypuHoBs

8 mMonekyne JHK WM alpPUMUAMHOBBIN y4acTOK, T. €. neHTo3ogochaTHa:
nernb 6e3 a30TUCTBIX OCHOBaHUM. Crienuduyaeckue dHAOHYE

JIea3bl Y3HAIOT TaKKe y9acTKY U rufpoausyior B Hux 3,5’ -pochoanaduphyio casasp (pue
5.2). Ecyin genypuHU3anys Wi AEMUPUMUIUHA3ALNS BbI3BAHBI CAMUM ITOBPEKIAIOMIIX
ATE€HTOM, TO penaparys HAYMHAETCS CPasy C AeHcTBUsA SHAOHYKIea3. FI3BECTHO HECKOME

KO CHUCTEM penapauyy, yCTPaHAIOMHUX IOBPEXKJACHUS PA3HOTO THIIA. ’

ATNONTO3

AnonTo3oM Ha3bIBAIOT MEXAaHM3M IIPOrPAMMUPYEMOM W PErylIupyeMoi rubenu KIeToK.
MexaH13M aronTo3a BKJIIOYAETCs, B YACTHOCTHU, IPU IOBPEXKACHUAX CUCTEM Perap

YECKUX IPOTea3 B KIETKe, KOTOPBIE, B CBOIO OYEPEb, aKTUBUPYIOT 3HAOHYKI€A3BL.
nouykieassl rugponudyior JIHK cHagana Ha KpynHble (hparMeHThbI (pa3sMepoM OKOJ
50 000 H.11.), @ 3aTEM IMPOUCXOAUT THAPOJIU3 IO MEKHYKIEOCOMHbIM obmacTsam JTHK, w
obpasyrorcst (pparmeHTsl pasmepom okosio 180 u. 1. (pasmep yuactka JHK B oxgHo¥ Hyk:
JIEOCOME) WJIM KPATHBIX IO BeMduHe (pparMeHTos. Jlasee KieTka pacrnafaeTcs Ha Me
paHHbIE BE3HKYJ/IbI (AIIONTO3HBIE TEJbIA), copepxanme dparmenTuposannyio JHK
Apyrie KOMIIOHEHTBI KJI€TKHU; BE3UKY/IbI IIOIIONAIOTCS U PaspylIaloTcs (haroiTUpyrom:
MU KieTKami. TakuM 1yTeM yCTPaHSIOTCS KIETKH, Pa3MHOXKEHHME KOTOPBIX MOXKET ObITE
OIIACHBIM JUIsi OPTAHM3Ma, HallpUMeP IPUBECTU K Pa3BUTHIO PaKOBOi omyxom (cm. mi. 19).

Jlpyrast (pyHKIMS allonTo3a — YHHYTOXKEHUE KJIETOK, 3aBEPIIUBIINX CBOIO POJb
(c10BO «amonTo3» MPOUCXOAUT OT TPEUECKOro «IucToNnaj>). Haraaubii npumep —
MCYE3HOBEHHUE XBOCTA Y OJIOBACTUKA IPU NPEBPANIEHNH €ro B JIAIrymKy. MHOXeCTBO
[OZOGHBIX SIBJICHUI MPOUCXOJNT IIPY OHTOTEHE3€ BCEX MHOTOKJIETOUHBIX OPTraHU3MOB.
Eme oxuH mpuMep: y HOBOPOXAECHHBIX KPbIC HA0II0/[aeTCA MPEXO/AMAast BOJHA Ao
TO3a P-KIETOK MAaHKPeaTHYECKUX OCTPOBKOB B IOJDKETYAOYHOI Kee3e B Tedenue 1-2
Hezens nocae poxaenus. Ilpu aTom obmas Macca B-K1€TOK He UBMEHSETCS: TOTEPH,
BBI3BAHHbIE AIIONITO30M, KOMIICHCUPYIOTCS HOBOM NOIyJAIUel KIeToK. BeposaTHo,
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Puc. 5.2. Penapauus nospexgeHnin JHK:

1 — aHpoHykneasa rugponuayet 3,5 -pochoanadupHyio CBa3b B NOBPEXAEHHOMW Lenn; 2 — 3K30HYKe-
a3bl yAAIAIOT HEKOTOPOE YUCIIO HYKIIEOTUAHbIX OCTATKOB NO 06€ CTOPOHBI OT MecTa paspbisa; 3 — AHK-
nonumepasa [oCTPanBaeT NOBPEXOEHHYIO HYKNEOTUAHYIO Lenb, UCNONb3ys B Ka4ecTBe MaTpuLibl
coxpaHuBLuylocs uernb; 4 — OHK-nurasza coeauH\eT KOHLbI AOCTPOEHHOW Lienu

OIITO3 HY)KEH JUIsi CMEHBI HOMYJISIUH B-KIE€TOK, MPUCTIOCOGIEHHBIX K YCIOBHAM in utero,

Ha BrrreTky, GyHKIMOHUpYIOIEE TI0CIe poxkaeHus. CXOIHBIA Mu30 anonTosa -ire-
'OK HAGIIO/IAETCS U B TIODKEMYIOUHOM JKesle3e IUIOJA YesIOBEKa.

Cymecrsyer u apyras ¢popma rubem K1eTok — Hekpos. Hekpos pasusaetcst mpu Ta-
<OM no‘spemeﬂun KJIETKH, KOTJA HAPYIIATCA ¥ (DYHKIMM anmapaTa anontosa. Kiertka
6yxaeT MeMGpaHm PaspymalTcs, B TOM 4ucie — Mebpanbl u3ocoM. Copepxumoe
KITETKI orcaabmaeTcsx B MEXKIeTOYHOM mpoctpaHcTse. Ocsoboausiiuecs GpepMeHTsI
OCOM TH/IPOJTU3YIOT TIOIMMEPBI IOBPEXK/IEHHOM KIETKH, A TAKXKe COCEIHUX KIETOK M
IEXKKIETOUHOTO MATPUKCA. [TpoayKThI pacafalonuxcs KIETOK BhI3bIBAIOT BOCIIATATE b

Y10 PEAKITHIO.

MYTATEHE3

MyTanusMu B IIXPOKOM CMbIC/IE HAa3bIBAIOT BEChMA PA3HOOGPA3HbIE U3MEHEHUSI TEHOMA.
DTu MBMEHEHMsI MOTYT 3aTParuBaTh oAuH-eAuHcTBeHHbI Hykreorua JHK (Toueunsie
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tonbko Te usmenenns JJTHK, koTopbie nposBasiorcs: (PEHOTUNMIECK; NHOIAA K
MAM OTHOCAT Mobble Hacaeayembie uamenenns [JHK. Myranueil 0603Hauaior

nporecca.
B aTOM paszesie MbI PACCMOTPUM TOJIBKO F€HHBIE MyTAIIN — TOYCYHBIC MU
THIBAIOIYE CPABHUTEIBHO HEGOIBIINE OTPE3KH IE€HA.

leHHble MyTauuu

CylHOCTb TeHHBIX MyTAIii COCTABJISIOT HEPENAPUPOBAHHbIE HACTEAYyEMbIE U3MEHE 5
nepsuanoii crpykTypst JIHK, xotopsie BeyT 60 K NpeKkpamenuio cuuresa 6eka,
JAMPYEMOrO MOBPEXACHHBIM T€HOM, JTUGO K CMHTE3y U3MEHEHHOTO, «HEMPaBUILHOIO
Geska. Myranum B pery/IsiTOPHBIX y4aCTKaX OTNIEPOHA BE/IyT K HAPYIICHUIO PEry IS Kk
HpEKpaLeHNIo cuHTe3a Geka. MexanuaMpl MyTareHe3a CJIOKHBI U HEJOCTATOYHO U3y
Hbl. CpaBHUTENBHO MPOCTOM MPUMEP JA€T MyTar€HHOE NPEBPallieHue IIMTO3NMHA B
1 (OKMCIUTENbHOE A€3aMHUHUPOBAHME), KOTOPOE MOKHO BBI3BATH, JACHCTBYS Ha KJIET
KM a30THCTOM KucaoToi (puc. 5.3).

NH, 0
NZ HN
/l\ +HNO, — /l\ +N,+H,0
0) Ir O Il\I

R R

Puc. 5.3. [lesdaMHUpOBaHNe UUTO3NHA a30TUCTOM KUCNOTOM

Takoe H3MEHEHHE MOKET OCTATHCS «HE3AMEYEHHbBIM» PENAPUPYIOMMMU CUCTEMaMH,
IIOCKOJIbKY YPAII TOXKE HOpManbHOe agotuctoe ocHoanue (B PHK). B pesynsrare
BO3HMKA€eT HACJAeAyeMoe M3MeHeHue rena (puc. 5.4). 3To npuMep Tak Ha3bIBAEMbIX TO-
uyeuyHsbIx Myraruii, korga B JITHK usmensiercss oauH MOHOMED.

3amMeHa HYKI€OTHAA MOJKET PUBECTH K M3MEHEHHMIO CMbIC/IA KOAOHA (MUCCEHC
TaIys) U, CIeA0BATENbHO, K CUHTE3y U3MEHEHHOro 6enka. Tak BO3HUKIA, HAIpUMEP

"

C ) i

‘ 1 Puc. 5.4. Myrauusi, Bbi3BaHHas

G / —‘—1—'—6—‘—‘—‘— [Je3aMUHUPOBAHWEM LIMTO3MNHA!
A

1 — npespaLLeHne UMTO3UHA B ypauun; 2 — pacxoxie-
; Hue uernei matepuHckoinn OHK n cuHTes Ha HUX KoM
\ / \ —_— NemMeHTapHbIX Luenein. OgHa U3 poyepHUX KNeTok no

U | yaet JHK ¢ napoii A—U, B 0TAnuMe OT ApYroi Aovep-

Heli KNeTku, KOTopasi, Kak ¥ MaTepuHcKas, COAepPXUT &
atom mecte [HK napy G—C 3



JitBa 10

OBMEH U ®YHKUUW
nnMnupos

Jlunupl oprasusMa 4eJ0BeKa BKIIOYAIOT COeJUHEHNSsI, 3HAYUTEIBHO Pa3/InJaonuecs
W 110 CTPYKTYPE, 1 110 (PYHKITUAM B KUBOM Ki1eTke. Haubonee BaxxHble rpynbl IUIHI0B

. JKupmnble kuci0ThI, camMble POCTBIE 10 CTPOCHHIO JUNU/IbL. B opranuame onn
CJTYKAT [JTABHBIM OOPAa30M IPOMEKYTOYHBIMU INPOAYKTAMH IIPU PacIaje MK
CUHTE3€ JPYTUX JUIUIOB.

2. JKups! (TpHAMIIIMIIEPHHBI) BBIIOJHAIOT IVIABHBIM 00Pa3oM (PYHKIMIO pe3epB-
HOTO YHEPreTHYeCKOro Marepuaia. JIMnuasl MU IPeACTABICHb B OCHOBHOM
sxupamu (oxoso 99 %). .

3. ®ochomunubl ¥ HMKOJUIH/BI (CIOKHBIE JIUIH/IBI) — BAKHEUNINE KOMIIOHEH-
ThI KJIETOYHBIX MEMOpaH.

4. Crepoupl; Han6GoJee pacIpOCTPAHEHHBIN UX IPEACTABUTENb — XOJECTEPUH.
OH BXOJUT KaK CTPYKTYPHBIA 3JIEMEHT B COCTAB KJIETOYHBIX MEMOpPaH, a Takke
CHIYXKMT IIPEIIECTBEHHUKOM Psifia IPYTUX CTEPOHIOB — JKETYHBIX KHCJIOT, CTe-
POUHBIX TOPMOHOB, BuTamMuna D,.

5. DIKO3aHOMBI — IPOM3BOJHbIE APAXUIOHOBOM KUCJIOTHL BhImomHsIOT perysis-

TOPHbIE (DYHKITUH.

STH PAa3HOPOJHBIE BEMIECTBA OOBEJUHAIOT B KJIACC JUIIMJOB IVIABHBIM 00Pa3oM Ha

HJIOB.
C mapymeHuem oOMeHA JUIMIOB CBA3AH PSIJ| HATOJOTHYECKUX COCTOSHUM, TAKHX,
aK OXKMPEHHE, KeTYHOKAaMEeHHas 60le3Hb, METabOJIUIECKUI alu/io3, aTEPOCKIEPO3.

OBMEH }XWPHbIX KUCNOT

B ymrmiiax gesoBexa 0OHAPYKUBAETCsA GOJIBIIOE Pa3ZHOOOPasue KUPHDIX KHUCIOT; HEKO-
Topble 13 HUX npuBeneHsb! B Taba. 10.1 u Ha puc. 10.1. ITudpoBoit cumMBoOI XKUPHOI
CIOTBI PacI(POBBIBACTCS CIEAYIOMUM 00pa3oM: IepBas nudpa ykasbIBAET YHCIO
YIZIEPO/THBIX ATOMOB B MOJIEKyJIe, I pa IOc/Ie JBOCTOYNS — YHCJIO JBOMHBIX CBSA3EH, a
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1upb! B CKOGKAX — MOJIOXKEHUE ABONUHOM CBSI3M, T. €. HOMEP OJHOTO U3 ABYX YIIEPO
HBIX ATOMOB, COEAMHEHHBIX JABOMHON CBsA3bIO (6rnKaiimero K kapbokcuiy).

Ta6nuua 10.1. HekoTopble HACLILEHHbIE XUPHbIE KUCNOThI IUMWA0B Yenoseka

MacnsiHas CH;(CH;),COOH 4:0

MuprcTHHOBAs CH3(CH;);,COOH 14:0

TTanbMUTHHOBAS CH3(CH;),;4,COOH 16:0

CreapuHoBast CH;3(CH,)1sCOOH 18:0

ApaxuHoBast CH3(CHy);3COOH 20:0

Berenosas CH3(CH;),0COOH 22:0

JIurHouepuHoOBas CH3(CH;),,COOH 24:0 .

2

e U e e VYN
16 9 COOH

[anbmuToOeNMHOBas Kucaora, 16:1 (9)

9 COOH
OsenrioBas kucaora, 18:1 (9)

/\/\/‘&\/A\/W\/ COOH
18 S

Jlunonesas kucaora, 18:2 (9,12)

15 12 9
Jlnnonenosast kuciaora, 18:3 (9,12,15)

14 1 3 5 COOH
ZQW/—\/\Z/

Apaxuzonosast kuciaora, 20:4 (5,8,11,14)
Puc. 10.1. OCHOBHbIE HEHACHILLIEHHBIE XMPHbIE KUCNOThI TKaHel Yenoseka

[Moxasasomee GOMBIMUHCTBO JKUPHBIX KUCJIOT OPraHu3Ma UMeeT YeTHOE Juco yi
JIepoAHbIX aTOMOB. JKHPHO-KMCTOTHDBIN COCTAB PA3HBIX TPYII JHIHAOB PA3/IMYEH.
B TpuanmiminnepuHax (JKUpax) JKHPOBOH TKaHU 4eJOBEKA B HANOOIBIINX KOJIIYE:
CTBaX COAEPXKATCS OJEHHOBAsA, NAJIBMUTHHOBAS U JMHOJIEBAS KUCIOTHI (taba. 10.2).

Ta6nuua 10.2. MpumepHoe coaepXaHne OCHOBHBIX XVUPHbBIX KUCNOT B TPUaLUNrInLEpuHas
XMPOBOI TKAHW YesioBeka [

MupucTuHOBAs 3 Onennosas 55 Y
[MTanbMHTHHOBAS 20 | Tanoncas 10
CreaprHOBast 5 | ApaxuoHosas 0,2 -
TTaneMUTOOIEMHOBASK 5

B 3HAUMTEIHHBIX KOJIUYECTBAX 3THU JKMPHbIE KUCIOTHI COAECPKATCA U B APYriX T

A@X, OJHAKO KMPHO-KUCIOTHBIA COCTAB MIMKOIMIUAOB 1 (POCHOIMITNIOB KIETOUHBIX
memGpan ropaszo 6onee pazHoobpaseH. OCOGEHHO MHOTO XapaKTEPHBIX XKUPHBIX KHC
JIOT HAWJIEHO B CJIOKHBIX JIMIU/AX HEPBHBIX KICTOK.
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HcTouyHnKaMy )XUPHBIX KMCIOT OPTaHM3Ma CIyKAT JHIHAAbI IUIU (IJIAaBHBIM 00pa-
30M JKUPBI) U CHHTE3 XMPHBIX KUCJIOT U3 yIIEBOIOB. PacxoayioTcs JKupHbIe KUCIOTHI B
OCHOBHOM I1O TPEM HANPABJIEHHAM:

1) BKTIOUAIOTCS B COCTAB PE3EPBHBIX KUPOB;
2) BKJIIOYAIOTCSA B COCTaB CJIOXKHBIX JUITH/IOB;

3) OKMCISIOTCS 0 AMOKCHAA YITIEPOJA X BOABI C UCIIONB30BAHUEM SHEPIUH JUIst CUH-
Te3a ATO.

CBOGOJHBIE KUPHBIEC KHCJIOTHI B TKAHAX COJAEPIKATCSA B HEOOIBIINX KOHIICHTPAIH-
X, TOCKOJIbKY OHU CJTYXKaT JIMIIb IIPOMEXYTOUYHBIMU IIPOAYKTAMU IIPY CHHTE3€ U pacIia-
1€ APYr¥X JIMITUZAOB. B KpOBM IUPKYIMPYIOT XKUPHBIE KMCIOTHI (B COCAMHEHUH C abOy-
HHAaMH), OOpa3yloluecss NPH THAPOJU3E TPHUALFUIIHIEPHHOB >KUPOBOM TKAHM.
Bce npeBpamenus cBOGOIHBIX KUPHBIX KMCJIOT B KJIETKAX HAYMHAIOTCS ¢ 00pa3oBa-
1 anr-KoA (akTrBarust )KUPHBIX KACIOT):

R—(li—-OH + HS-KoA + AT® — R—G—SKoh + AMO+HP,0;

Ay peakiun KaTammsupyiorces aipu-KoA-cuarerasamu. B xauecTBe mpoMexyTouHoO-
0 PO/IyKTa KaK IPY OKUCJICHWHM, TaK U IPU CHHTE3€ JKUPHBIX KHCJIOT 00pasyercs are-
1w1-KoA. Cxema OCHOBHBIX IyTell 06MEHA XHPHBIX KUCJIOT IpeAcTaBaeHa Ha puc. 10.2.
a60JIM3M JKUPHBIX KMCJIOT TECHO CBf3aH C METAGOJM3MOM BCEX APYIUX JHUIHALOB.

JIMITH/TBL TTAITTH

JKuphbie
KHCJIOTHI

PesepBHbie KUPbI CrpyKTypHBIE
xmponoﬁ TKaHU erm,m TKaHei

Angu- KoA

Cunres
B-Oxucnenue < > JKUPHBIX KHCJIOT
Aue'm.u KoA

<——— Tmiokoza

Iln'rpambm C'repouzu:l
LMK

Puc. 10.2. OcHOBHbIE NYTU NPEBPALLEHNIA XUPHBLIX KUCNOT

KUC/IeHUE XXUPHbIX KUCAOT

€HOC JKMPHBIX KHCJIOT B MUTOXOHApHH. Bee epmeHThbI B-OKMCICHUS HAXOASITCS
MUTOXOH/IpUsIX. BHyTpeHHAs MeMOpaHa MUTOXOH/IPUI HEIIPOHHUIIAEMA JUIS )KUPHBIX
JIOT; MX TIEPEHOC MPOMCXOMUT IPH YYaCTUH KapHUTHHA:

(CH,),N*~CH,~CHOH—CH,—COOH
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[lpu xeficTBUN KapHUTHH-aIATPaHC(epassl I Kk CMpTOBOM rpynne KapHUTHHA
TIPUCOEMHSAETCS XKUPHASH KUCIOTa (CIOKHOS(UPHOI CBS3BIO):

Aupn-SKoA + Kaprurua < Amurkapautus + HSKoA

puii, IpUYeM AKTUBHBIHA LEHTP SKCIOHMPOBAH B MEXKMEMOPAHHOE MPOCTPAHCTBO
(puc. 10.3). Buyrpennsisi MeMOpaHa MUTOXOHAPHI COAEPXKUT GEIOK KAPHUTHH-aILE
KAPHUTHH-TPAHCIOKA3y: STOT GENOK MEPEHOCUT AIMIKAPHUTUH U3 MEXMEMOpPaHHO=
IO TIPOCTPAHCTBA B IUTO30/1b KIETKM B OGMEH HAa KAPHUTHH, IIEPEHOCHMBINA 13 IUTO:
307151 B MEXKMeMOpPaHHOE IIPOCTPAHCTBO.

PR

f )

Anps-KoA KoA

Kapuurus  AUiakapHUTHH

—

a7y
ERETE (1)
Sy’
KoA

ArmpuikapauTin

Kapuutu Anmir-KoA

Puc. 10.3. MNepeHoC XMPHbLIX KUCIOT U3 LMTO30/151 B MUTOXOHOPUN:
I v Il — kapHUTUH-aumnTpaHchepassbl

Bo BHyTpeHHEH MeMOpaHe MUTOXOH/PUIT UMEETCS TAKKe (PEPMEHT KAPHUTHH
rpancdepasa II, KoTopeIit IIpeBpamaeT arpIKkapHUTUH B aipr-KoA i kapHuTiH.

Crnennduaeckuii nyrs Karabonmusma Xupabx xucaor (B-oxucrenne). Ips
B-oxucnennu oxucasiercsi rpymna —CH,— B f-rionoxenuu xXupHOM KHCIOTBI 10 TPYIIIE

—C—

(") (puc. 10.4, peakrun 1-3). ITpu aToM Ha ABYX CTAAUAX TPOMCXOAUT ACTU/IPH:
pOBaHue: IPU YIaCTUH AIANAETHAPOreHasnl (peakuust 1, (praBUHOBBIN (PePMEHT, BOAS
POJL TIEPEHOCHTCS HA YOMXUHOH) 1 B-oKcHalpieruporenaspl (peakius 3, akienTop
Bogtopona HAJT'). 3arem P-keroanun-KoA npu nefictsun depmenta THONA3bI (PEAKIl:
4) pacnagaercs Ha anetui-KoA n ampur-KoA, ykopodeHHbII Ha /1B yIICPOJHBIX aTOM:
110 CpaBHEHMIO ¢ UCXOAHBIM. DToT ar-KoA BHOBL mozBEpraeTcs f-oKucieHmo.

MHOTOKpaTHOE MOBTOPEHHE JTOTO MPOIECca IPUBOMUT K IIOJHOMY pacriaay
Hoit kucaoTh 10 anetmwi-KoA. Hanpumep, Mosekyia mMaIbMATHHOBOH KUCJIOTHI (11a:
muti-KoA), conepxamast 16 yriepogHbIX aTOMOB, MPEBPAIAETCH B 8 MOIEKYJI AlleTHA
KoA 3a 7 uuxios B-oxucaenus. CyMMapHBIA pesy/israT OKUCTeHns arbMUTHI-Kos
MOXKHO HPEJCTaBUTh TaK:

CH,—(CH,),—~CO—SKoA + 7Q +7H,0 + THAJI" + 7THSKoA — 8CH,—CO—SKoA + 7QH,
+ 7(HAJTH + H").
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OGpasyxonmeca B pe€axknmAax Jeruapu- R_CHZ_CHZ_CHZ_CHZ_W__SKOA
POBaHUS BOCCTAHOBJIEHHBIE KOCl)epMCHTbI 0
PEAAIOT BOJOPOJA B ABIXATEJbHYIO IE€IIh: 1 Q
CYET 3TOTO NpHU B*OKHCJICHHH 1 moup i
BMUTHHOBOM KHUCJIOThHI MOXKET CUHTE3U- ~~“\ QH2

VVBaTbCﬂ 35 moap AT®.

R~CHy~CHy CH—CH—(—SKoA
AlIeTPUIbeIﬁ OCTATOK OKMCJISIETCS B ITUT-

B H,0
aneT-KoA, o6pasylomuxcst U3 MaJlbMUTH- :

HOBOI KMCJIOTBI, MOXET CUHTE3UPOBATHCS
6 Mosb AT®. IToaubiii Beixoy AT® npu
Kpciaennu 1 moab mansmMutii-KoA cocras-
er 131 monb. B AT® 3amacaercs okoJio
% BCeiil sHEPrUN pacHaja NaJIbMUTHHO-
B0ii kucaotet 10 CO, u H,O. Ilpu pacuere
Ha OZH aTOM yrepoJa Berxos AT® cocras-
sieT 8,1 Ui okucaeHus najipMuTata 1 6,3
ISl OKHCJICHUS TTIOKO3bI; TAKUM 06PasoM,
SHEPreTUYECKass eMKOCTh KUPHBIX KHCIOT
yIIECTBEHHO GOJIBIIE, YEM IIIIOKO3BI.
Hcnonp3oBaHue )XUPHBIX KUCIOT IyTeM
B-oKHCIeHNs TPOMCXOAUT BO MHOTHX TKa-
. Oco6eHHO 3HAYUTENbHA POJIb 3TOrO
OYHMKA SHEPIMH B CKEJETHBIX MBINIIAX
IPU JJINTEIbHON (pusudecKkoii pabore u B
cepaeunoit Mpnmie. Oxono 70 % xuciaopo-
, TIOIVIOIAEMOTO CEPAECYHON MBINIIEN, NCIIOIb3yETCH Il OKUCIECHUS JKUPHBIX KUCIIOT.
HepsHas TKaHb HE MCIOIb3YET XKUPHbIE KUCIOTHI KAK UCTOYHHUK SHEPIHUH.
O6meH NPONMOHOBOM KHCIOTHI. B opranuame npeo6iajaior )KUPHbIE KUCIOTBI C
bIM YHCJIOM YITIEPOJHBIX aTOMOB. M3 )KMPHBIX KHCJIOT C HEYETHBIM YHCJIOM YIVIe-
JIHBIX 2TOMOB, UMEIOIUXCSI B OPTaHU3Me B HEGOIBIIOM KOJMYECTBE, HA 3aBEPIIAIO-
i1 craguu B-okucaenns: o6pasyercs: nmponnonm-KoA. Kpome Toro, nponuonmn-KoA
pasyeTcs IpH pacaje HEKOTOPhIX aMUHOKUCIOT (BaIMHA, N30JIEHIINHA, TPEOHHHA,
TonnHa). [ponmonm-KoA oxucisercs no ocoGomy myru (cm. puc. 8.15).

R—=CH~CH;— CH CH—ﬁ—SKoA

K»HA;[HH%

R=CH—C Hz—([f _CHZ_ﬁ—SKOA

. 4 |~ HSKoA

i orme i o om . e e B, 2 . T e e ol s o 9 A o

\

R_CHz_CHZ_ﬁ —SKoA CHT(If— SKoA

Pug. 10.4. OkucneHue XupHbIX KUCNOT

SUOCHHTE3 MUPHBIX KUCNOT

Kpome NumeBsIX )KUPOB MCTOUHMKOM XKUPHBIX KMCJIOT B OPraHU3Me CIIYKUT X CUHTE3
IOKO3bL. HerocpeicTBeHHBIM IPEAIEeCTBEHHIKOM XKUPHBIX KUCJIOT IPU UX CUHTE-
3€ B opraHusMme spisieTcs aneTwi-KoA, T. e. To e BelmecTBo, KOTopoe 00pasyeTcsi Ipu
FOKHCIEHNH KUPHBIX KucaoT. HecMoTpst Ha To, 4To Bee peakiyn B-okuciaenus obpa-
IMbI, OHM HE MCIIOJIB3YIOTCS ISl CHHTE3a JKUPHBIX KHCJIOT.

Anetnn-KoA juisi cuHTe3a XHUPHBIX KHCIOT 06Pa3yeTcsi IIyTeM OKHCINTEIBHOTO Jie-
apOokcrIMpoBaHus mapysaTa. Kpome Toro, okuc/I€HIe 1 CUHTES JKUPHBIX KUCJIOT pas-
€HbI B IIPOCTPAHCTBE: OKUCJIEHHE IPOUCXOUT B MUTOXOH/IPUSIX, 4 CUHTE3 — B I[U-



BUOXUMUA
MEXKNETOYHOIO MATPUKCA

MexxieTounbiii MaTpuKe — 9TO Onpe/eIeHHbIM 06Pa30M OPraHU30BAHHOE BEIIECTR
3aTONHSIONEE TIPOMEIKYTKH MEXKAy KIeTKamMu. MaTPUKC MOCTPOEH B OCHOBHOM W3
€/IMHEHUI YeTHIPEX KIACCOB — KOJUIATE€HOB, IPOTEOITNKAHOB, HEKOJLIATEHOBBIX C
TYPHBIX IJIMKOIIPOTEUHOB U 3/1aCTUHA. PazuyaioT ABe 9acTu MEKKJIETOYHOTO MAT
ca — GasalbHblE MEMOPAHbI ¥ HHTEPCTHUIMAIBHYIO ((PUOPOPETUKYIAPHYIO) COeH
TEJIbHYIO TKaHb.

basamsnbie MeMGpaHb! HPEACTABIAIOT COGO TOHKME IVIEHKH, Ha KOTOPBIX «Pay
BCE KJIETKU OpraHM3Ma, KpOMe KJIETOK COEJMHUTENbHOM TKaHu 1 Kposu (puc. 18.]
basanbHbie MEMOPaHBI UMEIOTCS MEKTY STIMACPMAILHBIM M A€PMATHHBIM CIOEM KO!
TIOJi BIUTENNEM, BHICTIIAIOIINM IIOJOCTHU MUIEBAPUTEIBHOTO, JbIXATEIBHOTO, MOYET

DUUTETNAJIBHBIE KJIETKI

€ % e, ..

vitSen lamina lucida | gasansnas

ROSEE :
T ‘\\\;@,22:)) lamina densa | membpana

—
g\& é 7~ 'ﬁ‘- MEKKJIETOYHBI MATPHKC

Puc. 18.1. CtpoeHuve 6asanbHbix membpan:

1 — anuTenuansHele knetku; 2 — GasanbHas MembpaHa (a — CeeT/bIi cnoi, lamina lucida; 6 — NAoTHLIE
cnoii, lamina densa); 3 — GUOEPOPETUKYNAPHDINA MEXKIETOUHBIA MaTPUKC

J
A
<

KJIETKaMH, ¥ CBOOOHASA (AIIUKaIbHAS) YaCTh; IVIACTUHYATHIN KOMIUIEKC OGBITHO pacrto
JIOKEH B alMKAJIbHON 9acTy KaeTku. OcHoBanue (6a3aJbHbINA KOHEN| KIETKH) conep.
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PHETMAIBHbBIE MOJIEKY/ISIPHBIE CTPYKTYPBI, TPUKPEILISIONIE KIETKy K 6azanbHoi MeM6-
€ 1 o6GecreynBalone OGMEH CUTHATAMEI MEXK/Ty KIeTKON M MEKKIETOUHBIM MATPUK-
COM (CM. HIDKE).

CoenptHuTeIBHAST TKAHD, MO00HO M0G0 TKaHU, HAPSAY C MEKKIETOUHBIM Belle-
STBOM COZAEPIKUT KIETKH, ITABHBIMHI M3 KOTOPBIX ABASIOTCH (PUOPOGIACTBI U UX PA3HO-
WMAHOCTH (OCTe06aACThI, XOHAPOBIACTDI, KepaTobaacTl u Ap.). KiueTkn coeaunnrens
HOW TKAHU HE CBSI3aHBI C 6GA3AIBHBIMU MEMOpaHAMU; OHM TOKOATCS WU MUTPUPYIOT
OCPEJICTBEHHO B TOJIIE MEXKIETOUHOro BemecTsa. Coe[MHUTENBHYIO TKAHD OT/IH-
OT OT JPYTUX TKaHeil GOJIBIIIE IPOMEKYTKH MEX/Iy KIETKaMH 1, COOTBETCTBEHHO,
JIBIIOE KOJMYECTBO MEXKKIeTOUHOro BemecTsa. bonee 80 % Bcero xosurarena Tesa
HAXOJWUTCS B KOXKE, KOCTAX, CBA3KAX, CyXOKUIUAX, Xpamax. [Toaromy ocHOBHbIE KOM-
HOHEHTH! MEXKJIETOYHOTO MAaTPUKCA OBUIN BIIEPBbIE OOHAPYKEHbI UMEHHO B COEAUHU-
€JIbHOI TKAH! U JIOTO€ BPEMSI CUUTAINICH XaPaKTEPHBIMU TONBKO IS 9TOM TKAHH.
MesKK/IeTOYHBII MATPUKC BBIIOJIHAECT MHOIOOOpPa3Hble, B TOM UUCIIE CHEeNUaIn3n-
oBaHHbIEe, PYHKIMN B pasHbIx opranax. Ecium ke roBoputs o Hanbosee o6mux ero
DYHKISX, TO HPEX/e BCEro CIEAYET OTMETUTD YIaCTHE MEKKIETOYHOIO MATPUKCA B
YOPAZOBAHMN TKAHEH, B CO3AHUY CJIOKHONM MUKPOAPXUTEKTYPbl TKAHEH U OPraHoB: B
X [POLECCAaX MEXKICTOYHBI MAaTPHUKC BBIITOJHSAET POJb CTPOUTENBHBIX JIE€COB U
@pkaca, Ha KoTopoM (opmupyercs TKaHb. Kpome Toro, B cpOpMUPOBAHHBIX TKaHSX
HKKJIETOYHBIN MATPUKC CKPEIUISET, CKJIEUBAET KIETKH JAPYT C APYTOM, MOAAEPKUBAET
YOPMY KJI€TOK ¥ OPIaHOB, IPH/IAET TKAHAM MEXaHUUECKYIO TPOYHOCTh. bosee ciuoxknas
KISI CBSI3AHA C PETYJISTOPHBIMU BIMSHUSIMU MEKKI€TOYHOTO MATPUKCA HA KIETKH.

ACTIPOCTPAHEHHBIE KOJIAT€HBI 00PA3yIOT B MEXKKJIETOYHOM MaTpUKce (pubpuibl
osurarenst Tunos I, 11, 111, V, XI) u cereBugabie cTPyKTYphl (Kowtarens: IV, VIII u
. YHKIHH JPYrUX KOJUIAT€HOB MHOI'OOGPA3HBI.

HssectHo cBpnue 400 MyTanuii pa3HbIX KOJUIAT€HOB, CBA3AHHBIX € 6OJIE3HAMU YEJI0-
ca — osteogenesis imperfekta, XOHAPOAMCILIA3MH, HEKOTOPBIE POPMBI OCTEOTIOPO3A
1 OCTE0APTPUTOB, GOJIE3HB IIOYEK, M3BECTHAS IO/l HABBAHMEM CHHAPOM AJIBIIOPTA, U JIP.

KomnnareH cCMHTE3UPYIOT ¥ CEKPETHPYIOT B MEKKJIETOUHYIO CPEly MHOTUE KJIETKH
CJI HE BCE), HO B KOJIMYECTBEHHOM OTHOIIEHUM IVTABHBIMM ITPOJYIEHTAMM KOJUIareHa
SLOTCSI KIETKHA (PUOPOBIACTHOTO Psijia COEJMHUTENBHOM TKaHU (B COOTBETCTBUM C
HIBIION MAaCCOM MEXKJIETOYHOTO BENECTBA B 3TOM TKAHM).

ubpunnoobpasytowue KonnareHo

fonexynor xoswrarenos I, II, TIT, V, XI o6pasoBaHbl TPeMS IOJIUNETITUAHBIMY HETISIMHU,
@K 13 KOTOPBIX CKPYY€Ha B JIEBYIO CIIHPAJb, 4 3TH CIIUPAJIbHBIE LENN CKPYyIEHDI
MecTe B IpaBylo cynepcrupaib. CIHpaTbHbIH JOMeH Kojuarena I coaepxur oxoso
000 amuHOKHCIOTHBIX OCcTaTKOB (330 mosTopoB [n-X-Y). Imunun nosTopsomencs
sneposarensroctr [n-X-Y (cm. puc. 1.28) obssaTenen pis 06pa3oBaHUs TaKOU
CTPYKTYPbI, TIOCKOJIbKY PaJMKas JI000H APYroil aMUHOKUCIOTHI HE IIOMEIAETCS MEXKIY
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Tpems MENTUAHBIMY HENsMHU B LIEHTpe TPoiiHoi crmpau. B nocnenosareasuoctu Div
X-Y mosunust X 9acTo 3aHATA MPOJIMHOM, A ITO3ULIMS Y — OKCHUIIPOJMHOM. DTH /IBE aMU-
HOKHCJIOTHI OTPaHMYMBAIOT BpalleHue noaunenTiaHoi nermu. Tpoiinas cmpans crabus
JM3UPOBAHA BOAOPOAHBIMY CBA3SAMHU U BOJHBIMM MOCTHKAMH, MHOTHE 13 KOTOPBIX 00-
PasyloTcs C y4acTHEM OKCHIpOJMHA. Pajukansi amMuHOKuCIOT B mosmimax X u ¥
HAXO/SITCs HA [TOBEPXHOCTH TpoiHOM crmpanu. [lopsanok pacnpezneneHus K1acTepoB
rpoOGHBIX 1 3aPSLKEHHbIX PAJMKAIOB 110 JUTHHE MOJIEKYJTbI OGecreunBaeT camoc6op-
Ky MHOTOMOJIEKYISIPHBIX KOJUIAT€HOBBIX CTPYKTYP C YIOPSIOYE€HHBIM PACIIOI0KEHUEM
MOJIEKYJL.

Kosnaren I coaepkurcst B TKaHsX (B HAUOOJBIINX KOJMYECTBAX) U B PA3HbIX OpPra:
Hax. PacnpocTpaHeHue Jpyrux KouiareHoB 6osiee n3bupaTesibHo.

CuHTE3 KOJUIareHa BKJIIOYAET CTAAUM TPAHCISIMYU, BHYTPUKIETOYHON ITOCTTPAHC:
JISIUOHHOM MOAN(UKALMY ¥ BHEKJIETOUHOMH MOIu(UKAIIM, 3aBepIalomerics 06paso-
BAHUEM KOJUIAr€HOBBIX BOJIOKOH (puc. 18.2).

[Menrruambie neny KoJuraresa o6pasyloTcs: Ha NoJMpubocoMax, CBA3aHHBIX C M€
paHaM¥ SHAOILIA3MATHYECKOrO peTHKy/IymMa. OXHOBPEMEHHO C TPAHC/ISAIMEH IPOUCXO~

CurnanpHpiii  N-KOHIEBOM C-KOHIIEBO#t
TeNTH MeNnTHz HENnTHL
~100 ~1050 ~250

aMHUHOKMCIIOT aMHUHOKMCIIOT aMMHOKHCJIOT

IlenTuanas uenb TIpOKoJIareHa

ITpokosnaren

|

SRS —=

Kosnaren

l

KOJIJIATEHOBBIE BOJIOKHA

Puc. 18.2. CuHTes konnareHa |

JUT I'UAPOKCHIMPOBAHKE TIPOJTMHOBbIX U IU3UHOBBIX OCTATKOB B PACTYIIMX IEIT
rensix. B 5TO# peakiuy HCIOb3YIOTCs KUCIOPOJ U (¢KETOLTyTapaT; B KauecTBe KO
TopoB yyacTByloT MoH Fe* n ackopGunosas kuciora (uramun C) — puc. 18.3. Om
U3 J[ByX aTOMOB KMCJIOPOJA PAacXoJyeTcs Ha 06pasoBaHUe TMAPOKCHIBHOM TPYIIIBL B
AMMHOKMCIIOTE, a IPYyroii — Ha 06pasoBaHue KapOOKCUIBHOM IPYNIIbl B SHTAPHON
JoTe.

AcKkop6UHOBAs KMCIOTA JIETKO OKHCJIAETCH B JETHAPOACKOPOMHOBYIO KUCIOTY
(puc. 18.4).

OGparHOoe IpeBpalieHne MPOUCXOAUT B (PePMEHTATUBHOM IPOLECCe 32 CYET B
CTAHOBJIEHHOTO IIyTaTHOHA. B KauecTBe KO(epMeHTa IMIPOKCIIA3 ACKOPGUHOBAs KIHE



DiaBa 18. BHOXHMMEA MEXKIETOYHOTO MaTPHUKCA 435

OcTaTKyl IPOJIMHA ¥ JIM3UHA

B NENTU/IHBIX TETsX
i
a-Kerormyrapar
Tuapokcuiasa-Fe?',
acKOpOUHOBAsT KHCIOTA [
P CO,
N Cykuumnar

Y
Ocrarku 4-rHIpOKCHIIPO/INHA
U 5-THAPOKCWIM3WHA B TIEHTH/IHBIX LENAX

Puc. 18.3. N'vapokcunvpoBaHue nponanHa 1 nmauHa

0—(f 0=

-2H i

2 7
HO—C +2H 0=C

H
HO— H HO—CH
H,C—OH H,C—OH
acKkopOMHOBast JETHAPOACKOPOMHOBAS
KHCJIOTA KHCJIOTa

Puc. 18.4. OkvcneHue 1 BoCCTaHOBEHNE aCKOPBUHOBOW KUCNOThI

JI0Ta, BEPOSITHO, BBINIONHSET POJIb BOCCTAHOBUTEJS], CIOCOGCTBYIONETO COXPAHEHHMIO
HMOHA JKese3a B IByXBaJEHTHOM COCTOSIHUH.

I'mppoxcrimposanue npoarHa HEOGXOAMMO JUIsi OOPA3OBAHKS HA MOCHEAYIONIMX
3Tarax CTabuIbHOM TPEXCHMPATBLHOM CTPYKTYphI KojlareHa. [MApOKCHIMpoBaHHbIe
OCTATKU TU3UHA (HAaps/y ¢ HETMAPOKCHIMPOBAHHBIMK) YYaCTBYIOT B 06Pa3OBaHUM KO-
€HTHBIX CBsI3€1 MEXK/y MOJIEKYJIaMM KOJUIareHa pu cO0pKe KOJUTAre HOBBIX (PUOPHILL.
Ipu nsre — 60s1€3HM, BBI3BAHHOI HeAOCTATKOM BUTaMuHa C, CHHTE3 KOJUIAreHa Ha-
DYIIEH Ha CTAaAUM THAPOKCHWIMPOBAHMS IPOJIHMHOBBIX U JIMBMHOBBIX OCTATKOB.
B pesysbraTe HENOJIHOTO TUAPOKCUIMPOBAHUS MENTHIHBIX Ielei 00pasyloTcss MeHee
CTabuIbHbIE U MEHEE MPOYHBIE KOJUIAreHOBbIe BOJOKHA. C 3TUM CBS3aHBI IOMKOCTD
DOBEHOCHBIX COCYJOB IIPH IUHI€ ¥ BOSHUKHOBEHUE MHOXXECTBEHHBIX TOYEYHBIX KPO-
BOMBIASHUM.
ITo mepe pocra nenTUAHBIX IENeil OHM € MOMOIIBIO IHAPOGOGHOTO CUTHATEHOIO
acTka Ha N-KOHIE IIPOHMKAIOT Yepe3 MeMOPaHy B IOJOCTh dHAOILIA3MATUYECKOTO
WKYJIyMa, A€ IPOUCXOAUT IIMKO3WINPOBAaHUE NENTHUAHBIX el H UX 00beiHe-
HIIE B TPEXCIUPAIbHBIE MOJIEKY/IbI IPOKOJ/UIATEHA: B IPABIIBHOI OPUEHTAIMH TieTe
CTBYIOT KOHIIEBbIE IPONENTH/IbI. B X0/1€ 5TUX IpeBpameHuii IPOKOJUIATeH [IepeMe-
MAETCS U3 SHAOIUIA3MATUYECKOTO PETHKYIyMa B TUIACTUHYATHIA KOMIUIEKC, BKJIIOYAETCS
8 CEKPETOPHbIE TPAHYJIbI U CEKPETUPYETCS. YKE B MEXKJIETOUYHOM ITPOCTPAHCTBE MPH
IEHCTBUM TPYIIIBI CIIENUATBHBIX IIPOTEOMUTUYECKUX (DEPMEHTOB OT IPOKOJUIATEHA
METUISIIOTCS. KOHIEBbIE MPONENTH/ABI, B 06pasyeTcss KOJUIareH (TPOIOKOJUIATEH).
3 KoJutareHe 6a3albHbIX MEMOPAH KOHIIEBBIE IENITH/bI MOIYT Y HE OTIEIIATHCS.




436 Yacte IV. Oco6eHHOCTH GHOXUMUMN OT/AEIBHBIX OPraHOB U CUCTEM

O6pasoBanue KOMIareHoBbIX (PUOPH/UT — 3TO B OCHOBHOM IIPOIECC CAMOCOGOPKH,

HO CTPYKTYpbI, MOJTYYaIONIHEcs B PE3yIbTaTe CaMOCOOPKH, 3aKPEIUIFIOTCS IyTeM obpa-
30BaHUS MEKMOJIEKYJIAPHBIX KOBAIEHTHBIX CITMBOK. B MEXKJIETOUYHOM MaTpHKCE €CTh
epmenT Mu3MIOKCHA3a, KOTOPBIH OTIIEIVIIET €-AMUHOTPYIIIY OCTATKOB JM3UHA W
TUIPOKCUIM3UHA C OOPAa30BAHMEM ATbACTUAHOM IPYNIIbI (IIOJyYaeTCs aJUIN3UH, PUC.
18.5). Jlanee ocTaTOK A/UIM3UHA OJHOM

MOJIEKYJIBI KOJUIAT€HA PEArupPyeT C aMu

et (?Hz—éHz,——NHz HOTPYNTON OCTAaTKA JIM3UHA APYrOi MO~
JIEKYJIbI KOJUIaT€Ha ¢ 00pa30BAHMEM KO-
0, BJIEHTHOM clIMBKU. Bo3aM0oxHO 06pa3o
BaHUE CBSI3U U MEXKJY ABYMSI OCTATKAMM
NH, AJTM3UHA.,

s 8/O £ 3 ANBTEpPHATUBHBIN CIUTAMCUHT TTpe
JIus—CHZ—C\ H,N—CH;—CH;—Jlus  MPHK HEKOTOPBIX KOJ/UIAN€HOB YBEINYH-
H BaeT pa3HOOOpasue MOJEKY)I KOJUIareHa.
Hexoropeie u3 ¢epMeHTOB, ydacTBy-
IONIYX B MOCTPAHCIAIMOHHOMN MO (KA~
H,0 1IN KOJUIareHa, PacCMaTPUBAOTCH Kak
{ 5 e e 8 IEPCIIEKTUBHBIE MUIIEHH JIEKAPCTB (MH-
Jlu3—CH;—C=N—CH;—CH;—JIu3 rUGUTOPOB) JUIsl IPEAOTBPANIECHIS M30BI-
I|~I TOUHON (PUOPO3HOI peakuu pu MHO-

ruX GOJIE3HSIX.
Puc. 18.5. [leaaMyHMpoBaHue 0CTaTKoB Ha puc. 18.6 npexacraBiena snexkT-
nuanHa B konnareHe u obpasosaHvie poHHas MukpodoTorpadus 6a3aTbHON .
MEXMONEKYNAPHLIX CLUNBOK MeMOpPaHbl U KOJUIAr€HOBBIX BOJIOKOH..

Kosrarenosple BOJOKHA HMEIOT BBHICO
KYIO MEXaHUYECKYIO IIPOYHOCTD; PA3BETBICHHbIE U ITE€PEIUIETAIONIIECS BOJIOKHA 00
IOT TPEXMEPHYIO CETKY, 3allOJHEHHYIO JPYTUMH BEMIECTBAMU MEXKJIETOYHOTO MaTp
ca, KOTopas ¥ IpPUJAeT MPOYHOCTb TKAHSIM.

Puc. 18.6
AnekTpoHHas MukpodoTorpapus .
6azanbHO MeMBOpaHbl U PaCMONOXKEHHbIX:
noa, HeW KonnareHoBbix Gpubpunn f

1
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KonnareHbl, 06pasytoume ceTeBupHble CTPYKTYpPbI

HauGonee pacnpocTpaHeHHBIM GEIKOM 5TOM IPyIIb siBJsieTcs: Kosuiaren IV tuma, oc-
- HOBHOW CTPYKTYPHBIH 6€JI0K 6azanbHbIX MeMOpaH. B reHOMe desoBeka nMeeTcs mecTh
- JIOKYCOB, KOJMPYIOIUX MECTh PA3TUYAIONMXCS TENTUIHBIX TENeH, U3 KOTOPBIX CTPOSIT-
€51 TPEXIenoYeaHbIe MoseKy bl kosutarena IV, Ienmuanre neru koyurarena IV we mozsep-
TAIOTCS IPOTEOTUTHUECKOH MOAMDUKAIINHN IOCIIE CEKPELMY 1 COXPAHSIIOT KOHIIEBBIE VIO~
Oynsipubre jomennl. Yame Bcero kostaren IV cogepskur ueru ol (IV) n 02(IV) B cocra-
Be rereporpumepos [0l (IV)]202(IV). BaaumozeiicTByst rmo6yasipabiMu C-KOHIIEBBIMU
JIOMEHAMU, MOJIEKYJIBI OOPA3yIOT IUMEPHI, A TIPU B3AUMOAEHCTBIH N-KOHIEBBIMH 10-
MeHamu — Terpamepsl (puc. 18.7). Jlasee K 9TUM B3aUMOAEHCTBUAM KOHEIl B KOHET]
A0GABIAIOTCA JaTE€PAJbHBIE B3aMMOJEHUCTBHUS TPEXIEOYEUHBIX CIIUPAIBHBIX JOMe-
HOB, B TOM 4HCJIe ¢ 06pasoBaHueM cynepcrnupaziei. B pesynbrare mosygaercs cere-
BUJIHAsi TPEXMEpHasi CTPYKTypa C IeKCarOHaJbHBIMU siueidkaMu pamepom 170 mwm.

(4 sesrsesTSesTrsrsrsasrrsrsrsocacE O

— —
78 1 HK1

Puc. 18.7. CeTeBugHasi CTpykTypa, o6pasbsaHHas kosnnareHom IV:

a — TponHas cnvpasnk MoHomepa konnareHa IV: 7S — N-koHew; HK1 — C-koHel,; 1 — MoHomep; 2— au-

mep, 06pas3oBaHHbIi coeavHeHneM MOHOMePOB B o6niactu AomeHos HK1; 3 — teTpamep, 06pa3oBaHHbIit

©oevHeHeM MOHOMEPOB B 06/1aCTU IOMEHOB 7S; 4 — 06pasoBaHiie CeT4aToi CTPYKTYPb! U3 ONIMFOMEPHBIX
dopm konnareHa IV

Muorue us xonnarenos, He o6pasyiomux ¢pubprLn (kouraresst Tunos IX, XII, XIV,
, XIX u HeKOoTOpBIE Apyrue), CBA3aHbI ¢ HGUOPHLIAMU U OKA3bIBAIOT BIMSHHUE HA
TPYKTYpPY (B 4aCTHOCTH, HA TOJIMHY) M OPUEHTAIMIO (HPUOPHILL.

Hapsity ¢ koiareHOM, B CO€MHUTENBHOM TKAHU COAEPKUTCS snacTur. Kak u kosua-
T€H, SIACTUH COAEPKUT MHOTO IIMIMHA ¥ nponuHa. OHAKO, B OTIMYUE OT KOJUIAreHa,
B HEM MJIO TU/IPOKCUTIPOJINHA, HET M'MIPOKCHIM3HHA M HEOGBIYHO MHOTO BAJIMHA, JIAXKE
HosibIle, YeM TPOJMHA; MHOTO TAK)XKe JPYruX THAPO(MOGHBIX aMUHOKHCIOT. [Terrumast
LeNb IACTUHA JUIMHON 0KO0JI0 450 aMUHOKMCIOTHBIX OCTATKOB HE MMEET MOCTOSHHOM
IIPOCTPAHCTBEHHOM CTPYKTYPBI, HO KAXAas MOJIEKy/la B HEHANPSHKCHHOM COCTOSTHUN
HPOU3BOJIbHO U30THYTa, 00pasyst O4eHb PBIXJYIO 06y ay (puc. 18.8). B MexkieTouHOM
MaTPUKCE MOJIEKYJIbI 3IACTUHA COEJIMHEHBI MHOKECTBOM CIIMBOK, B 0OPA30BAHIH KOTO-
PbIX YYACTBYIOT OCTAaTKU JU3UHA. B pesynsraTe IMOIyYaloTCsT 9TaCTUHOBBIE BOJIOKHA U
cion. [mbkas u ciaygaitnas KOH(GOPMAIHS MOJEKYJI BIACTHHA B 9TUX BOJIOKHAX U CJIOSX
1e1aeT BO3MOKHBIM ObpaTuMoe pactsukenue (puc. 18.9).



