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NMPUHATBIE COKPALLEHUA

AJI® — aneHosnHaMbochOpHAsT KUCIIOTa

AM® — aneHo3mHMOHOMOCGhOPHAST KNCIOTa

AJIT — anannHamMuHOTpaHCchepasa

ACT — acnaprarammuHoTpaHcdepasa

A®K — akTuBHBIE (DOPMBI KHCIOpOIA

TAM® — HIMKIMYeCKU aneHo3nHMOHOGochaT

AT® — aneno3uHTpudochopHast Kucaora

o,-AT — «,-aHTUTpUTICUH

BBII — Genku, boraTble MPOJIMHOM

BUII — Ba30akTUBHbBII MHTECTUHAIbHbBIN MOJIUITCOTU
T'AI' — rMKo3aMUHOTIMKAHbI

I'TI 340 — rmukonporenH 340

pI'M® — uuKIM4YecKnii TyaHo3uHMOHOGochar

I'’T® — rya"HosnHaudocoar

JHK — ne3okcuprboHyKIeMHOBasI KUCI0Ta

NJI — uHTepaeiikun

Ig — uMMyHOIIIOOYIUH

SIgA — cekpeTOopHbIii UMMYHOIJIOOYJIMH A

NDP — nHCYyTMHOTIONOOHBIN (hakTop pocTa

MBK — MopdoreHeTnyeckuit 6eJ10K KOCTU

o,-MTI' — a,-MakporI00yJIH

MMII — MaTpUKCHBIE METAJIJIONIPOTEMHA3BI (MATPUKCHUHBI)
NO — oxcua a3zora

OPG — ocreonporerepnH

RANK — pernientopbl akTuBaTOpa siiepHOTO (pakTopa TpaHCKputimu Karrma B
RANKL — nuranag penenTtopa akTUBaTopa siepHOTo (pakTopa TpaHCKPUII-
1y Kanrma B

RGD — aMMHOKHCIIOTHAS MOCJIETOBAaTEIbHOCTD apr-TJIM-acll
MPHK — maTpuyHas pubOHYKJIEMHOBAasA KUCIOTA

TUMII — TKaHeBble MHTMOUTOPHI METAJJIONPOTENHA3

TTT — TupeoTponHbIii TOPMOH

TIP-39 — TadTeTMHUHTEPAaKTUBHBII OesloK ¢ M.M. 39 k/la
SCN™ — Tuonmanat

TO®P-B — B-TpaHchopmupytomnii hakTop pocta

YI® — ypununaudocdar

DAD — 3'-pochoaneHo3nH-5"-pocdar

DADC — 3’-dpocdoaneHo3nH-5'-bochocynbhar

DOUD — pochatuannrHosuTononcdocdar



6 [MpuHATLIE COKpaLLeHus

®HO — (akTop HEKPO3a OITyXOJIN

®PI' — dakTop pocTa TrenaTolnTOB

®PH — dakTop pocta HEpBOB

®PT — dakTop pocTta TPOMOOLIUTOB
DOP® — dakrop pocra pudpodIacCTOB
®DPD — pakTop pocTa SHIOTEITUS

DOP — snuaepmanbHBIN (akTOp pocTa
OIIP — sHaOMIa3MaTUYECKUI PETUKYITYM



NPEANCNOBUE

M3ydyeHre MaKpoMoJIeKyJl 1 OMOXMMUYECKUX MTPOLIECCOB B TKAHSIX MOJIO-
CTH pTa 3aKJAAbIBaeT OCHOBY MpO(peCCUOHAIBHBIX 3HAHWI Bpada-cTOMa-
TOJIOTA W SIBJISIETCS HEOTHhEMJIEMOI YacThIO €TO MOATOTOBKHU. B mociemnue
rojibl HAKOIUIEH OTPOMHBIN 00BbEM (DaKTUUECKUX CBEAEeHUI 00 0COOEHHO-
CTSIX METabOJMUYECKMX IMPOILIECCOB B MSITKMX W TBEPABIX TKAHSX ITOJOCTHU
pTa, OIyOJMKOBAHHBIX B Pa3INYHBIX CIIEINATbHBIX M3TaHNIX. OQHAKO 3TH
MaTepHaIbl He HAIIUTH JOCTATOYHOTO OTPAKEHUS B OTCYECTBEHHBIX YICOHBIX
MOCOOUSIX 71 OyAyIINX Bpadyeli-CTOMATOJIOTOB.

3agaya HACTOSIIIETO TPEThero M3MaHMSI 3aKJIH0YaeTCs B BOCITOJHEHUM
MpoOeIoB, UMEIONIMXCS B YUeOHON JTuTepaType, U B CTPEMJIEHUU 0000IIUTh
AMEIOIIYIocsT MH(GOPMAIIAIO UIST CTYIEHTOB CTOMATOJOTMYECKUX (DaKyihb-
TETOB MEIMLIMHCKUX By30B Poccum 1mo npoduibHOMY pasneny OMOXUMUM.
s ocBoeHMSsT TpPeACTaBJEHHOro MaTepuaja HeoOXOIMMO 3HaHWE MeTa-
0OJIMYIECKUX TIPOILIECCOB, M3yUYaeMbIX B OOIIEM Kypce OMOXMMHM, a TaKKe
HEKOTOPHIX aCTIEKTOB MOJICKY/ISIPHOI OMOJIOTHMN.

KHura coctouT U3 BOCbMU pa3iesioB, OTpaXkalolInX OOILINe CBEASHUS
0 OMOXMMUYECKUX MPOLECCaX MEXKIETOUYHOIO MaTpUKca COeIUHUTEIbHOM
TKaHW, OCHOBHI BCeX TKaHEi pOTOBOM MTOJIOCTH, CIM3UCTON 000JI0UKH MOJIO-
CTH pTa, a TaKKe OMOXMMHWYECKHME OCHOBBI IIPOILECCOB MUHEpPATU3AlNH,
CJIIOHOOOPA30BaHUS U CIIIOHOBBIIEIEeHUS. B €€ 0CHOBY ITOJIOKEeH MaTepuall
JIGKIIMA 1O MpodUIbHBIM pasnejaM Kypca ISl CTYAEHTOB CTOMAaTOJIOTH-
yecKoro (¢akyspreTa MOCKOBCKOTO TOCYIapCTBEHHOTO MEINKO-CTOMAaTO-
JIOTUYECKOTO YHUBEPCUTETA W TPEIBIAYIINX M3TAHWKA JAHHOTO ITOCOOUS.
Ocoboe BHUMaHUE yACICHO HEPa3phIBHON CBSA3M CTPOCHUS MaKPOMOJICKYJI
¢ UX QYHKIMSIMM, a TaKxKe METa00JIMYECKIM TTPEBPAILICHUSIM 3TUX MOJIEKYJI
B pa3IMYHBIC BO3PACTHBIEC TTIEPUOIBI. AKIICHT B U3JI0XKEHUM CIeJIaH Ha 0CO-
OCHHOCTSAX METa0OJUUECKMX MPOIICCCOB B TKAHSIX MOJIOCTH PTa YEIOBEKa,
KOTOpbIC HEpa3pbIBHO CBSI3aHBI C OOMEHOM BEIIIECTB B IPYTUX OpTaHaX yesio-
Beka. [TocoGue mpegHa3HavYeHO TS CTYICHTOB, OPIMHATOPOB M aCITUPAHTOB
MEINIIMTHCKHX BY30B.

OCHOBHBIC TIOHSTUS ¥ TEPMUHBI BBIICICHBI B TEKCTE TpapUUCCKH, a BakK-
HeHIIe NHOCTPpaHHbIC TEPMUHBI TIePEBEICHBI HA PYCCKUI SA3bIK; TIPUBEICHbI
MPUHSTHIE B COBPEMEHHOM JTUTEpaType CHHOHMMBI. B KOHIIE KHUTY TPUBEAEH
CITMCOK OCHOBHOI JINTEPATyPHI.

ABTOp TPUHOCHUT WHCKPEHHIOK OyarogapHocTh momneHTy OcTpoB-
ckoii .T". u BceM corpynHukam Kadeapsl onoxumun MI'MCY 3a momo1ib
B noabope MaTepuaa 1jisl HaCTOSIIIEro MOCo0Us U yyacThe B 0OCYXKIEHUU
padoTHhI.



BBEAEHUE

IMonocTh pra B opraHU3Me uesjoBeKa SIBSIETCS HavyallbHbIM OTAEIOM
MUIIeBAPUTENIBHOTO TPaKTa, B KOTOPOl MpencTaBieHbl Pa3IUYHbIE BUIbI
TKaHel, UMerIue cBou Mopdosornyeckue, GyHKIIMOHAIBHBIE U MeTa-
O0omyecknue oCoOEHHOCTH. B poOTOBYIO IMOJIOCTH OTKPHIBAIOTCSI MPOTOKU
CIOHHBIX Xené3. KocTHas TKaHb 3yOHBIX JYHOK, MpUJIeTalolne yJ4acTKu
JIECHBI U TIEPUOMIOHT, CBSI3aHHBIN C TKaHSAMU 3y0a, 00pa3yloT napodoHm.
[To pm3nuecknm cBOMCTBAM TKAaHU TIOJIOCTU PTa MEJSAT HA TBEPbIe (MUHE-
paJIM30BaHHBIE): 9MaJlb, JCHTHUH, IIEMEHT, aJlbBEOJISIPHASI KOCTh U MSITKUE
(HeMMHepaM30BaHHbIC): TyJbIa 3y0a, JecHa, HaJKOCTHUIA albBEeOsIp-
HBIX OTPOCTKOB U MepuoaoHT. [TonocTh pTa, 3a UCKIIOYEHUEM YYACTKOB,
BKJTIOUAIOIIMX KOPOHKU 3yOOB, BBICTIIAHA CIIM3UCTON 00O0JIOUKOIA.

CrpykTypa 3yda mpencraBieHa Ha puc. 1.

Owmarnb
Kopotka — Rentu
JecHa
Lleiika — MynbnapHas nonocTb 3y6a,
3anosiHeHHas nynbnon
4 LlemeHT
4 Kanan kopHs
[4
y LA
Kopenb —| wik 5 =
’Q 4 = MepvonoHTanbHble
&9 ¢ 1= BOJSIOKHA
=
% 2 =] )
Py 4 g g : AnbBeona (KocTHas nyHka)
Bae / 4
| D AnukaribHoe 0TBepCTME

— -'",‘;-:-\':‘ =
Patsa o e ¢
RECO 2o o o2 005D

Puc. 1. 06wwmii nnau CTPyKTypHOiA opraHu3auui 3y6a [no Nanci A., 2003]



BBegexue 9

OcHoBy 3y0a cocTaBisieT JEHTUH — TBEpAasi OObI3BECTBIEHHAsSI TKaHb,
KOTOpasi oopa3syeTcsl B Ipoliecce pa3BuTusi 3yoa. CHapy>Xu IEHTUH B pa3iny-
HBIX OTAeaX MOKPHIT ABYMSI BUJAMU TBEPABIX MUHEPATM30BAaHHBIX TKAHEH:
SMaJIbI0 1 IEMEHTOM. BHYTpeHHsIT JacTb 3yOa ITOI ACHTUHOM 3allOJIHCHA
nynbroii. [pukpenieHue 3yda K KOCTHOI JyHKe oOecreurBaeT MOAAePKU-
BalOLIMIA €ro anmnapar, COCTOSIIIMEA U3 LIEMEHTa, MePUOJOHTATbHBIX BOJIOKOH,
CTEHKM 3YOHOI ajbBEOJIbI U JIECHBI. BOJBIIMHCTBO €ro TKaHel (IeHTHH,
KJIETOYHBII 1IEMEHT, BOJIOKHA IIEPMOMOHTA, MYJIbIla), a TAKKE KOCTh UMEIOT
Me300epmanvHoe npoucxodicoerHue, U TOJbKO dMallb U OCCKIETOUYHBIN IIEMEHT
00pa3yloTCcs KJIETKaAMU 9KMO0epMAaIbH020 NPOUCXONCOCHUS.

3yObl pa3BUBAIOTCST U3 3yOHBIX 3a4aTKOB (pucC. 2).

OmarneBblIi opraH > Omans

\) QnuTenunasnbHble
A

BeckneTo4HbIN LEMEHT

3y6Hol MeLLoYeK

_)
KNeTKn
MHaykuma
; : /) LOeHTuH
3y6HoI cocoyek
_———r Y i Mynbna
\» /) KneTo4HbIl ueMeHT

MepuogoHT

Puc. 2. icTo4HNKM pa3BuTUs TKaHel 3yb6a B ambpuorerese [boikos B.J1., 1998]

3yOHBIC 3a9aTKM BKJTIOUAIOT TP IMTOCTOSTHHO B3aMMOACHCTBYIOIINX KOM-
IIOHEHTA:

* aManeswlil opeaH, KOTOPBI 00pa3yeTcss U3 MHOTOCIIOMHOTO SMUTEIUS
BBICTWJIKM TIOJIOCTH PTa;

* 9Maneswlil cocouex, 0Opa30BaHHBIA ME3EHXUMOM, 3aMOJHSIOIIEH 0~
JIOCTh AMAaJIeBOTO OpTaHa;

o 3YOHOI Meuiovek, TaKKe SIBIISIOIINICS ITPOM3BOIHBIM ME3CHXUMBI,
KOHIEHCHPYIOIIEICS BOKPYT 9MaJIeBOTO OpraHa.

BzauMoneiicTBre KJIETOK SMUTEINUS U ME3EHXUMBbI, UX IN(PPepeHIMPOB-
Ka, npoJudepanus 1 aare3ust — BCE 3TO B KOMILIEKCe BEAET K (popMUpoBa-
HUIO MOJIHOLIEHHOTO 3y0a.

Ilo oxonuanuu mopcdoreHesa TBEpAbIC TKAaHW 3y0a — 3Maib, JICHTHUH,
OCCKJICTOUYHBIM ILIEMEHT Ha TPOTSKEHUM BCel XKU3HU HE OOHOBJISIOTCS.
ITocTOSHCTBO BHYTpPEHHEU Cpeabl 3TUX TKaHEW MOAAep>XKUBAeTCs 3a CYUET
ITyJIBITBI 3y0a, KJICTOYHOTO LIEMEHTA, TIEPUOIOHTATEHBIX BOJIOKOH U CITIOHEI.



[naBa 1

BUOXNMNA MEXXK/TETOYHOTIO
MATPUKCA

MeXKIeTOYHbIH MATPUKC — KOMITJIEKC OPTAaHMYECKUX U HEOPTaHUYECKUX
KOMITOHEHTOB, 3aMOJHSIOLIMX TTPOCTPAHCTBO MEXIY KieTKaMu. JIJ1st pa3HbIX
TKaHe# XapaKTepeH CBOIl MeXKJIETOYHBIN MaTPUKC. DIUTEINATbHbIE KIIeT-
KU IIPEUMYIIECTBEHHO O0BENUHSIOTCS C TIOMOIIbIO IIMKOIPOTEMHOB, Kajlb-
LUii-cBsI3bIBatOIINX O6eaKoB. Ocobasi CTPYKTypa MEXKJIETOUYHOTO MaTpUKca
MpHUCyllla TKAHSIM ME3EHXUMHOIO TMPOUCXOXIEHUSI, KOTOPbIE BBITTOJHSIOT
MEXaHUYECKYI0, 3alUTHYI0 U Tpoduyeckyro ¢yHKUMU. OHU MOmpas3mess-
IOTCH Ha:

o COOCTBEHHO COCIMHMTEIbHYIO TKaHb — PBIXJIYI0 HEO(POPMICHHYIO,
IUIOTHYI0 0(pOpMIIEHHYIO U HEO(DOPMIICHHYIO;

e TKAHU CO CINELHUATbHBIMU CBOMCTBAMU — XKUPOBYIO, ITUTMEHTHYIO,
PETUKYJISIPHYIO;

e CKEJIETHbIE TKAHU — KOCTHYIO U XPSIIEBYIO.

OTU BUABl COCNMHUTENbHOW TKAHW IIMPOKO IIPEACTaBIECHBI BO BCEM
OopraHu3Me, U B YaCTHOCTU, B 0OJIACTU TOJIOBBI U IIEU.

1.1. OPTAHU3ALNA MEXXKNETOYHOI0O MATPUKCA

J1s1 coeqMHUTENIbHOM TKaHW XapaKTepHO HaJIMuue OOJBIIIOro KOoJude-
CTBa MEXKJICTOUHOTO BeIeCTBa (BHEKJICTOUHBI MATPUKC), COCTOSIIIETO
M3 KOJUIAT€HOBBIX OEJIKOB, MPOTEOIIMKAHOB U TJUKOMNPOTEUMHOB, a TaKXe
HEOOJIBIIIOro YKCIIa KJIETOK, PAaCIONIOKEHHBIX IPYT OT Apyra Ha 3HAYUTEIb-
HOM paccTossHUM. B o0Opa3oBaHUM MEXKJIETOUYHOTO BEIIECTBA yYaCTBYIOT
(p1bpobIaCTBI, XOHAPOOIACTHI, OCTEO0IACTHI, OHOHTOOIACTHI, IIEMEHTOOIA-
CTBI U JIpyrue OiacTHble KIeTKU. OCOOEHHOCThIO MUHEPATU30BaAHHbBIX TKa-
Hell SBJSIETCS MPUCYTCTBUE B MEXKJIETOUHOM BEIIECTBE HEOPTaHUYECKUX
MOHOB, 00pa3yIoNINX COJIM U KPUCTAJUTHI.

MeXKJIeTOUHBII MAaTPUKC COAEPXKUT MOJIEKYJbl, CIIOCOOHbBIE MYTEM
caMocOOpKM 00pa30BbIBaTh KOMILIEKCHI. biaromapst omnpenenéHHOMY



1.2. CTpyKTypa 1 CBOWCTBA KOMNAreHoBbIX 6eNK0B 1"

PACIIONIOKEHHUIO LIEHTPOB CBSI3bIBAHMSI Ha MOJIEKYyJIaX M CHEHUPUUIHOCTU
X B3aUMOIENCTBUI (HOPMHUPYETCsSI BBICOKOYITOPSIIOUYEHHAs] TpEXMepHast
CTPYKTypa MEXKJIETOUHOTO MaTpHKCa, omperelisioas e€é (pyHKIUOHATIb-
HBIE cBOlicTBa (puc. 1.1).

U WHTerpuHbl

> ouporextun KnetouHasi Mem6pana
- Hugorew
T JeKkopuH
e [lepnexan
KonnareH IV Tyna @/f/’ﬁ MpoTeorn1kaHoBbIi arperat
o /\
a—i\wa TNamuHuH P KonnareHosast pubpunna

Puc. 1.1. CTpyKTypHas opraHn3auus MeXKneTo4HOro MaTpukca W ero CB3u C KIeTKamu:
A — 6a3anbHas MemMbpaHa; 5 — HagMONeKynApHas OpraHn3aLmns MaTpukca B COEAMHUTENbHOI
TkaHn [no Campbell N. A., Reece J. B., 2002, ¢ usmeHeHusmm]

Crrenann3npoBaHHON (hOPMOIf BHEKIIETOYHOTO MaTPMUKCa HOPMaJIbHOM
TKaHM SIBJIIeTCs Oa3ajbHass MeMOpaHa, oOpasylollasi TUCKPETHYIO CTPYK-
Typy, KOTOpast OTAeNsIeT ONVH KJIETOUHBIN cioit oT npyroro. OHa oTBedaeT
HE TOJIbKO 3a pa3rpaHUyYeHME Pa3JIMUYHBIX CTPYKTYp U MOIepXKaHUe apXu-
TeKTOHUKU TKaHE#, HO M BIUsICT Ha mX OU(hGEepeHINPOBKY, MHUTPAILUIO
n ¢deHoTuNMpoBaHUe KieTokK. bazanmbHasg MemOpaHa CIyXUT Oapbepom
JUUIST MAKPOMOJIEKYT.

OCHOBHBIMI KOMITOHEHTaMU BHEKJIETOUHOTO MaTPUKCA SIBJISIIOTCS pa3-
JIMIHBIC BUIBI KOJJTATEHA W HEKOJUTareHOBEIE OEJIKM.

1.2. CTPYKTYPA 1 CBONCTBA KONTATEHOBbIX BE/IKOB

OCHOBy MECXKKJIETOYHOTO MaTpUKCa COCTaBJIACT CEMEMCTBO KOJIJIAr€HO-
BBIX 6CIIKOB, OTHOCSIIMXCA K TTIMKOIMPOTEMHAM M COIACPIKAIIUX B 0OJIBIIIOM
KOJIMYECTBE OCTATKW eauuyuHa, npoauHa w eu@poxcunpoxzuﬂa. Komnnarenst



12 [masa 1. buoxumms MexkseTo4Horo MaTpukca

npeactabaeHbl 20 6eIKaMu, U3 KOTOPBIX OJHA YacTh SIBJISIETCS COOCTBEHHO
KoJUIareHaMu, a JApyrasi coiepXar TOJbKO KOJUIareHOMOAOOHbIe JOMEHBDI.
Bce Tumbl KoJUTareHOB B 3aBUCUMOCTH OT CTPYKTYPHI NEJSIT Ha HECKOJIBKO
rpynr: ¢$GudpuIIoodpasyolire, acCollMUpoBaHHbIe ¢ (GUOpWILIaMU KO-
JlareHa, ceTeBUIHbIE, MUKPODUOPUIILI, 3adKOpeHHbIe (PUOPUILIBI U Jp.
Hns o603HaYeHUs KaXIOro TUIMa KoJJlareHa MCIOJb3YIOT ONpeaeIEHHYIO
(bopmyy, B KOTOPOH «-lIeMU 3alMChIBAIOT apabCKUMU LUdpaMu, a TUII
KoJIJlareHa — PUMCKUMU.

3HauMTeIbHAS Macca KOJIJIareHOB, IMPUCYTCTBYIOIIMX B TKAHSIX ITOJOCTU
pTa, oTHOCUTCS K (pubpuioodpasyomuM. JIokaau3aumsi OCHOBHBIX TUIIOB
KOJIJIAr€HOBBIX O€JIKOB B TKaHSIX MOJIOCTH pTa MpeacTaBieHa B Tadm. 1.1.

Tabnuua 1.1. Tunbl KONNareHoBbIX 661KOB B TKAHAX MOMOCTN pTa

Tkauu nonoctu pra Tunb! konnarena
[leHTnH 3y6a I, 1, 1V, V, VI
[lynbna 3y6a I, I, V, VI
LlemeHT 3yba 1,10, 11,V XL XV
[TepnofoHTanbHbIe BONOKHA I, 11, V, VI
Cnunauctas o6onoyka I, 1V, V, VI, XII
KocTHas TkaHb I, 1, 1V, V, VI
XpsiweBas TKaHb I, VI, 1X, X1l XIV

Hng TKaHeil TIOJNOCTHM pTa XapaKTepHO MPUCYTCTBHE KOJIareHa
I, III, V u VI Tunos. Cienyer OTMETUTh pa3HOOOpa3ne KojijlareHa B IIeMeH-
Te 3y0a, B KoTopoMm, nomumo koJjareHa I, 111 u V tunos, onpenensitorcs
XapakTepHble s XpsieBoit TkaHnu KosareHs! 11, IX, XII, XIV tumnos.

®ubpunnoobpasyiowmue KonnareHol

Bce ¢pubpummiodpasyionme KojlareHbl OTINYalOTCs M0 aMUHOKUCIOT-
HOMY COCTaBY 1 COIEPKAHUIO YIJICBOIOB.

Monexymnsr kowtareHos I, 11, II1, V, XI tumoB umetor opmy pudbpumi
M TIOCTPOCHBI M3 CTPYKTYPHBIX €IMHMII, Ha3bIBA€MBIX TPOITOKOJIaTeHAMH.
Mounekyinbl TponokosareHa (M, 300 k/la) uMeroT ToamuHy 1,5 HM 1 IJIUHY
300 uM. OHU oOpa3oBaHbI TpeMsl MOIUMNENTUAHBIMU LIEMSIMU, 0OO3HaAYae-
Mble Kak o-1enu. Kaxngas n3 Hux cogaepXut okono 1000 aMMHOKMCIIOTHBIX
OCTaTKOB M TIPEICTABIISICT COOOM IIIOTHYIO JICBO3aKPYYCHHYIO CITMPAb,
3aKJTIOYAIOIIYIO B ceOe TP aMIMHOKHUCIIOTHBIX OCTaTKa Ha BUTOK. OIHA TpeTh
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AMMHOKUCJIOTHBIX OCTaTKOB B KOJUIareHe IipeacrabiieHa rimuuHoM (30%),
MgTast 4acTh — MPOJMHOM B CyMMe C 3- u 4- rugpokcunpoiantom (21%),
II0TOMY IIEPBUYHYIO CTPYKTYpY KOJUIar€Ha MOXHO IIPEICTaBUTh B BUIE
CXEMBI eau — X — y-, TIe X — Yallle BCEro MPOJIMH WU TUAPOKCUIIPOJIUH,
ay — Ipyrue aMMHOKUCIOTHI (puc. 1.2). Bcero B a-Lienu BCTpevaeTcst OKOJIO
330 TakuX TOBTOPOB.

H H H i 3 3
~N-CHp~C-N-CH-C-N-CH-C-N- CHp-C -N-CH- C-N-CH- G -N- CH,~C~
0 cHgo N o O  CHO  CH,O 0
OH CHy
CH-OH
H H CH,

“N-CH-C-N-CH-C-N-CHy~C -
| I Il I
cH;0 \J 0 0
OH

Puc. 1.2. ®parmeHT NepBUYHON CTPYKTYPbl -LieNK KosinarexHa. B o6nactu pacnosnioxeHus npo-
JINHA U TMAPOKCUNPOSTMHA NPOUCXOLUT «MPOSIUHOBBIA U3NIOM>

|
NHg

I'MunmH noBTOPSTIONIEHCS TTOCIeNOBATEIBHOCTH 24U — X — y- HEOOXOIUM
I popMupoBaHUST (GUOPWILISIPHOM CTPYKTYPHI, TaK KaK pamuKal JIF0oit
JPYroif aMUHOKHUCIIOTHI HE TIOMEIIAETCST MEXITY TPeMsI MENTUAHBIMU LEMSIMA
B LIEHTpe TPOWHOU crmpanu. [IposvH M TUAPOKCUTIPOJIUH OTpaHUYMBAET
BpallleHWe MOJUMNENTUAHON 1ienu. Panukanbl aMUHOKUCIIOT, pacrojararo-
myecs: B TOJIOKEHUU — X — M —Yy-, HaXOISTCsS Ha TTOBEPXHOCTU TPOWHOM
criupanu. PacnpeneneHue KiacTepoB paauKalioB MO JJIMHE KOJJIAreHOBOM
MOJIEKYJIBI 00€CTeynBaeT caMOCOOPKY MHOTOMOJIEKYJISIDHBIX KOJIJIareHOo-
BBIX CTPYKTYp. Tpu «a-1lemy 0o0pa3yloT CTPYKTYypy, CJerka 3aKpy4eHHYIO
B crniupajib. Dopmupysi (puOpUILIBI, MOJEKYIbl TPOMOKoJuIareHa (Tpume-
pbl) pacroJjlaraloTcsi CTyNeHYaTo, CMEIAsiCh OTHOCUTEIbHO APYTr Apyra
Ha OJIHY YeTBEPTh JUIMHBI, UYTO NMpUaaeT hrudbpuiamM XapaKTepHyIo ucuepyeH-
HOCTb. JlenmoHupysich B TKaHsIX, cpopMUpOBaHHBIE (UOPWILIBI KOJIareHa
CTAOWIN3UPYIOTCSI TTIOCPEICTBOM 00pa30BaHUSI KOBAJIEHTHBIX TMOTMEPEYHbIX
cBaseit (puc. 1.3).

Koanaeen I muna [o(1)], a, conepxut 33% rnuuuna, 13% npoauHa,
1% ruapoKCWIM3MHA U Majioe KOJMYECTBO yriaeBomoB. OrmpeaensieTcs
B COCTaBe KOCTel, MeHTWHa, MyJbIIbl 3y0a, lleMeHTa, TIepUOIOHTaTbHBIX
BOJIOKOH. OTOT THUIl KOJUIATEHOBBIX BOJIOKOH Y4YacTBYET B Ipolleccax
MUWHEpaTUu3alui.
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Koanaeen Il muna [o,(11)]; mpucyTCTBYET B Xpsilliax U 0Opa3yeTcsl B HeX-
PSILIEBBIX TKAHSIX Ha PaHHUX CTagusX pa3BUTHUsS. JlaHHBIA TUIT KOJulareHa
COIEPKUT HEOOJIBILIOE KOJUYECTBO S-ruaApoKcuan3nuHa (MeHee 1%) u oTiin-
4yaeTCsl BHICOKMM coliepXXaHueM yriieBogoB (0onee 10%).

mioko3a

FanakTtosa FanakToza

LULLLTELTELT 2

KonnareHoBoe BONOKHO

Puc. 1.3. CTpykTypa KonnareHoBbIX puépunn: A — TpONOKonnareH, COCTOALLNA N3 TPEX a-Lie-
nei, b — KonnareHoBble MUKPOGUOPUNLI, COCTOALLME U3 5 PAA0B TPONOKONNareHa; B — Kon-
nareHoBble nbpunbl, BKIKOYaoLwme 9-12 Mukpodmbpuni TponokonnareHa

Konnaeen Il muna |[o,(I11)]; mpucyTcTByeT B CTeHKaX KPOBEHOCHBIX
cocynoB. OTINYNUTETLHOM 0COOEHHOCTbIO 3TOTO KOJUIAreHa SIBJISICTCS HaJlU-
yye 00JIbIIOro KOJIMYECTBa TMAPOKCUIIpoIMHA. B cocTaBe a-lieneil mpucyt-
CTBYeT LIMCTEMH, a caMa MOJIeKyJla KoJilareHa ¢j1a0bo IJIMKO3WIMPOBaHa.

Koanacen V muna [o;(V)a,(V)a;(V)] nipeactapisier codoil THOPUIHYIO
MOJIEKYJTy, COCTOSIIYI0 U3 pa3anuHbIX Heneit: a,(V), a,(V) u as(V).

DubdpunIsipHBIE KOJUTAreHbBl MOTYT MMETh B CBOEM cocTaBe 2 M OoJjiee
pPa3IMYHBIX TUIIOB KOJUIAreHOB. Tak, B HEKOTOPBIX TKAHSX IIPUCYTCTBYIOT
TUOpUIHbBIE MOJIEKYJIbI, coaepxKallue 1enu kosareHa vV u XI tTunos.
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KonnareHbl, accouuupoBaHHble ¢ hubpunnamu

B opranumszamuu MeXKIETOYHOTO MaTpUKCa CIU3UCTONW OOOJOUKH,
Xpslla U LeMeHTa KOpHs 3y0a yyacTByloT KoyutareHsl 1X, XII, XIV tunos.
KomnnareHoBbIe OeIKM 3TOTO KJlacca He CIOCOOHBI (hOpMUPOBATH HUOPUIT-
JIbl, HO, CBSI3BIBAsICh C GUOPUIUISIPHBIMU KOJIJTareHAMU, OHU OTPaHUYMBA-
0T JJIMHY, TOJIIMHY U opueHTauuo dudpuin komtareHoB I u 11 Tumnos.
OCo0EeHHOCThIO KOJUIATEHOB, aCCOLIMUPOBAHHBIX C (pubOpuiamu, sIBIs-
eTCsl HaIMYue B UX CTPYKTYpe KaK TJIOOYISIPHBIX, TaK U (PUOPUIIISIPHBIX
JIOMEHOB.

a-Ienu konnarena [X tumna [a; (IX)a,(IX)a;(IX)] coctosaT uz 3 pudpu-
JISIpHBIX U 4 TJIOOYISIpHBIX TOMeHOB. OHU OOBEIMHEHBI TOMEePEUYHBIMU
KOB@JIEHTHBIMU CBSA3SIMU ¢ pubpuiamu kosutareHa Il tuna. Monekyna
koyutareHa [X Tuma Takxke coaepXUT OOKOBYIO TIIMKO3aMUHOTJINKAHOBYIO
1IeTIb ¥ 0OJIBIIIOE KOJTMYECTBO TOJIOKUTEJIBHO 3apSIKEHHBIX TPYIIIT, [TO3TOMY
K HEil MOTYT IPUCOEINHSTHLCSI OTPULIATEIBHO 3apSKeHHBIE MOJIEKYJIbI THa-
JIYDOHOBOM KHWCJIOTHI M XOHIPOUTHMHCYIb(paTa. B aHasornyHsie B3anMo-
JMEeUCTBUS ¢ GUOPWLIIPHBIMU KoJimareHaMu | TWIa BCTymaloT KOJUTareHbl
XII Tuma. DTOT TUII JIOKATNU3yeTCs B XPSIIIE, IIEMEHTE, a TAKXKe B CIIM3UCTON
000JI0YKE TOJIOCTH pTa B MECTaxX COEAMHEHUS SIUTEIUS C CyOlTUTEH-
anbHbIMU cnossMu. Komnaren IX tuna gBiaseTcsd TpaHCMeMOpPaHHBIM OeJl-
KOM, C TTOMOIIIbIO KOTOpOro lamina densa (TéMHas TIaCTUHKA 0a3ajbHOM
MeMOpaHBbI, pacIioiaramIiascs Ha TPaHUIIE C COCOYKOBBIM CJIIOEM JEePMBbI)
TIPUKPETUISIETCS K KOJIJTareHOBBIM (hMOpMIIJIaM COCOYKOBOTO CJIOST IEPMBI.

HedmbpunnapHbie (ceTeBuaHbie) TUNbI KONNarexHa

K rpynne HeuOpUIISIpHBIX KOJUTAT€HOB OTHOCST KOJIJIAr€HOBBIE OEJIKU
IV, VIII u X TunoB, KOTOpbIe OTJIMYAIOTCS T10 IJIMHE U pa3Mepy U CIoco0-
HbI (DOpMUpPOBATh CETeBUIHBIE CTPYKTYphl. Hamboiee pacmpocTpaHeH,
B TOM YMCJI€ W B TKaHSX MOJIOCTH pTa, KojuiareH IV tuma, sBisiommiics
OCHOBHBIM CTPYKTYPHBIM OeJIKOM 0a3ajbHbix MeMmMOpaH. OH comepXuT
1 o,(IV) 1 2 o,(IV) nenu. IlentuaHeie nenu kKojnareHa IV Tuna mocie
CeKpeluy He TTOABEPTaroTCs MPOTEOTUTUUECKOM MoTudUKaAIIMN, U TT03TO-
MY COXpaHSIOT CTPYKTYpY N- 1 C-KOHLEBBIX T100YAIpHBIX foMeHOB (NC,,
7S u NC,) (puc. 1.4).

i —[ 75 (v SR TIRTIITRLTRIT= () - coor

Puc. 1.4. CTpykTypa KonnareHa IV Tuna — TpOWHas cnupanb MOHOMepa konmnareHa. B N-
1 C-KOHLEBbIX 0611aCTAX coaepxarcs rnobynsapHole fomenbl 7S, NG, n NC,
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B ormimume ot (MOPUIUISIPHBIX KOJUIAT€HOB, o-1IEMM MOJICKYJIBI KOJI-
nareHa IV tuma comepkaT «HEKOJUIareHOBBIE» aMUHOKMUCIOTHBIE 00JIacTU
He ToJIbKO B N- u C-KOHIIEBBIX OTAEeIaX, HO M IO BCEW IJIMHE MOJEKY-
abl. KoHuesble nomeHsl NC,, 7S Kosu1areHoBbIX MOHOMEPOB B MpOILIEC-
ce caMoarperaiyy B3aMMOACHCTBYIOT MEXOY COO0OM M 00pa3yloT CBSI3U
«KOHell B KOHell», YTO MPUBOAUT K (POPMUPOBAHUIO TUMEPOB U TPUMEPOB.
Cyrmiepcrinpanu3anuio 00ecTieunBaloT OOKOBBIE B3aMMOIEWUCTBUSI U CBSI3U
«KOHell B KoHell». B pesynbTaTe (opMUPYIOTCSI TpEXMEPHbIE CTPYKTYPHI,
TOTOOHBIE CETKE ¢ TeKCaroHAIbHBIMU STUeiikaMu pa3Mepamu 170 HM.

Konnaren X Tuma cocTouT M3 3 MAEHTUYHBIX LIEMNE ¢ MOJIEKYPSPHO
maccoii 59 k/la.

KonnareHol, 06pa3syiowmue mukpouépunnbi

K a70ii rpymnme oTHocsT KojutareH VI tuma. SIBisisich KOpOTKOLIETIoueY -
HBIM O€JIKOM, OH 00pa3zyeT MUKPOMDUOPWIIbLI, pacIojiaralolmecss MexmIy
(hubpuIIaMU UHTEPCTULIMAIBHBIX KOJIareHoB. JIJIsl Hero xapakTepHo Mpu-
CYTCTBUE B a-LIETISIX OOJbIIMX II0OYJISIpHBIX TOMeHOB B N- 1 C-KOHILIEBbIX
00J1aCTSIX ¥ KOPOTKOTIO TPEXCIIMPAJIBHOIO IOMeHa MexXny HuMU. B mporiecce
CHUHTE3a BHYTPU KJIETKU 2 MOJIEKYJIbI 3TOTO KOJUIareHa COSAMHSIIOTCS aHTHU-
napajieJIbHO ¢ oOpa3oBaHMEM IMMepa, a U3 IUMEPOB O0Opa3yloTcsl TeTpa-
MepBbl, KOTOPbIE CEKPETUPYIOTCSI U3 KJIETKU. BHE KJIeTKU TeTpaMephl CBSI3bI-
BalOTCS «KOHELl B KOHEL» ¢ (popMUpOBaHMEM MUKpOoGUOpUIII. MOJeKybl
ATOro KoJjulareHa Kak M KoyuiareH IV Tuma comepkaT MHOTOYMCIICHHBIE
nocaegoBatenbHocT apr-riav-acn (RGD), koTopbie obecneuynBaioT Kiie-
TOYHYIO a[Are3ulo IMyTéM MPUCOCIUHEHUSI K MEMOPaHHBIM aAre3MBHBIM OeJI-
KaM — MHTerpuHaM «,B; 1 «,B3,. Kpome Toro, komaren VI tuna crocobeH
CBSI3BIBAThCS ¢ (PUOpMITIaMU MHTEPCTULIMATBHBIX KOJJIAT€HOB, TTPOTEOIJIN-
KaHaMU Y TJIMKO3aMUHOIIMKAHAMU.

CuHTE3 KONNareHa

KomnnareH CHMHTE3MPYIOT W TOCTABISIIOT B MEXKKJICTOUHBIM MaTPUKC
MoYTH Bce OyiacTHbIe KJIeTKu. CHHTE3 U co3peBaHMe KoJulareHa SIBIISICTCS
CJIOXXHBIM MHOTO3TAITHBIM IIPOIIECCOM, KOTOPBIi HauMHAeTCs B KIIETKE
¥ 3aKaHYMBACTCS B MEXKKJICTOUHOM MaTpuKce. HapylmeHrs cuHTe3a KoJia-
reHa, oOyCJIOBJEHHbIE MyTalllMell B TeHax, a TakxKe B IPOLiecCe TPaHCISILIUU
W TIOCTTPAHCISIIMOHHON MOIU(UKALINM, COIMPOBOXIAIOTCS ITOSBICHUEM
nedeKTHBIX KosimareHoB. ITockoibKy 0KoJ10 50% Bcex KoyutareHOBbIX OEJIKOB
comepskaTcs B TKaHsX ckenerta, 40% B nepme u 10% B cTpoMe BHYTPEHHMX
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OpraHoOB, HapylIeHUsS CUHTe3a KOJUIareHa COIPOBOXKIAIOTCS IATOJIOrMEit
KaK KOCTHO-CYCTaBHOI CHCTEMBI, TAK M BHYTPEHHHUX OPTraHOB. DTO HEU3-
0EXKHO OTPaKaeTcs Ha COCTOSTHUU TKaHEH YeTIOCTHO-JIMIIeBOI 00IacTH.
CuHTe3 KoJjilareHa TPOUCXOMWUT B aBa dTtama. Ha ewympurxiaemounom
2mane TPOUCXOOUT TPAHC/SILMS U ITOCTTPAHCISILUMOHHAS MOAU(DUKALINS
MOJUIICNTUAHBIX LIeNeid, U Ha 6HekAemouHoM — Moaudukauuu Oeika,
3aBeplIamlascs o0pa3oBaHMEM KOJIare HOBLIX BOJIOKOH (puc. 1.5).

RN TOHARNTNe (R

TpaHckpunuus | .

MocTpnbocomHas
MoauduKaums

nonunenTUaHbIX
uenen

3K30LMUTO3 ] B
npokosnareH g
BHeKneTo4yHas
MoauduKaums
B 6enka

drbpunna konnareHa
8

o

Puc. 1.5. CuHTe3 KonnareHa: A — BHYTPUKNETOYHbINA 3Tan, 6 — BHEKNEeTo4HbIA aTan. Lnd-
pamu 0603Ha4YeHbl Peakuun CuHTe3a. 1 — OTLenneHne CUrHaIbHOrO npenentuaa, 2 — ru-
JPOKCUNMPOBAHWE OCTATKOB MPOMWHA W NU3MHA, 3 — rnuko3unuposanue SHyl u Asn,
4 — OKuMCreHWe LUMCTenHa B nponentuae, 5 — 06pa3oBaHue TPOHONW cnupanu, 6 — oTLLe-
MeHne KOHLEBbIX NenTugoB, 7 — okucneHne Lys w 5SHIys po anbperngos, 8 — pery-
nupyemas cbopka cubpunn, 9 — clwuBaHue ¢ 06pa3oBaHNeM MONUMEPHON CTPYKTYpbI.
DepMeHTbI: — npokonnareHnponun-4-guokcureHasa 1.74.11.2 [ackop6ar, Fe];| 2 |— npo-
KonnareHnuann-5-guokcureHasa 1.74.11.4 [ackopoar, Fel; — NpOoTenH-NN3nn-6-okcngasa
1.4.3.13 [Cu]
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BHyTpHK/I€TOYHBII 3Tan CMHTE3a KoJiareHa. [lenTumaHble a-1eny KoJuia-
reHa CUHTE3MPYIOTCS Ha ITOJIMpruO0oCcoMax, CBI3aHHbBIX ¢ MeMOpaHaMU 9HI0-
I1a3Matuyeckoi cetu. CMHTEe3MpOBaHHbIE MENTUAHbBIE LIS B LIUCTepHAX
MOJABEPraloTCsI MOCTTPAHCISIIMOHHOM MOAU(UKAIIMK, KOTOPasl BKJIIOUAET:

e yIajieHHe CUTHAJIbHOIO MeITHUIA IPOKOJIareHOBOM LieNu IpU yda-
cTu criennurIecKoil MpoTenHAa3bI;

o TUIPOKCWJIMPOBAHME OCTATKOB ITPOJIMHA U JIM3WHA, KOTOPOE HauMHa-
€TCSI B TIEPUOJ TPAHCIISIIUK TTOJMIIENITUAHOM 1ENU BILIOTh 0 €€ OT-
JeJIeHUsI OT pUOOCOM.

Peakuiyuu rugpoKCHIMPOBaHUS KaTaJIU3UPYIOT OKCUTEHA3bl: MPOKOJLIa-
TeHTIPOJIUI-4-1rnoKcureHasa (mpoami-4-ruapokcuiasa), TpoKoJUIareHIpo-
JIWI-3-1UoKCUreHasa (MpoJivi-3-TUIpoKCHIa3a) U MPOKOJJIare HIu3uia-5-
MUOKCUTeHa3a (JM3UI-5-Tuapokcuiasa). B peakumu ruipoKcuampoBaHus
ucrnojb3ywrcsa O, u 2-oKcoriayTapaT, a B KauyecTBe Ko(aKTopa ydyacTBYeT
ackopOMHOBas Kuciora. ['Mapokcuiaassl MPoJIMHA W JIM3MHA B aKTUBHOM
eHTpe comepxar Fe®', a ackopOMHOBasl KMCIOTa, KOTOpas JIEFKO OKMC-
JIIeTCS B JETMAPOACKOPOMHOBYIO KMCIIOTY, HeOOXonMMa IS COXpaHEHMSI
aToma xeiesa B peppodopme (puc. 1.6).

0O\ CHOH—CH,0H 0. O~ CHOH —CH,0H
LT +2Fe® Q +2Fe™ + 2H"
o o

OH OH
Ackopb6at Herngpoackop6at

Puc. 1.6. ®opmyna BOCCTaHOB/IEHHOW 1 OKUCIIEHHOW aCKOPOUHOBOM KUCTOTI

B peaknmusx TUIpOKCUIMPOBAHUS OIMH aTOM KHCJIOpOAa IIpUcoe-
IUHSETCS K YeTBEPTOMY aTOMY yIiIiepoia B OCTaTKe MpPOJIMHA, a BTOPOU
aToOM KHCJIOpOJa BKJIIOYAETCSI B SIHTApPHYIO KHMCIIOTY, KOTOpasi o0pa3yercs
pu AeKapOOKCUINPOBAaHUM 2-0KcorayTaparta (puc. 1.7).

Hapsiny ¢ ruapokcuiaupoBaHUeM MPOJWHA MTPOUCXOIUT THUAPOKCHIIM-
pOBaHNUE OCTAaTKOB JIM3WHA ¢ 00pa3oBaHMEM S-TUIpOKCcUan3nHa (puc. 1.8).

B manpHeiileM ruipOKCHIMPOBAHHbBIE OCTATKU JIM3MHA ITOABEPraloTCs
TJIMKO3WJIMPOBAHUIO.

Ilpu yyactum rauKo3uaTpaHcdepas o00pa3yloTCs KOBaJEHTHBIC
O-rnuko3uaHblie cBsA3M Mexay 5-OH rpynmoit ruapoKCUian3nuHa U ocTaT-
KOM TajlaKTO3bl WJIM OMCAaXapUIOM TaJlaKTO3WITII0K030i. K amumHoi
rpyIlIIe acrnaparvHa IMpUCOeIUHSIIOTCS MOJIEKYIbl N-alleTHITII0OKO3aMUHA
I MaHHO3El. OMHOBPEeMEHHO ¢ THAPOKCUIINPOBAHUEM ITPOJIMHA (POPMU-
pyeTcs cTabMIIbHAasI TPEXCIMpabHas CTPYKTypa IIpoKoJiareHa (puc. 1.9).
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Puc. 1.7. TngpokcunupoBaHne 0CTaTkoB NPOJIMHA B MPOKOJIIAreHOBOM au-Lienu ¢ 06pa3oBaHnem
4-rnapoKcnnposinHa

COO-
COO-
NH NH,
: 0 OH
COO- COO-
2-OKcorr|yTapaT CykuuHat Cco,
(6] \\ // 0
R-NH [MpokonnareHnuann-4-guokcureHasa
R (Fe #, ackop6ar) R
OcTaTok nuamHa OcTaToK 5-rnapokcunuanHa
B NPO- a -Lienw KonnareHa B NPO- a -Lienwu KonnareHa

Puc 1.8. TnapokcunmposaHue 0CTaTkoB NIU3MHA B NPOKOMIAreHOBON «-Lienu ¢ 06pa3oBaHnem
5-rnapokcunm3nHa. R-aMMHOKUCNOTbI B c-Lieni

FmOKoea

FanaKTosa (IIVIaHHosa)n
OH OH N- aueTunrnoKo3ammH

Puc. 1.9. [MMKO3UNNPOBAHHBIE Y4ACTKN o-LIeNy MOJIEKYMbI NPOKOareHa

I'MapoKcunpoavH HEOOXOOMM JUIS CTaOMIM3alUy 3TOM TPOMHON CIu-
pany KoJjulareHa, IOCKOJIBKY €Tr0 THAPOKCHJIbHBIE TPYMIIBl y4aCcTBYIOT
B 00pa30oBaHMM BOMOPOIHBIX CBsSI3eil Mexay a-uernsmu. [1o okoHYaHMU
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TUAPOKCUIMPOBAHUS U TJUKO3UIUPOBAHUST BCE MPO-a-LIEMU COSAUHSIOTCS
MEXIy cCO00i BOTOPOIHBIMU CBSI3SIMU, a B 001acTi C-KOHIIEBBIX ITPOTIETITH-
OB (DOPMUPYIOTCS TUCYIb(PUIHBIE MOCTUKMU.

N3 sHmora3zMaTudeckoil ceTd MOJIeKYJIbl ITpoKoJUlareHa Iiepemela-
[OTCS B anmapar [obIku, Tae OHU BKIIFOYAIOTCS B CEKPETOPHBIC ITy3bIPHKU
M B UX COCTaBE CEKPETUPYIOTCS BO BHEKJIETOUHOE ITPOCTPAHCTBO.

Bueknerounslii 3Tan — MoaupuKanus MoOJIEKYJa NpoKojuiareHa. B Mex-
KJIETOYHOM ITPOCTPAHCTBE MPU YYACTUU IPOTEOTUTUYECKUX (DepMEHTOB
OT MOJIEKYJIbI MpOKoJIIareHa OTIIEIUITIoTcsT N- n C-KOHIIEBBIE TEITHUIbI
1 OCBOOOXKIAeTCsl TPOifHasl crupalb KoJjijlareHa (TporokoJiiareHa). Janee
MPOUCXOAUT MPOLIECC CAMOCOOPKU KOJIIareHOBbIX (UOPUILI, GUKCUPOBAH-
HBIX MEXMOJIEKYISIPHBIMUA KOBAJICHTHBIMM CBSI3IMHU (cImmBKamu). B dop-
MUPOBAaHUM 3TUX CBSI3€ yJyacTBYIOT OCTaTKHU JIM3UHA U S-TUAPOKCUIU3U-
Ha M WX aIbJeTUIHbIE TTPOU3BOJHBIE, KOTOPbIE 00pa3yloTCs BCIEACTBUE
OKHCJIUTEJIbHOIO Ne3aMUHUpoBaHUs. OKUCIUTENIbHOE Ie3aMUHUPOBaHUE
JIU3WHA W S-TUAPOKCUIM3WHA TPOUCXOIUT C YYacTHUEM JIM3UIOKCHIA3bI.
OcobGeHHOCTEIO 3TOrO (pepMeHTa siBisieTcst rpucyrcrerue Cu?’ B akTMBHOM
HeHTpe. MoJIeKyIbl TU3UI0KCHUIA3bl CUHTE3UPYIOTCS B KJIETKE B BUE IIPO-
(dbepMeHTOB U TOCTE CBA3bIBaHMA ¢ MoHaMu Cu’' yIIakOBLIBAIOTCS B BE3U-
KyJIbl, KOTOpbIC TTOKUIAIOT KJIeTKY. Ha KjIeTouHOM MOBEPXHOCTU MOJIEKYJa
MPOTU3WIOKCHIA3bI TIOABEPTAETCSI OTPAHNIEHHOMY TIPOTEONIN3Y, U B chop-
MMPOBABIIEMCSI aKTMBHOM ILIEHTpe mpu ydacTuu uoHoB Cu®" mpowucxo-
IUT OKUCJIEHWE OCTaTKa TUPO3WMHA N0 TUPO3MHXHMHOHA. OOpazoBaBlIasICs
B aKTMBHOM IICHTPE XWHOMIHAS CTPYKTypa CBSI3BIBACT OCTATKU JIM3WHA
B MOJIEKYJIe MpoKoJIareHa ¢ o0pa3oBaHUEM (DepPMEHT-CyOCTPaTHOTO KOM-
riekca. JlanmpHeiiinee ne3aMUHUPOBAHUE JIM3MHA TTPOUCXOIUT B COOTBET-
CTBUM C peaklUsIMU, MpeacTaBlIeHHbIMU Ha puc. 1.10.

Ha cienytotiem atarie alyiu3MH U S-TUAPOKCUAIITU3UH KOHIEHCUPYIOTCS
BMECTE C JIU3MUJIOBBIMU U TUAPOKCUIN3UIOBEIMU OCTaTKaMU; (DOPMUPYIOTCS
BHYTPU- M MEXMOJIEKYISIpHbIE IOMepeyHble CBsI3U. B peakuuu KOHIEH-
calvy aJlJTM3WHA C OCTAaTKOM JIM3WHA JIPYTOil 11eT 00pa3yeTcsi OCHOBaHUE
Iudda. B ciyyae anbaojbHOM KOHASHCALIMU JABYX OCTATKOB aJlJIM3MHA BO3-
HUKAIOT aJIbI0JbHbIE MEXXMOJIEKYJIIpHBIE CBsI3n. DopMUpoOBaHUE MEKMOJIE-
KYJISIpHBIX CBsI3eli moka3aHo Ha puc. 1.11.

AJbioJbHAs KOHAEHCALMST XapakTepHa [UIsl KoJijlareHa KOCTHON TKaHU
¥ IeHTHHa, a ocHoBaHUs [1Indda Hanboee yacTo BCTpevyaroTcsl B KoJuIare-
HaX CYXOXUJIUMA.

Okonio 25% MoOJeKysl TporoKoJulareHa pacragaeTcsi, He o0pa3sys
¢ubpunn. IMonyyuBuirecs: (parMeHThI BBITIOJHSIIOT CUTHAJIbHbIE (PYHKIIUU
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U CTUMYJUPYIOTKOJIIareHoreHes. [IpoctpaHcTBeHHasi opraHu3auus GuopuLI
3aBepllaeTcs Npy yyacTuM GUOPOHEKTUHA, TPOTEONIMKAHOB U KOJUIareHOB,
aCCOLIMMPOBAHHBIX C (PUOpUIITIAMU.

Enz Er|12
H2 B- CH2 :B-
R NH 1 ° ¥\ INH,
2 _— H>0 + N
N, CH 2 N
o 72 0 /CHz
o GH2 o CHy
LTQ R R’
nz
HpOp+NH5 . 5
02+H20
Enz E?z
I
CHyp CH, B
-0 -0 0
+HB | — +R-CHy-C~
X N, N
(. NH on e o
(6}

Puc. 1.10. OkucneHue nnu3uHa B CTPYKType konnareHa: 7 — chopmupoBanme hepmeHT-cy6cTpar-

Horo komnnekca; 2 — NH** nepeHocutcs Ha TUPO3MHXMHOH (LTQ) M NPOMCXOAUT OKUGNEHUe

NN3UHA C NOCeLYHOLLMM BbITECHEHUEM ann3nHA U3 aKTUBHOTO LEHTPA; 3 — B aKTUBHbIN LEHTP

thepmenTa BxoaaT monekynsl O, n H,0 1 nponcxopnt ocso6oxaerne NH; n H,0,. Mpu atom
LTQ Bo3sBpaLlaeTcs B UCX0AHOE cocTosiHME (Enz-chepmeHT)

OcTaTky nManHa
l)‘lmamnor(cmnasa

OcTaTku annmManHa
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H
AJ'II:-,E[OJ'II:HbIe MeXMOoneKynapHbie CBA3N

Puc. 1.11. Okucnexue nusnHa 1 hopmMnpoBaHne anbaoabHON MEXXMONEKYNSAPHOIA CBA3N B peak-
LMAX anbAonbHON KOHAEHCALNN ABYX OCTATKOB anin3nHa
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HapymeHue CHHTE3a KONNAreHoBbIX 6eNKoB yyenoBeKa

JltoOble HapylieHUsT B CUHTE3€ KOJUIATEHOBBIX OETKOB KIMHUYECKU
TPOSIBIISIIOTCS, B TIEPBYIO OYEPEIb, U3MEHEHUEM CO CTOPOHBI 3yOOUYENTIOCT-
HOI CHCTeMbI B BUJIE KPOBOTOUMBOCTH AECEH, TTOJABUXHOCTU U BBITIAJICHUS
3y00B, MHOXECTBEHHOTO Kapueca. [IpUurHbI, MPUBOISIIME K HUM, pa3-
JIMYHBI — HEIOCTaTOK B OPraHM3Me aCKOPOMHOBOM KUCJIOTHI, MOHOB Cu*’,
TeHeTU4YeCcKHe NeeKThl 1 ayTOMMMYHHBIE COCTOSTHUSI.

lunpokcunupoBaHue nu3WHA W TPOJMHA — OYEHb BaXHBIM 3Tar
JUTST TIOCJIEAYIOIIETO 00pa30BaHMUsI KOBAJIEHTHBIX CBSI3EN MEXITy MOJIEKYJIaMU
KoyijlareHa M cOOPKOI KOJUIareHOBBIX (DUOPWILI, 3aBUCSIIUN OT KOJIUYe-
CTBa aCKOPOMHOBOW KUCITOTHI. [1pn 1uHre — 3a00JIeBaHNN, BO3HUKAIOIIEM
BCJIEZICTBUE HE0CTaTKa aCKOPOMHOBOM KHMCJIOTHI, CTPAgaeT TUAPOKCUIUPO-
BaHWeE OCTATKOB MPOJIMHA U JIM3UHA B CTPYKTYypeE MpoKoJiareHa. B pesyibra-
Te 00pa3yroTCs XpynKue 1 JIoMKue cocyabl. Hapyiienue cuHTes3a KosuiareHa
B TyJIbIle W JEHTWHE TPUBOAUT K Pa3BUTHI0O MHOXECTBEHHOTO Kapueca,
CTPaJaIOT MEPUOIOHTATIbHBIE CBSI3KU.

ITonoGHbIE sIBAEHUSI BCTpeYatoTCsl MPU BPOXIAEHHOM Ae(PUUMNTE JTU3NI-
ruapokcuiasbl (cunapom Onepca—Jlanno—Pycakosa, tun 1V). Bricokas
PacTBOPUMOCTb MOJIEKYJT KOJUTAreHa MPOSIBIISIETCS TPU BPOXKAEHHOM e(eK-
Te NU3uUaoKcunasel (cuHapom Dnepca—JllanHno, Tun V) miam paccTpoiicTse
npouecca oomMeHa Meau (6ojie3Hb MeHKeca), 4TO CBSI3aHO C HapylIeHUEM
00pa30BaHMSI TOIIEPEYHBIX CITUBOK MEXIY MUKPODUOPUUIAMU KOJIJIareHa.
DTO MPUBOAUT K YXYAUIEHUIO MEXAaHWYECKUX CBOMCTB CBSI30K MEPUOIOHTA,
COCTOSTHUSI TKaHEN MapoIOHTa, BSJIOCTU KOXHBIX TTOKPOBOB ¥ BOBHUKHOBE-
HUIO 1e(DEKTOB B PA3BUTUHU CKEJIETA Y JIIOJE, CTpaIaoIIMX 3TUM 3a00JieBa-
HUEM.

IIpu caxapHoMm auabeTe BCIENCTBHE HECTTOCOOHOCTU KIJIETOK 3aXBaThI-
BaTh MJIIOKO3Y M3 TUIa3Mbl KPOBU HapyIIaeTCsl MPOIECC BHYTPUKIIETOUYHOTO
TJIMKO3UJIMPOBAHMST TPOKOJUIATEHOBBIX «-lieneil. Ilpu momamanum mpo-
KoJIJlareHa BO BHEKJIETOYHOE TPOCTPAHCTBO YIJIEBOIbI MPUCOECIUHSIOTCS
He(hepMEHTATUBHBIM MTYyTEM, UTO TAKXKE HAPYIIAET CTPYKTYPY KOJUTAaT€HOBBIX
(bubpwn 1 HekosareHoBBIX 0eKOB. Pa3BuBaercs Tskénas ¢opma mapo-
JIOHTHUTA, TUTOXO TONAAIOIIASICS JICUEHUIO. Y NeTeil, pOOUBIIMXCS OT MaTe-
peit, cTpafaIuX NHCYJIMHO3aBUCUMbIM CaXapHBIM TUAa0ETOM, BBISIBIISICTCS
CHCTEMHas TUTTOIIa31s TBEPIBIX TKaHeH 3y0a.

Hapymenue ctpykTypbl 0a3anbHO MeMOpaHbl BO3HUKAET MPU MOSIB-
JICHUM aHTUTEJN K OeiakaM, (DOpPMUPYIOIINM €€ apXUTEKTOHUKY (CUHAPOM
I'ynmacuepa), wim MyTaliy reHa, KOnupyrolero a-1enu KoyareHa [V tuma
(cunnpom AnbrniopTa). [Ipu aTHX hopmax MaToJOruy HapsIAy C TOPaXKeHU -
€M TOYeK M JPYTuX OPraHOB HAOJIIONAIOTCS HEKApUO3HbBIC MOPAaKEHUS
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TBEPABIX TKaHE! 3y0a (TMIloruia3usl 3Majiu, yMeHbllIeHUue 00béMa U Hapy-
IIEHNe CTPYKTYPbl NEHTUHA) U TUCTpopUUecKre NU3MEHEHUs MITKUX TKa-
HEW MOJIOCTU pTa.

s uccienoBaHrs 0OMeHa KoJulareHa B MOYe U Ijla3Me KPOBU OIpese-
JISIIOT KOHLIEHTPALIMIO TUAPOKCUIIPOIMHA, ITPOJIMHA, KOJIMYECTBO IPOAYKTOB
nerpaganuu KojutareHa | tuma — N- u C-tejonenTuaoB. XapaKTepHBIM
rokasarejieM pacraja KoJjilareHa siBjiasieTcsl yBeJIMueHUe KOJMUeCTBa TUIPOK-
CUTIPOJIMHA B TJIa3Me KPOBU M MOUe, a TakKe MOBBIIIeHNE KoaudyecTBa N-
u C-TeJIONenTUIOB B IJ1a3Me KPOBU U COACPXKAHUS KaTbLIMSI, ONpPeaesseMO-
ro B Moue yTpoM 110 nmpuéma nuiy. O HapylnieHUW co3peBaHUs KojulareHa
CBUACTEIBLCTBYET POCT KOJMUUECTBA IIPOJIMHA B IIJIa3Me KPOBU.

[ToMuMo KoOJJTaTeHOBBIX OEJKOB B  MEXKJIETOYHOM MaTpHUKCe
MPUCYTCTBYIOT U HEKOJIJIar€HOBbIC — 3JIaCTUH, NMPOTEOrUKAHbI, [JIMKOIIPO-
TEUHBI U JIp.

1.3. CTPYKTYPA 11 CBONCTBA HEKONNATEHOBbIX BE/IKOB

InacTun

B MeXxkierouHOM BelllecTBe CTEHOK KPOBEHOCHBIX COCYIOB, TKaHEM
MEepUOJOHTA, KOPHS $SI3bIKa, B MOJACIM3UCTOM CJIoe Iy0 U IIEK, B JIETKUX,
KOXe B OOJIBIIIMX KOJIMYECTBAX MPUCYTCTBYIOT 3JIaCTUHOBbIE BoJoKHa. OHU
00J1a1a10T OYEHb BaxKHBIMU CBOMCTBAMU: MOTYT PaCTSITMBAThCsI B HECKOJIb-
KO pa3 I0 CpaBHEHUIO C UCXOMHOW JUTMHOM, COXpaHSsIsl TIPU 3TOM BBICOKYIO
MPOYHOCTh Ha pPa3pblB, U BO3BpalllaTbCsl B IEPBOHAYAJIbHOE COCTOSIHUE
rocjie CHATUSI Harpy3ku. Pe3mHOomoOHbIe CBOWMCTBA Ha3BaHHBIX TKa-
Hell 00ecreurBalTCsl OCHOBHBIM O€JIKOM 3J1aCTUHOM — IJIMKOIIPOTEHHOM
¢ MoJieKyJsgpHoi Maccoii 70 k/la.

DacTUH comepXuT oKojo 27% rauuuHa, 19% ananuHa, 10% BanuHa,
4,7% neiitmua. Hannune 60J1b1I0T0 KOJIMYECTBA THAPOGOOHBIX PaauKaaioB
MPEensITCTBYET CO3MaHUIO CTAOMIbHOM TJI00YJIbl, B Pe3yJbTaTe MOJUIICITHI -
HBIE LIETN 3JIaCTUHA He (DOPMUPYIOT PeTyJIIpHBIC BTOPUYHYIO U TPETUUHYIO
CTPYKTYPHhI, a IPUHUMAIOT B MEXKJIETOYHOM MaTPUKCE pa3IndHble KOHGMOP-
Malli¥ ¢ TIPUMEPHO PaBHOI CBOOOIHOM 3Heprueii (puc. 1.12).

HaTtuBHBIE BOJIOKHA 3/JacTMHA MOCTPOEHBI U3 OTHOCUTEJIBbHO HEOOJIb-
X, TTOYTH CHEePUIECKUX MOJICKYJI, COCIMHEHHBIX B BOJOKHUCTHIC TSKU
C MOMOIIBIO XKECTKUX IMOMEPEYHbIX CIIMBOK, — OECMO3MHA U U30IeCMO-
3MHA, a TaKXe JU3UHHOpJelrHa. B 06pa3oBaHUM MOIMEPEYHBIX CIIIUBOK
y4acTBYIOT 4 ocTaTKa JM3KHa, 3 U3 KOTOPBIX MPEABAPUTEILHO OKUCISIIOTCS
JIO COOTBETCTBYIOIINX aJIbAETUIOB IPU YIaCTUU JIN3WIOKCUAA3HI. JlecMO3uH
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M U301€CMO3UH (POPMUPYIOTCSI OCTATKaMU, TIpPUHAMIJIEXKAIIUMMU, T10 KpailHei
Mepe, IBYM, pexe TpEM U YeThbIpéM LensiM. B odpazoBaHUU JTU3UHHOPJIEH -
LIMHA YIaCTBYIOT 2 ocTaTKa Jqu3uHa (puc. 1.13).

o] o] o] o] o) o) o)
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Puc. 1.12. ®parmeHT NOAWNENTUAHONA LenW 3nacTuHa: rMULMN-Banui-anaHni-nponun-nen-
UUN-rAnLnN-Bannua-anaHnn-nn3un-ruuun

O06pa3oBaHWe KOBAJICHTHBIX CIIMBOK MEXAY MENTUIHBIMM LICIISIMU
3JIaCTMHA C HEYIOPSIOYeHHOM KoH(opMalneil mo3BojsieT CeT BOJIOKOH
3JIaCTUHA PACTATUBATHCS U CKUMAThCSI BO BCEX HAIPaBICHUSIX, YTO IPUIAET
MM CBOMCTBO 2J1aCTUYHOCTU (puc. 1.14).
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Puc. 1.13. MonepeyHble CLUNBKYM B CTPYKTYpPe 31acTUHA: A — [eCMO31H, 06pa30BaHbIi YeTbiPb-

M# 0CTaTKaMmy IM3NHA; b — NU3NHHOPNENLUMH, L-aMUHOKICIIOT], NpeLCcTaBsftoLas co6oi ru-
6pn N3NHA C HOPJELMHOM
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