BMOXUMUA POTOBOM NMONOCTHU

Tema Ne1: BUOXUMUSA NYNbMNbl, NEPUOAOHTAIIbHOWU CBA3KU U OECHbDI
Tema Ne2: BUOXUMUA MUHEPANTU3OBAHHbIX TKAHEA POTOBOW MONOCTHU
BMOXUMUA POTOBOW XXMOKOCTU U 3YBHOIO HATIETA

Tema Ne1: BUOXUMUSA NYNbNbl, NTEPUOAOHTAIIBHOWU CBA3KU U
AECHbI

PbIXNNAA COEOUHUTEJIbHAA TKAHDb (Markasa HemMmuHepanusoBaHHas
coeAuHUTesIbHaA TKaHb)

Y  MHOFOKNETOYHbIX  OpraHn3mMoB  OOMbLUMHCTBO  KMETOK  OKPY>KEHbI
BHE-/MEXKITETOYHbIM MaTPUKCOM- 3TO OCHOBHOE BELLECTBO; 3TO KOMMIIEKC CBA3aHHbIX
Mexagy cobon Makpomornekyn. [ns coeauHUTENbHOW TKaHW XapakTepHO Hanudue
©onbLOro KoNMYecTBa MEXKNETOYHOro BeLLEeCTBa N HEDOONbLUOIO KONMMYEeCcTBa KIETOK.
MeXKNeTOYHbIA  MaTPUKC  COOEPXUT  MOSIEKYrbl, KOTOpPble CMOCOOHbI MyTeM
camocbopkn obpasoBbiBaTb TPEXMEPHble CTPYKTYpbl, onpegensowme QyHKunm
coeAVHUTENbHOM TKaHMW.

e OcCHOBHOE BELLIECTBO 3HA4YUTENBLHO NpeobnagaeT Hag KNeTo4YHOW MacCoMn.
e PesngeHTHble kneTkn - ®DUEPOEBJIACTDI (B nynbne- AeHTanbHbIe CTBOMOBLIE

KNETKN 1 ogoHTObNacThbl).

e KneTku 3awmTbl: Makpodarn, AgeHAPUTHLIE KNEeTKU, NMMMounTsl, MacToumTbl

(Ty4YHble KNeTku).

e [lpoume KNeTKM: KINETKM COCY0B, HEPBHbIE OKOHYaHUS.
CoegunHuTenbHas TkaHb ObIBAeT ABYX BUOOB: MUHepaau308aHHas v

HeMuHepasiu3oeaHHaA.

3y6 - 3TO HE NPOCTO KOCTHOE 0bpa3oBaHme, 3TO XKUBOW OpraH, BHyTPU KOTOPOro
€CTb HepBbl M KPOBEHOCHblE cocyabl. Xu3Hb 3yOy npuaaeT nynbna, Kotopas u
npeacraensieT cobon BapnaHT PbIXNON MArKON COEANHNTENBHOM TKaHM.

e [lynbna HaxoguTcs B NOMOCTU, OKPY>XEHHOW OEHTMHOM.

e Takke pbIXNOnN COeaMHUTENbHOM TKaHbO NpeacTaBrieHa nepuoaoHTanbHas
CBsI3Ka, KOTopasi 3anofHAEeT NPOCTPAHCTBO MEXAY LLEMEHTOM U anbBeONAPHOM
KOCTbHO.

e CoeauHuTenbHasa TKaHb AECHbl HAXOOAUTCA MEXAy anuMTennem Crim3ncTon
000MNOYKM 1 KOCTbIO.

IMynbna - amo Xu3Hb 3y6a.

e B coctaBe nynbnbl 0BHapy>XeHO OKOMNO 5% HeopraHu4eckux BellecTs, 40%
OpraHU4ecknx; OHa O4YeHb HaBoAHeHa/ rugpatupoBaHa Gnarogaps
OCODEHHOCTSIM CTPOEHUss coCTaBa OpPraHMYecKoro KOMMOHeHTa, TO ecTb 55%
BO[bl COOEPXUTCA B Nynbne.

e B monogon nynbne MeHblUe BOMOKOH KornareHa u Gornblue KNeTovHbIX
anemeHToB. [lo Mepe ee cTapeHWss KONMMYECTBO KIETOK HaduMHaet
yMeHbLUaTbCA.

e OpraHuyeckne KOMMOHEHTbI NyNbMNbI:



1) OcCHOBHOE BELLECTBO, KOTOPOE COCTOMT U3 npoTeornukaHos, AT,

HeKonsareHoBbIX 6enkoB - [NINKONPOTEMHOB, KOTOPblE MOXHO
pasgenuTb Ha ad2e3usHble U aHmuadee3usHhble.
2) KonnareHoBble BonokHa |, Ill TUNOB: OHW MOrpy)eHbl B OCHOBHOE

BELLECTBO Nynbnbl
3) dnacTuyeckune BONOKHA: HAXOOATCSA TOMNbKO B CTEHKAX apTePUOn U He
ABNAOTCH YaCTbO MEXKIIETOYHOIO MaTpuKca.
e [InA nynbnbl XapakTepHO:
1. BblcOKOe noOTpebneHne 02, Heobxoammoro Ana a3pobHOro  rnuKkonusa,

OKNCNUTENBHO-BOCCTAHOBUTENBHbLIX peakuun obliero nytu katabonumama (
OKMCIIeHne NMpoBUHOrpagHon kncnotol, LI TK);

2. cuHTeTnyeckme npouecchl: cuHTes [AHK, PHK, 6enkos;

3. npucyTtcTBne OepMeHTOB (LLernovYHOW MU Kucnomn ¢ocaras, TpaHCaMnHas n
nentngas);

4. Hanuuune makpocdparos, obecneumBatoLLMX 3aLMTy NonocTn 3yba n nepnogoHTa
OT NHDEKLINA.

KneTo4HbIn cocTaB nynbnbl 3y6a.

Takon e Kak n B noOON PbIXON COEOUHUTENBbHOM TKaHW, HO CO CBOMMM
0COOEHHOCTAMM.

B mexknetoyHoM BelwlecTBe Mynbhbl pacrnonaraercsd MHOXECTBO pPasfinyHbIX
KNEeToK: ogoHTOoOGNnacTbl, hpubpobnacTtbl, Makpodaru, nMMcoUnTbl, FTMCTUOLMUTDI,
TYYHble KIEeTKW, KOTopble CcHabxalTcs nuTaTenbHbIMM  BeLlecTBamMu Mo
KPOBEHOCHbLIM cOCyaam.

B opmoHTOGRacrax pasnuyatT Teno W OTPOCTKUM. Tena ogoHTOOnacToB
BbINONHAT 6apbepHy0 YHKUMIO. Yepes oTpOCTKM 040HTOBNacToOB OCYLLECTBNAETCS
AOCTaBKa NUTaTeNbHbIX U MUHEpParbHbIX BELECTB K TBEPAbIM TKaHsAM 3yba- amanu u
AEeHTUHY. 3penble ogoHTobnacTel 006pa3yloT BTOPUYHBLIM OeHTUH. C BO3pacToMm
KONMMYECTBO KNETOK B TKAHW CHWXAEeTCHd, 4YTO MNPUBOAUT K YMEHbLUEHMWIO
penapalMoHHON CNOCOBHOCTU Ny Nbbl.

KneTtkn ¢pubpobnacTtbl CUHTE3NPYIOT KOMNOHEHTLI MEXKNETOYHOIo MaTpuKca:
rnukonpoTtenHa, FAl n konnareHoBble ©enku camMon TKaHM Nynbhbl. BbisiBNeHb
KneTku, obnagatowme BbICOKOM nponudepaTtmBHOM akTUBHOCTbLIO- CTBOSTOBbIE KITETKMY,
KOoTopble MOryT npeBpawaTtbca B OfoHTOBnactonogobHble KNeTkn. fAsnstoTcs
npeobnagarLwmmMm B KONIMYECTBEHHOM COOTHOLLIEHUN, POSib Y HUX penapaTuBHasi, OHU
y4acTBYHOT B CUHTE3€ KOMMOHEHTOB BHEKIIETOYHOIO MaTpUKca.

Copepxalumecs B nynbne makpodaru n AeHAPUTHbIe KNneTku obecneynsatoTt
3awmTy NonocTun 3yba n nepmogoHTa oT MHPEKLNIA.

PyYHKUUN NynbNbl:

nnacmu4yeckas (0bpasoBaHue AeHTUHA);

mpoghuyeckasi ([OCTaBKa NUTaTENbHbIX BELLECTB AEHTUHY U aManu);
3awumHas (bapbepHas) NPensaTCTBYeT NPOHNUKHOBEHNIO MUKPOOPraHN3MOB;
peseHepamugHas (Npy HanMynMn 3HaYnTENbHbLIX TPaBM CNocobHa ocTaBaTbCA
Xun3HecnocobHon n obpasoBbiBaTh pybel Ha MecTe TpaBMbl; ydacTByeT B
obpa3oBaHuK penapaTMBHOIO AEHTMHA).




Mynbna OCyLIEeCTBNSAET B3aMMOCBA3b OpraHM3aMa WM TkaHen 3yba, noatomy
pasnuyHble 3aboneBaHUsA 4ernoBeka (OCOBEHHO NPOAOIDKUTENbHBIE, TSDKENbIE)
CHWXXAIOT CMNOCOBOHOCTU TKaHeh 3yba MNPOTUBOCTOATb BHELIHMM MOBPEXOAMLLNM
dakTopam, U HaobopoT, 3aboneBaHuss 3y60B (0COBEHHO Nynbnbl) MOryT Bbi3BATb
naTosiormnyeckmne Npouecchl B opraHM3me.

Mpn kapuece nNpoucxoaaT OECTPYKTUBHbIE M3MEHEHUst B opoHTobnacrax,
paspyLlalTCa KoNnareHoBble BOSIOKHA, MOSABASIOTCA KPOBOM3IUAHUSA, CHUXKAETCH
aKTUMBHOCTb (bepMeHTOB 1 06MeHa BeLLLECTB B Nyribre.

KNETKW “OBLLUAIOTCA” APYI C APYITOM C NOMOLbIO LUTOKMHOB.

LUUTOKUHBI (LIK)- aTO B OCHOBHOM FIMKONPOTEUHbI, CUrHalbHbIE MOMEKYIbI
GenkoBor nNpupoabl (HM3Kas MonekynapHaa macca: 5-20 k[la), cekpeTupyemble
KneTkamu n perynmpyroT akTUBHOCTb “CcocedHnXx” n COBCTBEHHbLIX KINETOK (TO eCTb Y
HUX ayTO-/NapakpUHHbIN 3PP EKT).

LK npucyTcTBylOT B KPOBW HE3HAYUTENLHOM KONMUYECTBE, SABMAACH OYEeHb
aKTMBHbIMU MOMeKynamu.

UK (10_9 — 10_12M) B3aMMOOENCTBYIOT C KNeTKamMu-MULLEHAMU, UMELLMMN
cneundudeckune peuentopsbl (R) B cBoer membpaHe. Ob6pasoBaHne Takoro Komnrekca
LIK-LIKR BegeT K nMHMUmauum Kackaga, ¢ NnoMoLbo KOTOPOro nepegaeTcs CUrHan B
knetke; LK, aBnascbe maneHbkuMmn 6enkamm, He MOryT NPOHUKaTb B KNETKKU, MO3TOMY
OCYLLECTBISETCA CBOW 3(P(PeKT B KMeTKax-MULEHAX C MOMOLbIO BTOPUYHbIX
nocpegHukoB (WAM®, «kanbuui, WHO3MTON-1,4,5-Tpucpocar), Kak HeKoTopble
UCTUHHbIE TOPMOHbI. B pesynbrate nosiBNEHUS TakMx BTOPUYHbLIX MOCPEAHUKOB,
nepegayu ropMOHarnbHOro curHana aKTUBUPYIOTCA COOTBETCTBYOLLNE
BHYTPUKMNETOYHbIE MPOTEMHKMHA3bI, YTO NPUBOAUT K bocdopunmposaHnio 6enkos, B
T. 4. OaKTOPOB TPAHCKPUMNLN.

Pesynbmam- VHOYKUMA WU penpeccusi CUHTe3a onpeaeneHHbix 6enkos B
KneTKke-MULLEeHN.

Fpynnbl ULUTOKMHOB:

1. daktopbl pocta. Hanpumep, daktopbl pocta d¢ubpobnactoB (FGF2),
TpaHcopmupyowmnm aktop pocta B(TGFB) , anngepmanbHbIn hakTop pocTa
(EGF), BMP2 (KOCTHBIN MOpdoreHeTUYeCcKnn NPOTEUH-2), M-CSF
(MuenouuTapHbIn  KOSTOHMETCUMYNUpyLWwmMn - daktop). PakTopbl pocTa Tak
Ha3blBalOTCH, MOCKOMbKY CTUMYNUPYIOT WM UHIMBUPYOT nponudepaumto
onpeaeneHHbIX TUMOB KINETOK.

2. benku cemencrtea Hekpo3a onyxonu (TNF unm ®HO; RANKL).

NHTepnenknHebl (IL nnv UIT) n uHtepdepoHsl (IF unn NO).

4. XeMOKMHbI (CCL2- MuUrpaumsi MOHOLMTOB B MEPUOLOHT).

w

Mponudepaumsa n aktuBauus coubpoodnacros.

Ha pnbpobnactax ectb peuentopsbl K TGFB, FGF2, EGF, IL 1, IL6, IL8, I1L10, TNF/

Pesynstatom o6pasoBaHust komnnekca curHanbHaa wmornekyna LK-LIKR-
WHOYKUMA CUHTE3a M CeKpeuun KOMMOHEHTOB BHeKNeTodHoro matpukca (BKM,
OCHOBHOrO BELLEeCTBa), TO €CTb akTnBaums pnbpobnacTtoB, KOTopas NposBNAETCS B
akTuBauum cMHTe3a komnoHeHToB BKM.



MpoaykTbl, cekpeTupyemblie ¢ubpobnactamm pbIXNON BONIOKHUCTOMU
CoeANHUTESNTbHOWU TKaHMU.
e KonnareH | Tuna [al(I)ZaZ(I)] (70%)- ocHOBHOW  KonrareH B

HEMUHEPanu3oBaHHbIX U MUHEpan13oBaHHoOWM TkaHu 3yGa, IIl Tuna [a(lI1).]

(25%) n MMHOpPHBbIE KonareHsl (V, VI Tuna).

manypoHoBas kucnora,

[MpoTeornukaHs.l,

[MnkonpoTeunHsl,

LInToKMHbI (rMaBHble- FGF),

depmeHTbl 0OMeHa (npu cuHTe3e n pacnage) BKM: nuannokcuaasa (depmeHT
CUHTe3a), npokonnareHnenTuaasbl (N- n C-) (pepMeHTbl CMHTE3a KonnareHa) ,
MaTpuUKCHble  MeTannonpotemHasbl (MMP)  (depMeHT  katabonuama),
rmukosmaasbl (epmeHT katabonuama), cynbdatasbl (bepMeHT katabonuama)
n apyrue.

OaHW 1 Te Xe KNeTKW B nyrbhe OCYLWEeCTBIST Kak CUHTE3MPYIOLLYI0 OYHKLMIO,
Tak 1 PyHKLMIO KaTabonmama BHEKNETOYHOrO MaTpuKea.

OcHOBHOE BeLeCcTBO PbIXSION COeANHUTENbHOWN TKaHMW.
MpeobnagatoLwmin HeopraHMYecknin KOMMOHEHT - 600a (HZO)(SS%);

Mpeobnagarowimin  OpraHNYECKUI KOMMOHEHT - KoJsulazeH | muna [
0(1(1)20(2(1)] .

CUHTES3 KOJUTATEHA

OTO MHOrocTyneH4yaTbli NPoLUecc, B KOTOPOM pasrnmyatoT HECKOMbKO cTagum v
9TOT CWHTE3 foKanu3oBaH, MMeeT BHYTPUKIETOYHbIE CTaguu, npoTekawwme B
dubpobnactax, nO3TOMy MepBbI  3Tan  CUHTE3a  KOmnnareHa  HasBanu
BHYTPUKINETOYHbIM.

| 3Tan - BHYTPUKNETOYHbIN. Jlokanu3auma - pubocombl, JIP, annapar
lonbmxkun. TpoaykT - npokonnareH, KOTOPbIN CEeKPeTUpPyeTCs BO BHEKMETOYHbIN
MaTpUKC.

Il aTan- BHeknetouyHbln. Jlokanusauma- BKM. [lpogykt- konnareHoBble
¢unépunnol.

BHyTpuKNETOYHbIN 3TAM CUHTE3A KONJTAFEHA | TUMA.

B HeM MOXHO BblgeNUTb 3 OCHOBHbIX COObITUS:

a) cuHme3 nonunenmudHbix _uened npo-al(u____npo-a2()u3
coomeemcmeyrouwux akmueHbix popm AK — amuHoauun-mPHK.

OcobeHHOCTU  aMUHOKUCIIOTHOro coctaBa npo-al(Hm npo-a2(l)
nonunenTUAHbIX Lenen.

KonnareH — 3TO OCHOBHOW CTPYKTYPHbIA GErnok MEeXKNeTOYHOro maTpukca.
KonnareH- 3TO cCaMbiil BbIPaXXE€HHbIAW B KONMUYECTBEHHOM COOTHOLIEHUM 6enok
opraHu3ama 4ernoseka (25-33% oT obuiero konuyectsa benka B opraHuame; 6% OT
Macchl Yernoseka). ECTb HEeCKONbKO TUMOB KonrareHa, aTo NonuMopdHbIn Benok, B
HacToslllee BpeMs U3BEeCTHO 19 TunoB KonnareHa. B nepsyio odepedb, OHU
oTNUYalTCa Apyr OT Apyra NepBUYHOW CTPYKTYpPOM nonunenTuaHbiX uenewn, no
YyHKUMAM, MO NPOCTPAHCTBEHHOW OpraHu3auun u no rfiokanuvsaumm B OpraHusme.




BapuaHToB a-uenen okono 30. [Ana obGo3HayeHus Tuna KomnareHa MCnonb3yercs
pumMmckaa uudpa. B konnareHe 1 Tuna BCTpeyaroTca 2 anbda-uenu, a B KosnnareHe 3
TNa- BCe Luenu NOAEHTUYHBbI.

o Kaxpgasa npo-a- uernb cogepxut 31-35% (Y5) octaTtkoB rMvuuHa u 14-23%
(%) ocTtaTkoB nponuHa. [Ans NPOTSKEHHbIX LUeHTparibHbIX Y4acTKOB
XapaKkTepHbl K HOo8ble _m bl -INn-X-Y (cpean X wn Y
npeobnagaeT NposuH, TaKke 4OCTAaTOMHO MHOMO BCTpeYaeTcs Nn3nHa).

e boOKOBble LENU LUUCTEMHA HAXOOATCS TONMbKO B COCTaBe KOHLEBbIX
AOMEHOB MOJEKyI.

e N-KOHUEBOM [OOMEH coOepXuT rmapodoOHbIA CUrHamNbHbIM NenTug
(oCHOBHasA yHKUMS CUrHanbHOro nentuaa- OpueHTauus cuHTesa
nenTngHbIX uenen B nonoctb AP, a nocne BbINOMHEHNA 3TOM PYHKL MU
CUrHanbHbIN NeNTUg oTWwennaeTcs).

6[ nocmmpaHCaaAUUOHHasA Modu_d_)w(ay,un u KOMQaHCﬂﬂgUOHHbIﬁ

¢gonduHe ¢ obpa3oeaHue _mpOUHOU _cnupajau __npokoJsjazeHa _(HSP47,
nenmuounnpoausi-yuc-mpaHc-usomepasa)

NOCTTPAHCNALUUOHHAA MOANDUKALUA NPO-a-LLENEU KONNATEHA

1. lpoTteonutnyeckoe oTuwienneHne N-KOHLEBOro CuUrHanbHOro nentuga nocrne
BbIMNOMHEHNA CBOEN YHKUMM (B peakumm OrpaHUYEHHOro npoTeonunsa) .
depmeHT: curHanbHas nentTugasa npo-a-ueneun.

2. TngpokcunupoBaHme  OOKOBLIX  Lenen nponmHa C  obpasoBaHuEM
3-rmgpokeunponuna  (3-OH-Mpo),  4-rmgpokcunponuna  (4-OH-Mpo) wn
5-rmgpokcunmamna (5-OH-Jns). ®epmeHTsl: npokonnareH (5-nnaun, 3-Nponun
unu 4-nponun guokcureHasbl (Fe+2 n akopbaT-3aBuCUMble (PEPMEHTHI). DTU
depMeHTbl CnoxHble, cogepxat n Ko-gaktop (HeopraHmyeckme HebenkoBble

2+
KOMMOHEHTHI - Fe~ ') n Ko-pepMeHT (opraHnyeckne HebGenkoBble KOMMNOHEHTbI -
ackopbuHoBas kucnoTa)

LS e il OHOOKCUreHasbl/rmapokcunasbl  (MOCKOMbKY B
el T ... Monekyne cybctpata nosiensiercs OH-rpynna) .
& T S S 8 EcTb 4 rpynnbl MOHOOKCMIreHas B 3aBUCUMOCTM OT
o T e Rl B TOro, Kakow OOHOp BoAopoda Mcrorb3yeTtcs Ans
j:zw z;w yTUnusauum BTOporo atoma kucrnopoga. OauH
oeRerooy g Svasser aToM Kucropoda BcTpauBaeTcs B cybetpart u
nosiBnsieTca OH-rpynna, a BTOpPOWN

YyTUNU3npyeTcsl.

Trvnbl MOHOOKCUIeHa3HbIX peakLUni:

-LUInToxpom P450-MOHOOKCUreHasa (BCTpeYaeTca B NeYeHu, paccmaTtpmBaem B
obMeHe xonecTtepuHa);

-TeTparmgponTepmHOBblE MOHOOKCUreHasbl (MCTOYMHUK Bogopoga- TIBl;
obMmeH ak);

-ButamuH C-3aBuUCUMbleE MOHOOKCUreHasbl (nNpeBpalleHne pgodamvmHa B
HOpadpeHaruH);



-AckopbaT-3aBUCMMble  MOHOOKCUreHasbl, paboTawowme B NPUCYTCTBUU
anb(a-KeToKUCIIOT (CONPSKEHHbIE C OKUCNeHMeM anba-ketokucrnoTt). Bce atu
rMOpoKcunasbl OTHOCATCA K 3TOM rpynne!

Mmopokcunasbl MOryT HasblBaTb He TONMbKO MOHOOKCUreHasamMu, HO W
AanokcureHasamu.  Krnaccuyeckne  MOHOOKCUreHasbl BCerga  COMnpOBOXAAKTCH
obpa3oBaHMeM BoAbl (0QMH aToMm Kucnopoga- B cybcTpart; a gpyron- ¢ AByMS
BogopogaMmn OT [JoHopa=> obpasyeTcs Bofa), TO eCTb B MoOrekyny cybcrpata
BcTpamBaetca TOJIbKO 1 ATOM KUCITOPOIA. A B gaHHOWn peakuun oba amoma

Kucrniopoda ecmpauegaromcs 8 2 cybcmpama, BCTpanBaH1e KACNopoaa NpuBeaeT K
o6pa3oBaHunIo Apyron KapbOKCUITbHOW rpynnbl.

2+ y
Ponb ackop6arta 3aknioyaeTcs B ToM, 4ToObl noggepxatb Fe™ , KOTOpbIN
HeobXoauMM Ans MNpOSIBNEHMST KaTanUTUYECKOM aKTMBHOCTM 3TOMY (EPMEHTY B

BOCCTAHOBJ1IEHHOM BUnge. To €CTb B adKTMBHOM LeHTpe
NpOTEeNH-NpoNun-4-rmgpokcunassl
ecTb 7 Xeneso.
RN - -~ ALy ‘

-~ ~ Kucnora
rucnora N
s poe

S o TyT TakKad Xe peakuund, KakK "

JIns I

| \ —NH—H—C- npencraBneHHas BbILLE.
h T S Okcurpynna  npucoeguHseTcs K
( HO>—CH
=0 NN3UHY B 5 NOMOXEHUN.
H,
NH,

-OKCUnNus-

Korga aCKOp6I/1HOBa$I KUCNOTa BbIMONMHAET POoJib BOCCTAHOBUTENNA XKefe3a, OHa
TepAaeT CBOU  TMPOTOHbI W 3NEKTPOHLI,

2 20 N npeBpalasicb B AernapoackopouHoByto
ot ] o=t ] KMCHOTY.
HO—C = - O=—C
O,EJ v " :J O6paTtHoe npespaLleHe (pereHepaums)
L om G0 AernapoackopbrHoBon KMCNOTbI B
AckopGmnosan  Rerwapoackops ackopOWHOBYIO ~ KUCNOTY  BO3MOXHO C

NMOMOLLIbKO 80CCMAaHOB8/1eHHO20 2/lymamuoHa
._A pereHepauuss camoro rnytatmoHa npoucxognt HAO®PH2. Butamun C He
CVYHTE3NPYIOTCA B OpraHuM3Me 4erioBeka, CBOWM OYHKUUKU NPOSIBASAET fyylle BCEro B
Knucnom cpege.

Ponb ruapoKcunbHbIX rpynn B cOCTaBe JIM3UHA, NPONnHa:

e OHn Heobxogumbl Ans dukcaumm TPOMHOM cnMpanu C MNOMOLLLHO
BOOOPOAOHbIX CBA3en. [lepBuMYHas CTpPyKTypa KonnareHa TakoBa, 4TO
o0blyHasa anbdga-cnupanb, KOTopas XxapakTepHa Ansi BCEX OCTanbHbIX
6enkoB, He MoxeT obpasoBaTbcd. BogopoaHble ¢BA3n mexay obLimm
dparmMeHToM, Kak y Apyrux GenkoB Ha YpOBHE BTOPUYHOW CTPYKTYPbI,
HEBO3MOXHbI, notomy 4yTO uenb OYeHb BbITAHyTas
(anekTpooTpuuaTenbHble aToOMbl HaxXOO4ATCA OYEeHb [[aneko Apyr OT
Apyra); NponMHa 04eHb MHOTO, a OH MeLLaeT 06pa3oBaHNI0 BOOOPOAHbIX
CBSA3er CBOMM 00LWMM hparMeHTOM, NMOTOMY YTO 3TO, CTPOro rOBOpPS, 3TO



He ak, a UMMHokucriota. IMeHHO No3ToMYy eAMHCTBEHHbIN BO3MOXHbIN
BapuaHT BbICLLEN CTPYKTYpbl 3TO He oaHa anbda-cnupanb, a Tpu; y
KonnareHa CBOWl OBMMK BTOPWUYHON CTPYKTypbl- 910 TPOMHAS
KOJIJTATEHOBAS CITUPATIb.

e 5-OH-Iu3 siBnsAeTcs yyacTkom rvkoaunuposaHus MPO-a-LIEMEN.

e 5-OH-Jlnsa Heobxogum p[ns obpasoBaHWs MOMNEPEeYHbIX CLUMBOK B
konnareHe. [loaToMy Tak BaXHO nogAepxaHve Heobxoanmoro
KonnyecTtea ButamuHa C.

Mpn peduumte BuTammHa C HapylaeTcs rMapOKCUIMPOBaHWE OCTaTKOB
nponvHa n nNu3nHa, B pesynbrate 3Toro passuBaetcs UUHICA. ObpasyoTcs meHee
NMPOYHbIE N MeHee CTabunbHblE KOMareHoBble BOMOKHA, 3TO NPUBOAWT K OOMbLLOW
XPYMNKOCTU WM JIOMKOCTU KPOBEHOCHbIX cocyfoB. KrnvHuyeckas KapTuHa LUMHIM
XapakTepuayeTcsa BO3HUKHOBEHMEM MHOXECTBEHHbIX TOYEYHbIX KPOBOU3MUSHUIA NMOS,
KOXY M Cnn3ncTon o6ono4km, Habnogaerca KPOBOTOMMBOCTb AECEH, pacluaTbiBaHue U
BbinageHne 3y6oB, aHemMusi. ButamuH C BbINONHAET aHTMOKCUMAAHTHYIO (PYHKUMIO,
ABMSASICb XOPOLUMM [OHOPOM aTOMOB BOAOPOAA, MO3TOMY MpM HedoCTaTKe MOXeT
HapyllaTbCa aHTUOKUCAAHTHasi cuctema apuTtpoumTta (OH Gonee 4yBCTBUTENEH K
ADK=> aHemuns)

3. MukosunuposaHue o 5-OH-fTuz. DepmeHT: ranakTo3un-p-O-TpaHcdepasa.

Mocne 3aBepLUEHNsI TMAPOKCUITMPOBAHUA NPU y4acTUM Cneumpuyecknx
rMMKo3unn-TpaHcdepas B COCTaB MOSEKYN NpOKonareHa BBOAATCA YrNeBOAHbIE
rpynnbl. Yaiue Bcero K Takum rpynmnam OTHOCSTCS rarakro3a unuv gucaxapup -
ranakrosun-rntoko3sa. Obpasyerca O-rnmko3ngHas cBasb. To ecTb
rMUKO3NNNPOBAHME MPOUCXOOUT eLLe B KOmnnareHe, KOTopbI He NnpeTepnen
cnupanusaumm, n 3aTeM NPOLOIHKaeTcsi nocne ob6pa3oBaHNA TPOMHON cnvpanu.

FMuko3nnupoBaHue rMAPOKCUNU3NHA

Uncno Takux yrneBoAHbIX eauHML, B MOMEKyre KonnareHa 3aBucuT oT Buaa
TKaHW. Hanpumep, B konnareHe CyxoXxusnui (konnareHe | Tmna) 3To YMCro paBHSIETCS
6, B KonnareHe kKarncynbl XpycTanvka (npeobnagatowumin konnaret - IV tuna) - 110.

YMeHbLUeHMe YrneBoaHbIX KOMMOHEHTOB (€CNM NPOLLECC MNKO3UNMPOBaHMS
HapyLLeH) MOXeT ObITb NPUYNHON YXYALLEHUS MEXaHUYECKUX CBOMNCTB KOXW U CBS30K.



anakTo3a, rnoKo3a B peakunsax rmmukKo3nmpoBaHnsa NCNONb3YTCH B
akTuBMpoBaHHOM Buae. AKTuBnposaHHada oopma yrnesoga — YAP-moHocaxapug.

Ponb rmuko3nnupoBaHuA a-Lenemn KonmnareHa

e (CTeneHb 1 xapakTep rMUKO3UNNPOBaHUS OTIIMYAETCS Y pa3HbIX TUMOB
KonnareHna.

e MoOHO- unn onurocaxapugHble y4acTku KonnareHa siBNATCs nuraHgamm
NEKTUHOBbLIX PELIENTOPOB.

e Bsanmopgencrteue c peuentopamun NPUBOAUT K SHAOLUTO3Y U YAANEHUIO HE
paspyLuaeMbix oparMeHTOB KonnareHa — rnkos3nnmpoBaHne Heobxogmmo
ans obecneyvyeHnsa katabonmama

Mocne Toro Kak oTwennseTcs npogparMeHT (CUrHasnbHas
nocnenoBaTteribHOCTb, MPONOCefoBaTeNbHOCTL), MOCEe MOPOKCUNNPOBAHUS U
FMUKO3UITMPOBaHUS — MPOUCXOANT KOTPAHCALUMOHHBLIU PONAUHT — rIpoyecc
hopmMupo8aHUSs 8bICWIUX CMPYKMYypP Ha OCHO8E NMep8u4YHoOU CMpPyKmMypbi.

MaTtpuuen ans atoro onanHra SBnsieTcs nepBuYHasi CTPyKTypa.
BapunaHTOM BTOpUYHOM CTPYKTYpPbl ABASETCH TPOMHAas KonnareHoBas cnvparib.

KoTpaHCnAUuNoHHbIN (hOoNauHI KOHTponupyeTcs 6enkamu;

1) 6enkamu c cpepMeHTaTUBHON aKTUBHOCTbLIO
[Menmudunnponurn-yuc-mpaHc-u3oMepasa — ogHa n3 gongas, 7o ectb
depMeHTOB honauHra)
2) G6enkamu, He obnagarWMMn hepMeHTaTUBHON aKTUBHOCTLIO U
perynupyroLwmmm npouecc KoTpaHcnsaunMoHHoro chonauHra
9710 b6erku-wanupoHs! (6esiku mernsiogo2o woka). Npumep: HSP47 -
LanupoH, y4acTeyoLLNM B OPMMUPOBAHUM TPOMHOWN cnvpanu

O6pasyetcsa TponHaa cnmpanb. OHa (CM. KapTUHKY HUXE) cnupann3oBaHa B
LEeHTpanbHOM YacTu, rae ecTb Tpuaabl U3 rMuumHa, NponnHa n Y (nocne nx
MoauMdUKauumn CTaHOBUTCSA BO3MOXHbIM 06pa3oBaHe BOAOPOLHbIX CBA3EN), U
AOCTaTOMHO AfIMHHbIE Ha KOHLIAX Hecnmpanm3oBaHHble y4acTku — L- 1 C-KOHUbI
nonunenTuaHbIX uenen. B o6nacty C-KOHUOB NPUCYTCTBYOT MHOMOYUCIIEHHbIE
AncynbuaHble MOCTUKN.

KoHueBble nponenTtnabl He 06pasyoT TPOMHYIO cnvparib, OHU OPMUPYIOT
rnobynspHble JOMEHbI.
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Takas cTpyKTypa Ha3blBaeTCcs NpoKonfareH.

8) cekpeuusi MPOKosI1Ia2eHa MeXaHU3MOM 3K30UuMmo3a 80 8HEeKJ/1eMOYHbIU
MampUukKc

BueKNNETOYHbLIX 3TAN CUHTE3A KOMNNATEHA (npokonnareH ->
KONnnareHoBble BOJIOKHA)

1) HauuHaeTcs c oTwenneHus ot npokonnareHa N-KoHueBbIX (E:
npokonnareH-N-nentungasa) u C-koHueBbIX (E: npokonnareH-C-nentngasa)
nponenTUAOB (TO €CTb Y4aCTKOB HECMNPASTIM30BAHHOCTH). DTO KIOYEBOU
MOMEHT B 06pa3oBaHnmn konnareHoBbIx onbpunn.

Ux codepkaHue 8 Kpo8U — rokaszamersib UHMeHCU8HOCMU CUHMe3a KosinazeHa!
MpoaykT - Mmonekynbl TponokonnareHa (TK).

e AV aVaV AT eV VeV aV . VsV eV VeV eV W e VeV Ve, .

NMpokonnarex

OTuenneHne KOoHLEBbIX nonepeyHble CLUMBKK
npo- NenTVACEB

SIS SIS SR IRSE LIRS L=

TponokonnareH

C6opka huEpunnel l nonepevHble CLUMBKK

2) [llocne oTwenneHnsa KOHLEBbIX CTPYKTYP hopMUpyeTCH CTPYKTypa
TponokonnareHa. lNpn aToMm ocBO6OXAAaKTCA KOHLbI TPONOKONareHa
(TenonenTuAbl) (TOXe HeCcnUpann3oBaHHbIE Y4aCTKN), KOTOPblE MHULINUPYIOT
camocBopKy MUKPOMBpmnn 1 KonnareHOBbIX BOSTOKOH.

®ubpunna konnareHa

B pesynerate 1 aTana (7.e. oTwienneHne nponentngos) hopmupyeTtca
TpornoKonnareH, cogepallmim Ha KoHUax TenonenTuapbl

CywecTBytoT gedekTbl cMHTe3a pepmeHToB N- 1 C-nentuaas — HapyllaeTca
obpasoBaHue TponokonnareHa — Hapylaetcs obpasoBaHue HoOpMarnbHbIX
KonnareHoBbIX ombpunn. KnuHu4Yeckue rnposienieHusi: ManeHbKui pocT, UCKPUBIEHNE
NO3BOHOYHUKA, MPUBbIYHbIE BbIBUXM CYCTABOB U BbICOKAA PACTAXUMOCTb KOXMU.

HepoctaTto4yHOCTb 3TUX hePMEHTOB NPUBOAMUT K HApyLLEHMO 06pa3oBaHNS
HOpManbHbIX KonnareHoBbIX nbpunn.

OTOT (2) Npouecc ABNAETCS CIOHTAHHbLIM — “CrIOHMaHHasi camocbopka
MUKPOGbUBPUIII U KOMla2eHO8bIX 80/TOKOH”,

Kak o6pa3yroTcs KonnareHoBble BONIOKHA (KapTUHKa):
Kaxgbin TponokonnareH 6yget OCHOBOW 4151 OpraHM3aLmMm KonnareHoBbIX
dunbpunn



[MocnepoBaTenbHOCTM MOMEKYN TPOMOKOMareHa accounnpyoTca B napasnsieribHble
pAabl, KOTOpble COABUHYTLI HA Y% ONTMHBI MOMEKY bl TPOMoKonnareHa OTHOCUTENBHO
Apyr apyra. Takasi opraHu3auus KonnareHoBbIX pubpunn MakCcMMansHO rnosbiwaem
cornpomuerieHue K pacmsiausarouum Hazpy3kam u obecriedusaem 8bICOKYHO
MexaHU4ecKyo npo4yHocms. Habniogaerca nonepeyHas CHEPYEHHOCTb.

EcTb yyacTku ¢ nonHbIM nepekpbiTueM (T.e. 6e3 3a30poB) B CTPYKTYpe
KonnareHOBbIX BOSIOKOH, YTO obecriedusaem 8bICOKYI0 MeXaHU4YeCKYH MPpo4YHOCMb
KOJr1/1a2eH08020 80/10KHa.

MpOYHOCTb YKPENNEHNS STOrO KOMnareHOBOro BOSIOKHA AOCTUraeTcs obpaszoBaHuem
KOBaJlIeHTHbIX CLUMBOK.

3) O6pa3oBaHue KOBaNeHTHbIX NONEepPeYHbIX CLUMBOK.
[MpouncxoanT BHYTPU 1 MEXAY LlensaMu Monekyn konnareHa. CnoHTaHHO
obpa3soBaBLUMecH KonnareHoBble MOpUnIbl YKPENNATCH BHYTPU- U
MeXLeno4ye4HbIMY KOBaNEHTHbIMM CLUMBKaMK — 0cobas NPOYHOCTb KOnmareHOBbIX
dunbpunn

OBPA30OBAHUE NMOMNMEPEYHbLIX KOBAJIEHTHbIX CLULUBOK
I.  YyacTtByeT pepMeHT - s1u3uiokcudasa. Okcmaasbl OTHOCATCS K
MeTannognaBonpoTenHam.
e KaTtanusmpyet okucneHue nuanHa (oKCunmnaunHa)
0 0
/H H-H- H |
H 2

Nusunoxcudass, Cul*, o4
éHz H0 0y Hy0; NHy

[ain Annuain
(B COCTABE KONMAreHa) (8 cocTase konnarena)

e OkcnaasHbIN TUM OKUCIIEHNA
lpouecc: 2 aToma Bogopoaa NnepeaatTcs Ha MOMekyny Knucrnopoga — Mornekyna
Kncnopoga CTaHOBUTCS NEPEKUCHIO — ABYXANEKTPOHHOE BOCCTAHOBIEHME.

Korga BMecTo aMmHorpynnbl NosiBAsSIETCA MMUHOIPYNna, To BTOPOW aTan
npoTeKaeT Nerko U CNoHTaHHO 6e3 hepMeHTa (T.K. UMMHOrpynna HecTabunbHas) — 3To
rmaporiMTuYeckoe aesaMmMHUpoOBaHMe 3TOM UMUHOTPYNMbl — BMECTO aMUHOTPYMIbI
NnosiBNsSieTCH Kncnopoa.

B uenom, nosiensieTcst anbaerngHas rpynna. Takoe coeguMHeHne HasblBaeTcs
anbaerng riu3vMHa, Unu ansiusuH (B coctaBe KonnareHa).



— HeobxoauMbl s1u3uiokcudasa u UOHbI Medu Ansi Toro, YTobbl obpasoBanach
npoYHas KonnareHosas pubpunna.

Il.  lMponcxoguT CNOHTaHHasA anbAUMUHHAA UITU KETUMWHHAsA
KoHOeHcaums 6okoBbix Lenen nuanHa unu OH-nu3nHa ¢ 6okoBbIMUK
uenamu annuanHa unu OH-annunanHa.

— T.€. aMMHOKMCIIOTa C anbAerngoM CoHTaHHO CBA3bIBAETCS yxe 6e3 hepmeHTa.

BAPUAHTbI CLLUBOK BUPYHKLIMOHAJIbHbLIE CLUMBKWU

Annun3nn In3nn JInanHHopnenuymHoBas

Annun3nn OH-nu3un MMAapoKCUNU3nHOHOpNenyuHoBas

OH-annuaun Nuann JInanHo-5-keToHOpneMymnHoBas

OH-annu3un OH-nu3un MMApPOKCUNU3UHO-5-KeTOHOpeULMHOBas
- camasl pacnpocTpaHeHHasi CLUMBKa

Konn4yecTtBo Taknx nonepeyHbix CBA3EN (CLULMBOK (oMOpUINoB KonnareHa)
3aBUCUT OT (PYHKLUUIW 1 BO3pacTa TKaHen. Hanpumep, mexay Monekyrnamu KonnareHa
axunrnoBa CyXOXununa oCobeHHO MHOrO, Tak Kak sl 3TOM CTPYKTYpPbl OCOBEHHO BaXKHa
Oonbluasa npoYyHocTb. C BO3pacToOM KONIMYECTBO NONEepPEYHbIX CBS3en B hubpunnax
KonnareHa Bo3pacTaeT— 3aMeasieHne CKOpoCcTu meTabonuama konnareHa y
NOXWUNbIX N04eN

KapTuHka: koBaneHTHble CLUMBKN MOTYT ObITb BHYTPW TponokosnareHa nnbo
MeXLienoyeyHble CBA3M MeXay pa3HbIMU ocTaTkamu TpornokosniareHa.

O6pasoBaBLuneca peakTuBHble anbaernabl (annu3 n OH-annus) yyacTteyoT B
06pa3oBaHMM KOBANEHTHbIX CLUMBOK C OCTaTkaMu nuanHa nnn OH-nuanHa
cTabununampysa dubpunnbl kKonnareHa

Camas pacnpocTpaHeHHasi CLUMBKa (y4nTb):
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rMapoKCUIM3NHO-5-KETOHOPNenLH

MAapoKCMNU3nHoO-5-KeTOHOPNenuMHOBasA CLUMBKa 06pa3syeTcs Mexay
TMAOPOKCUINN3UHOM U 5-rMOPOKCUANTIN3VHOM.

lMpouecc: amnHokMcnoTa 1 anbaerng obpasytoT WnddoBO OCHOBaHMeE 3a CYeT
OTHATMA BOAbI, 3aTeM NPOUCXOAUT nepepacnpeaeneHme anekTPoHHON NNOTHOCTY 3a
CYET TOro YTO O/IMH U3 BOAOPOAOB NEPEXoaUT K a30Ty, a BTOPOM BOAOPOA — K
yrnepoay. OGpasyeTcs koBarneHTHas CLUMBKA.

BudyHKunoHanbHbIe cBA3KKU Hanbonee npucyLum ombpunnnoobpasyowmm
konnareHam tuna I, Il n 111, npuy4ém B 3aBMCMMOCTU OT BMAA TKaHW npeobnagaet
Kakon-nnbo onpeaenéHHbIn BUA CLUMBKM.

Mo mepe co3peBaHUsA TKAHU BO3HUKAIOT NePEMbIYKN U MexXay
MuKkpodmbpunnamu. B 6nyHKLUNOHANBbHbIX CLUMBKAaX COXPaHAKTCS
peakUMOHHOCMNOCOBHbIE aTOMbI, KOTOPbIE NOCTEMNEHHO BCTYNalT B peakumnm
AOMNOMHUTENBHOM KOHAEHCauumn ¢ obpasoBaHMeM TPUPYHKLNOHANBbHbLIX CLUMBOK,
UMEKLNX B LEHTPE reTepoLMK — NUPULMHMEBOE UM MMPPOSTbHOE KOMbLIO JTH
peakumm NpoTeKarT Takke HedhepMEHTATUBHO (Tak Xe Kak n GuyHKLMOHaNbHbIE
CLLUMBKM) MYTEM CMOHTAHHOIO B3aMMOAENCTBUS KETOUMUHHOW OBOMHOW CLUMBKW OOHOM
MUKPOGMBpUNNbI C anbaerMaHbiM pagukanom gpyrom MMkpodmbpunnei.
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rM4poKCUNMEUN-NnApIMHONMH

Ecnun B peakumm y4acTBytoT 5-TMAPOKCUAnM3NH U yxke cchopMrMpoBaHHast
CLUMBKA M'MAPOKCUIM3NHO-5-KETOHOPIEenLUMHa, TO NPOAYKT —
TMAPOKCUNU3UN-NNPUANHONUH. B 60NbLUNMHCTBE TKaHel 3TO rnmaBHas
TPUMYHKLMOHaNbHas CLUMBKA kKonnareHoB. [JononHumersnbHble nepemMbiyku
UUKITUYEeCKO20 Xxapakmepa HyXXHbl O71s1 o8bIWEHUS MexaHU4YecKol npoYyHocmu
B0JI0KOH KoJslfia2eHa.

TPUOYHKLUMNOHAJIbHbIE CLLUUBKA

MfmapoKkcunuann-nMpuaNHONMHOBAA - CaMbl PACNPOCTPAHEHHbIV BapuaHT
maopokeunusnn-nuppornbHas

JInsun-nnpnguHonnHoBasi - BTOPOW CaMblil pacnpoCTpaHeHHbI BapuaHT
JInsun-nupponsHas

KATABOJIU3M 6enkos BKM

KonnareH cyuiecTByeT onpeaeneHHoe Bpemsi. Ero oTHOCST kK MeaneHHo
obHoBnsoLWmMMes 6enkam. MNepuoa nonypacnaga — Hegeny Unv Mecsilpl.

PaspyLieHne konnareHoBbIX BOTOKOH OCYLLECTBNAETCS IGO0 akTUBHbIMU
dopmamm kncnopoga nnMbo akTMBHbIMK hopmamMm kucnopoaa n bepmeHTaTUBHbLIM
crnocobowm, T.e. hepmeHTamun ruaponmsa. Takme bepMeHThl, KaTanuanpyoLlmne
KaTabonmam KOMNOHEHTOB PbIXNION COEANHUTENbHOW TKAHWN, CUHTE3NPYIOTCA
dumbpobnactamu. To ecTb pnbpobnacTbl pbIXSION COEANHUTENBHOW TKaHN
cekpetupytoT B BKM npotenHasbl, rugponusytowme 6enkn BKM, B.T.4. konnareH.

KnioueBom hepMeHT — MaTpUKCHas MeTannonpoTtenHasa-1 (MMP-1 unu
KonnareHasa) obrnaaaet BbICOKOM CNeLMgUYHOCTbIO, PacLLENAeT TPOVHYH
KONnnareHoByto cnvparnb B onpeaeneHHoM MecTe NPMMEPHO Ha % PacCTOSAHUS OT
C-koHUa - Mexay ocTaTkamu rmuLmHa 1 nerumHa unu nsonenumHa:
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[Nanblue Takne obpasyowmnecs parMeHThl KonnareHa ye pacTBOpUMbI B
Boae. OHM CMOHTAHHO AeHaTYPUPYHOT, TO CTb LieNb pasBopavYMBaeTCs 1 CTaHOBUTCS
AOCTYMNHBbIMM ANA OEACTBUA OPYrMX NPOTeonMTUYecknx depmeHToB. MNocne yero
CTPYKTypa KomnnareHa paspyLuaeTcs.

e MMP - Zn 3aBUCKMMbIE BHEKMNETOYHbIE SHAONENTUAA3bI.

e ®ubpobnacTebl 3gopoBon nynbnbl cekpeTupytoT MMP-1 (konnareHasa), MMP-2
(ctpomenusuH A), MMP-9 (ctpomenusnH B) n MMP-14 (memBpaHHO-CBA3aHHas
npoTenHasa).

e HapylweHune katabonuama konnareHa Beget K onbposy opraHoB U TKAHEN (B
OCHOBHOM, B MEYEHUN U NETKMX)

e YcuneHue pacnaga konnareHa u ysenu4yeHue aktusHoctu MMP -
ONarHoCTUYEeCKUN MapKep ayTOMMMYHHbIX 3aboneBaHuin (peBMaTONOHbIN
apTpuT, CUCTEMHAs KpacHas Bofn4YaHKa, B pesyrsrate n30dbiTOYHOrO CMHTE3a
KonnareHasbl Npy UMMYHHOM OTBETE)

e [lpun BOCNaneHum nponcxoaunt nHaykums cuHtesa MMP B pubpobnactax u
KneTKax KpoBU U BblAENeHne Nn3ocomarbHbIX KaTENCUHOB.

e Y monogbix nogen obmeH konnareHa npoTekaeT MHTEHCUBHO. C BO3pacTom,
0COBEHHO B CTApOCTKN, 0OMEH KonnareHa CHUXKaEeTCs, Tak KakK y MOXUITbIX
nogen yBennynBaeTcsi KONMYECTBO NOMEPEYHbIX CLUMBOK B CTPYKTYpe
KonnareHoBbIX pubpunn — 3aTpygHaeTca AOCTYNHOCTb KonnareHa ans
JencTBua KonnareHasbl.

e B HekoTOpbIX Criydasix CUHTE3 KonrareHa 3aMeTHO yBenudneaetcs. Hanpumep,
dhunbpobnacTbl MUrPMPYIOT B 3aXKMBAIOLLYIO PaHy Y HAYMHAKOT akTUBHO
CVHTE3NPOBaTb B 3TON 06r1acTV OCHOBHbLIE KOMMOHEHTbLI MEXKNETOYHOIro
MaTpuKca — yCUNeHne CUHTe3a KornnareHa npuv saxuBfieHum pax

MAPKEPbI KATABOJIN3MA KOJITATEHA

KonnareHbl pacLlennsaoTca He NONHOCTbLI0. HacTb «HegopaspyLLEeHHbIX»
NPOAYKTOB MonajaeT B KPOBb U MOYY.

Mpun ycmneHum katabonmama KonnareHa noBbILAETCA KOHLEeHTpauus:
a) TenonenTtnaos (N- n C-KOHUEBBIX) TPONOKonareHa,
0) nenTnaoB, coaepKaLLnX OKCUMPOSNH U OKCUIMN3NH,

B) bparmMeHTOB TPUMDYHKLMOHANbHBIX CLUMBOK.

Cnepyrownm komnoHeHT - TAr n NI



e [Al nnu rmMmMko3amMmHOrIMKaHbl — 3TO SIMHENHbIE reTepononucaxapuibl,
coaepatime Kncrnbole KoMnoHeHThl (Mpeobnagatowmn MAlN — rmanypoHoBas
KuUcroTa).

e [1I unn npoTeornukaHbl — 3T0 coeanHeHust 6enka (KopoBbl 6enok, 5-10%) ¢
OAOHUM Unn Heckonbknmm FAl(90-95%).

e [lpoTeornukaHbl 3T0 GonbLUe yrneeoapl.

Al n I aBnsoTca 06a3aTenbHbIM KOMMNOHEHTOM MEXKINETOYHOIO MaTpuKca.

» /irpatoT 60nbLUY0 POrib B MEXKNETOYHbIX B3aMOAENCTBUSAX, (POPMUPOBAHUM 1
noaaepxaHnn gopMbl KNETOK U OpraHoB, 06pas3oBaHNM KapKacoB Mnpu
POpMNPOBAHNN TKAHEWN.

5narop,ap9| CBOUM (*)I/I3I/IKO-XI/IM CBOMCTBaM OHW BbIMOSHAOT cnegywuwine (byHKLIVIM:
1. AsngatoTca CTPYKTYPHbIMA KOMIMOHEHTAMWN MEXKIIET MaTpUKCca

2. CI'IeLI,I/I(bI/I‘-IeCKI/I B3aVIMO)J,eI7ICTByl0T C KosJiareHoMm, ariaCtmHom,
Cbl/l6pOHeKTI/IHOM 1N Op KOMMOHEHTaMMN MEXKIT MaTpUuKkca

3. Bce Al n MI" moryT B3anmMoaencTBoBaTh C BOLOW, B pesyribraTe Yero
MEXKIT BEeL=BO nNpmnobpeTaeT xeneobpasHbl xapaktep

4. £BnsTCa NoNMaHNoOHaMu, cogepxar ©onbLuUoe Kon-Bo oTpuuaTesibHbIX
3ap4no0B, NO3TOMY MOTYT NPUCOEONHATDb OonbLLOE KOM-BO KATUOHOB

5. YOoepxxuBasi Bogy OHM 06ecrneunBatoT Typrop - ynpyrocTb TKaHu

6. NrpatoT ponb MONEKYIAPHOro CUTa B MEXKIT MaTpUKCe - NpendaTCTBYHOT
pacnpocTpaHeHno NaTtoreHHbIX MMKPOOPraHM3MoB

7. TnanypoHoBas K-Ta BbINOMHSAET PECCOPHYH (DYHKLIMIO B CYCTaBHbIX
XpsiLax

8. [enapuH - 3alMTHas - aHTUKOArynsHT

» MoHomep 2omonosnucaxapuda - MOHOCaxapwg - rroKo3a
» MoHomep eemepononucaxapuda - gucaxapui

» ®opmyna eemepornonucaxapuda - MHOroOKpaTHO NOBTOPAIOLUNICA Aucaxapug
(x-y)n

OcobeHHOCTU:

e X - OK/UCIEeHHasa Npou3BoA4Has MOHocaxapuaa
e Y - aMMHOMNPOM3BOAHbIE MOHOCaXxapuaoB
e bonblwunHcTBo AloB cynbdaTnpoBaHHbIE



» M'manypoHoBas KucrnoTta BCTpeyaeTca B CBOOOOHOM BUAE, EANHCTBEHHbIN HE
cynbaTnpoBaHHbI, KON-HO NpeobnagaeT Hag ApyruMmun.

HEUTPATNbHbLIE KOMNOHEHTbLI FAM v M
AMuHocaxapa: rntoko3amuH (Mmr-NH2), ranaktosdaMmuH(lan-NH2).
AuyemunamuHocaxapa: N-aueTuUnriioKo3aMuH, N-aueTunranakro3amuH.
KUCNOTHbLIE KOMMOHEHTbI TAI v NI

1. YpoHo8ble Kucriomai:

A) rnoKypoHOBas KUCIoTa (rMiykK),

B) ranakTypoHoBas kucnota (ranyk),

B) ngypoHoas kncnota (Uay)

2. CynbghamHble ocmamku (-SO3H)
T’MAJNTYPOHOBAA KUCJIOTA (rmanypoHaH)

e Cy6cTpatbl: Y®-2noyk u YOO-N-auemurnanoKko3amMuH.

o depMeHT: MembpaHHas euarnypoHaHcUHmMemas3sa - nokanusosaH Ha L1
MeMbpaHbI

e bBuonorunyeckas ponb:

A) yoepxxaHue Boabl

B) cBA3bIBaHME KAaTUOHOB (Na+, K+, Ca++)
B) 6apbep ans MMKpoopraHn3MoB

') perynatopHas

» CuHTE3 NponcXoanT He Ha 6enkoBoM maTpukce. Y ee pepMeHTa eCcTb 2 UeHmpa
c853bl8aHUS C pa3nnyHbIMK cybcTpaTaMmu (aKTMBUMpOBaHHas oopma NPON3BOAHbIX
MoOHocaxapuaoB). CybcTpaTthl nepegaroTcs Ha LeHTpbl hepMeHTa 1 3atem C
y4yacTueM KaTanuTuyYeckmx LeHTpoB obpasyeTcs s1ubo 1,3 2r1uko3ud ces3b - MEXOy
MOHoOcaxapudamu eHympu MoOHomMmepa, r1ubo bema-1,4 - Mexdy ocmamkamu
Oucaxapudos. 3aTeM NPONCXOANT BbICBODOXAEHME rManypoOHOBOW K-Thl B
MEXKINETOYHbIA MaTPUKC.

=> [ntoko3a ocdopunmpyetcs

=> [noKko3a-6-chocdaT npespaLlaeTcs B rroko30-1-gocdar
-> AKTUBMpPYETCA C yyactmem YTO

-> O6pasyetca YOP-rntokosa




- [NoKo3a B ero cocTaBe ABaXdbl OKUCNAETCA
-> O6pasyerca YOP-rnoKypoHoBasi KUCnoTa (nepBbiv cyocTpar)

o ®PyHKUMKM YO D-rnoKypoOHOBOW KUCIOTbI:
o 1. O6pasoBaHue raros
o 2.06e3BpexnBaHMe TOKCMHOB
(GunupybuHa)

-> [NoKo30-6-hpocdaT nsomepusyetcs BO PpyKTo30-6-pocdar
-> PpyKTO30-6-hocdaT aMUHUPYETCS C y4acTUeM aMUaHOW rpynnbl rMyTaMnHa
-> [peBpallaeTcs B rMoKo3amMuH-6-pocdaT (ganee 2 nyTu)
€ 1 - docdornokomyTasHasi peakums -
rnoko3amuH-1-poccpar(cybeTpar) - obpasosaHme MAI n Tl
€ 2 - aueTunupoBaHHasa oopma rnko3ammH-6-pocdara - obpasyetcs
N-aueTunrioKko3amMuH-6-gocdart - N-aueTunrioko3amMmuH-1-pocdar -
akTnsumpyeTtca ¢ yyactvem YT - YOD-N-aueTunrnioko3amuH -
YO®-N-aueTunrankatosammH(cybctpar) - obpasosanue Al n Tl

depMeHTbI: 1 - reKCoKMHa3sa; 2 - bocdorniokonsomepasa; 3 - aMmHoTpaHcdepasa; 4 -
aueTunTpaHcdepasa; 5 - N-aueTunritokodaMmHgochomyTasa; 6 -
YO®-N-aueTunrniokodammHnmpodgocdopunasa; 7 - anumepasa; 8 - Yao-
rnoko3ammHnupodocdopunasa; 9 - Yod-rnokonnpodocdopunasa; 10 -
YOdrnoko3o-gerngporeHasa.

I'moxo3a
ATD _
A1
AND ‘i
oo -6 - pochar ——> I'mogo3o - 1 - docdar
YT - ’
J +
DpyET030 - 6 - hochar YID - rmoxosa — " YAQ - rmoxyponar
| B 4 - 3 H,0
Iy =~
I'mogoaasun - 6 - pochar =— I'moEozammn - 1 - pocdar
Anerwn-KoA - 4 YTd> - s
HS-KoA“ DD, “',l

N-aneTemiaooKo3aMed - 6 - docdar
]
5

r
N-anemwarmoxkoszamus - 1 - ocdar
YTD
DP_ -~

VI -N - aneTAATIOKO3IAMHHA

\ M
- T ANKO3aMHROT THKA N
/ H FAHKOIPOTEHHE

VIID-N-an ATARAKTOIAMHI
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AOpyrue M'Al' pbixnon coegUHNUTENTbHON TKaHU

XoHapouTtuHeynbdat (XC, komnoHeHT [1IN)

KepataHcynbdat (KC, komnoHeHT M),

lenapaHcynbdar (I'C, komnoHeHT M),

Ty4Hble KNeTkn BbiAensoT cBO6OAHbIN CynbdaTtupoBaHHbin [Al-
renapuH(@aHTUKoarynsaHT)

dopMyribl 3HaTb XOHAPOUTUMHCYNbdATA U r’ManypoH K-Tbl

Peakuus annMmepunsauunm 3HaTb



Ansa cynbgatmposaHus raros ncnonbayercsas PADGC (opraHmyeckas opma cepHom
KMCNOTbI)

Coo CH,OH [el) CH,OH

PAPC DAD -
o— 0,50 o—
OH
OH OH O OH OH
HecynsdaTapoBaHHEI OCTATOK CyibdaTHpOBaHHB OCTATOK
N-aueTHnranakrosaMuHa N-aneTHATATAKTO3AMHHA

PADC obpasyeTcs N3 aHOOrEeHHOW CEPHOM KUCAOThI - €€ UCTOYHUK TaypUH - U3
uncTenHa

Pacnag rmmko3aMMHOrNMKaHoB

e [TNMKO3aMMHOIMMKaHbI OTNINYAOTCS BLICOKOW CKOPOCTLIO 06MeHa: nepmnog
NONyXu3Hu (T1/2) MHOrMX U3 HUX cocTaBnsaeT oT 3 40 10 CyT U1 TONbKO 4SS
KepaTaHcynbgata T1/2 «120 cyT. B paspyweHnun nonncaxapngHbix ueneu
Yy4aCTBYIOT 3K30- M 9HOOrMmnKo3naassl (rmanypoHuaasa, (3-rnwoky- poHungasa,
(3-ranakTo3ungasa, (3-ugypoHungasa) u cynbdartassbl.

e 13 BHEKITETOYHOro NPOCTPaHCTBa NO MeXaHU3My SHOO0LMTO3a
rMUKO3aMUHOINMKaHbI MOCTYNAloT B KMNETKY, rAe SHOOLUNTO3HbIE NY3bIPbKU
CNMBAKOTCA C NU30coMaMn. AKTUBHbIE NTU30COMarbHble (PEPMEHTHI



o6ecneynBatoT NOsHbIN NOCTENeHHbIN MMAPONN3 IMKO3aMUHOTTTMKAHOB [0
MOHOMEpOB.

Mykononucaxapnaosbl

Mykononucaxapudossi - msxériblie HacriedcmeeHHble 3aboriesaHus,
obycrnoeneHble 0eghekmamu 2udporias, ydacmeyrouwux 8 kKamabornusme
2/luKo3aMuHoeuKkaHos. B nn3ocomax TKaHewn, 4Ns KOTOPbIX XapakTepeH
CVHTE3 HanbOoNbLLEro KONMYECTBAa MNKO3aMUHOITIMKAHOB, HAKanMBaKTCA He
MOMHOCTbLIO pa3pyLUEHHbIE MMNKO3aMUHOTTIMKaHbI M C MOYOW BbIAENAKTCA X
onurocaxapugHble parmeHTbl. CyLlecTByeT HECKOMNbKO TUMOB
MYyKOMonmcaxapmnao3oB, Bbi3BaHHbIX AedekTaMum pasHbiX hePMEHTOB,
y4acTBYHOLMX B pacLlenieHnn rmmko3amMmnHOrIMKaHOB.
Mykononucaxapudo3bl Nposestomcs HapyweHUsIMU YMCMBEeHHO20 pas3sumusi
y demed, nopaxxeHUsiMu cepOe4yHo-cocyoucmou cucmemsl, deghopmayusimu
KOCMHO20 cKeslema, 3Ha4umesibHO 8blpakeHHbIMU 8 YesTioCmHouyesou
obnacmu, eunionnasuel meépobix mkaHel 3y608, MOMymHeHUEeM po208ulbl
2/1a3, CHUXeHUeM NPOJOIHKUTENBbHOCTU XXNU3HU.

B HacTosLwee BpeMa 3T 6onesHu He noddaromcs Ie4eHUr, NO3TOMY Npu
NOA403PEHMM HA HOCUTENBCTBO AEe(EKTHBIX reHOB HEO6X0AMMO NPOBOAUTL
npeHaTanbHyl AMarHOCTUKY. B aTux cnyvasx onpeaensitoT akTMBHOCTb
nM3ocoMarbHbIX rMaponas.

NI nynbnbl, nepmoaoHTa U pbIXSION COeANHUTENbHOWN TKaHWU AeCHbI
(2 rpynnbl)

BepcukaH (13 rpynnbl 6onblunx arpervpytowwmx M), conepxnt 16 uenen
XOHOpouTuHcynbgaTta (XC).

[ekopuvH (13 rpynnbl Manblx, 6oratbix nenuyuHom I, cogepxat ogHy uenb XC
BurnnkaH (M3 rpynnel Manbix, 6oratbix nenuymHom MIN) cogepxmt no ogHomn
uenun XC un kepataHcynbdata (KC).

dunbpomoaynuH 1 NoMUKaH (M3 rpynnel Manbix, 6orateix nenyuHom M),
cogepxat no Heckonbko uenen KC.

HEKONNAMEHOBBIE BEJIKU CO CMELWATIbHbIMU CBONCTBAMU

AfOresvBHble U aHTMaAre3nBHbIe Benku

benkn mexkneTo4YHoro MaTpUuKCa BbINONMHAKT CaMble pa3Hble (byHKLl,I/II/I. HacTb 13 HUX
obnapgaet cnocobHOCTLIO CKIenBaTb KOMNOHEHTBI MEXKIETOYHOrO BELeCcTBa 1
KNETOoK, 1 3Tn 6enkun nony4yunun HassaHue aare3nBHbIX.

PUBPOHEKTMUH - agre3unsHbin [T, KOTPbIA COEOMHSAET BCE KOMMNOHEHTbI
MEXKITETOMHOro MaTpukca.

KpynHbIN MyNETUAOMEHHbIV FNUKOMNPOTENH (470 K4a), COCTOUT U3 OBYX
cybbeamHuL, CoeanHEHHbIX AUCYNbMOUAHBIMU CBA3AMMN.

COLI,ep)KVIT YYaCTKN CBA3bIBaHUA ONA



A) KonnareHa,
B) rmanypoHaHa,
B) kneTtouyHbix MembpaH (RGD unu —Apr-I'mn-Acn-).

CnyXnt MOneKynsipHbIM Kreem, CBA3bIBaloLLMM KOMNOHEHTbI BMK.
Oco6eHHOCTN TKaHeun Nynbnbl U NapoAOHTa

lMynbnapHblie pubpobriacmel — yHukanbHas nonynaumnsa punbpobnacTos,
CUHTEe3npyoLLasa Bce 6enkmn cuctemol KomnnemeHTa. [NpoaykTbl akTueaumm
komnnemeHTa C3a n C5a BbI3blBalOT Nponudepaumo 1 Mobmnnmnsaumnto CTBONOBbIX
KNeTok u pnbpobnactos, a MeMOpaHHO-aTaKyHLL M KOMIMEKC paspyLlaeT baktepuu.
LINTOKMH FGF2 nyTeM MHAYKUMM CMHTE3a KOMMNIIEMEHTa SBSETCS rMaBHbIM (0akTopoMm
penapaumu nynbnapHO-4eHTUHHOIO KOMMJIeKca.

®dunbpobnacTbl NEpMOOHTA XapaKTEPU3YHTCSA 8bICOKOU aKmMUBHOCMbHO
wiernoqHou ghocghamasbl U crnocobHOCMbIO K QughghepeHUUposKU 8 ocmeobriacmal U
uemeHmobnacmsl. CBA3b C LEMEHTOM OCYLLECTBNAETCS KOareHOBbIMN BONTIOKHaAMM
1 npoteornmkaHamn. CKopocTb 0OHOBNEHNSA NEPUOAOHTANBLHOMO KonnareHa B 4 pasa
BbiLLE, YEM B KOXE.



Tema Ne2: BUOXUMUA MUHEPATNTM3OBAHHbLIX TKAHEA POTOBOM
NONnocCTu

CocTtosiHne poToBOWM NOSIOCTU B3aMMOCBSA3aHO C COCTOSIHUEM BCErO OpraHnM3ma,
NoO3TOMY ASNUTENbHbIE NATONOrMYyeckne NpoLecchl, NpoTekarLlmne B OpraHn3me
YyenoBeKa, MOryT CKa3blBaTbCsl HA COCTOSIHMM TKaHew 3yba. [nmaBHasn dyHKuna 3yba -
MexaHM4YecKoe n3Menby4eHne NuLLm, nonagaroLlen B opraHmsm.

MUWHEPAJINSOBAHHbLIE TKAHU

e B ocHOBHOM BelLecTBe coaepXntcsa 6onbLLIOe KONMYeCcTBO
KPUCTATMN30BAHHBLIX CONEN KANbLINA

e TBepable TkaHM 3yHa xapakTepmnaytoTCa BbICOKUM COAEPKaHNEM
MUHEpPanbHOrO KOMMOHEHTA:

KocTb (06pasytoT nyHkn) — 60-70%

LlemeHT (KneTo4HbIn 1 6ecKneTouYHbIn) — 68 - 70%

[JeHTuH —71- 72%

Omanb — 95% (Ha Hee npuxoguTces 60nbLUas Harpy3ka)

o O O O

HHOCMb 8CeX MUH HHbIX MKaHeu:

- Marnoe KoJl-BO KNeToK C OTPOCTKaMm

- BorbLUOe KOM-BO MaTpuKca ¢ MMHepariaMu (B CBA3M C 3TUM OpraHUYeCcKui
KOMTMOHEHT MaTpuKca UMeeT 0cobGoe CTPOEHUE - OH NPeACcTaBreH besrkamu,
Komopble s18/1SIIoMCs ueHmpamu Kpucmarnnusayuu 051 hopMuposaHusi
Kpucmarioe MuHepanbHO20 KOMIOHEHMa)

XUMUYECKWNI COCTAB KPUCTANITIOB MUHEPAJTM3OBAHHbIX TKAHEWN
B MMHepann3oBaHHbIX TKAHSAX XXMBOTHOIO Mmnpa npeobnagatot anatutbl. Obwas
dopmyna anatutoB: Cal0(PO4)6(X)2, rae X npeacTtaBneH ruapoKCUibHOM rpymnnomn.

e [lpeobGnagaet rugpokcuanatmt (FAl) - Ca10(PO4)6(OH)2H20
e [lpyrvne conu kanbuusi:

Kap6oHaTanaTuT - Cal0(P04)6C0O3

xnopanaTtut - Cal0(P0O4)6CI2

c¢ropanaTut - Cal0(PO4)6F2

amopdHbIN Kanbuun B Buae Ca3(P04)2, CaCO3, unTpaT Kanbums

Bonbwnin npoueHT npuxogutca Ha Ca2+, goctatodHo 6onbLuor npoueHT PO4(2-)



] ]‘ -
KonuuecTBeHHbII cocTaB
MAaKpO03JIeMEeHTOB B
MHHEPAaJH30BAHHBLIX TKAK

DJIeMeHThI r/Ha 100 r Tkaan (rpaMM-IIPOIIEHTHI)
DmMais JewTrH IlemeHT Koets

Ca 2+ 32-39 26-28 21-24 24
PO 4 3 16-18 12-13 10-12 11
EEa 1,9-3.6 3,0-3,5 2,0-4,3 3.9 ‘
Na * 0,25-0,9 0,6-0,8 - 0.8 'J
Mg 2+ 0,25-0,56 0.8-1,0 0.4-0,7 0,3
Cl- 0,19-0,3 0,3-0.5 - 0,01
K+ 0,05-0,3 0,02-0,04 - 0,2
ropust 0,5 0,1 - 0,5
Ca/P 1,5-1,68 1,6-1,7 1,6-1,7 1,6-1,7

BKM (BHEKNEeTO4YHbIN MAaTPUKC) MMHEpPanNM30BaHHbIX TKAHEW
e KpucTannbl conewn kanbums (npeobnagaet rmapokcmanaTuT)
[pyrve HeopraHn4eckue conm
OpraHnyeckue BellecTBa (NpeobnagatoTt cneunanmampoBaHHbie 6enkn)
Bopa (4-15%)

3amellaemMblie 1 3amMeLlaloLLne NOHbI U MOMEKYSbl B COCTaBe anaTtuToB
(n3omopdHOE 3ameLueHune)

3ameLllaemMble NOHBbI 3amMeLyaroLime NoHbI

PO4(2-) AsO3(2-) HPO4(2-) cO2

Ca2+ Sr2+ Ba2+ Pb2+ Na+ K+ Mg2+ H20
OH- F- Cl- Br- I- H20

20H C02(2-) 02(-)

M'mapokcuanatutsbl (FAl)

® VMEIOT 2eKcacoHallbHyt0 cmpyKkmypy, KoTopas o0yCroBnMBaET BbICOKYH
NPOYHOCTb

® MOSAPHOE COOTHOLLEHNE Kasbyul:¢hocgham=1:67 (O4EHb YCTONYMBAS
CTPYKTYpa, cmabursibHas UOHHasi peuwemka, B KOTOPOW NIOTHO YNakoBaHbI
UOHbI, yOEPKMBAEMbIE 3a CHET 3/IEKMPOCMamu4YecKux cusl)

e cTabunbHbl, HO nerko obmMeHMBaOTCA MOHAMKM C OKpPY>KatoLLLEN Cpeaon,
Bnarogaps YeMy B UX COCTaBe MOTyT NOSABMASATLCA APYrne NOHbI (U3oOMOpghHOoe
3amMeujeHue)

o pasmep amoma - hakmop, onpedensruuli B03MOXHOCMb 3aMEHbI



OneMeHTbl KpUCTanIM4eckon peLleTkn anatmtoB MoryT 06MeHnBaTbCA C MOHaMM
pacTBOpa, OKPY>KaloLLLEero KpucTas v U3MeHATbLCS 3a CHET MOHOB, HAXOOALMXCS B
3TOM pacTBope. B xuebix cucmemax criocObHOCMb K U3OMOPGOHOMY 3aMeUeHUIo
denaem aramumabl 8bICOKOYY8CMEUMESbHbIMU K UOHHOMY coCcmasy Kposu,
MEXKIIeMOYHOU XXUOKOCMU, C/IHOHbI (3aBUCUT OT XapakTepa num n notpebnsemon
BOAbI).

® UN30MOpP(HOE 3ameLleHne BrUSEeT Ha NPOYHOCTL U pa3mMepbl Kpuctannos Al

(T. €. NBMEHSIET CBOWCTBA)

Haubonee pacnpocTpaHeHHble peakunm N3oMopdHOro 3amMmeLleHus
e B kucrnom cpene MoHbI Kanbuuysi 3aMeLlatoTcsa NpoToHaMn, YTo NPUBOOUT K
paspyLweHuto kpuctanna MAll. Peakunsa gemmHepanusaumm KOCTHOM TKaHU B
Kucnou cpege (1).
e ®dTopanaTtuTbl - Hanbonee ctabunbHble anaTuUTol. [1Be peakumm n3oMopgHOro
3amMeLlleHuns ¢ ydactunem dotopa (3, 4).

o Ecnu koHUueHTpauusa ptopa B HOpMe, To 06pasyroTcs KpucTansbl
PTOpanaTUToOB (PEKOMEHOYETCHA 8peMEeHHOE NPUMEHEHNE
dTOp-CcoaepXKallmx nacT ansg Toro, YTobbl HekoTopoe KonuyecTteo Al B
amanu 3amewlanocb Ha Kpuctannbel dTopanatnTos. PTopanaTuTbl
yMeHbLUaT pactesopumocTb Al B kncnou cpege) - p. 3

o Ecnu koHUeHTpauus pTopa BbiCOKa, peakumns m3oMopgHOro
3aMeLLEeHNs NPOMCXOLUT NO APYroMy TUMY - KpUcTansbl He 0bpasytoTcs
(p. 4). 3aboneBaHne, KOTOPOE pa3BMBaETCA NPU N3BbLITOYHOM
KOHUEeHTpaumm oTopa B BoAe, NoyBe, 3ybax, KOCTAX B nepunog
hopMMpPOBaHNA KOCTHOIO ckereTa n 3ybHbIx 3a4aTkoB - ®JITKOOPO3
(pasmsicueHue mkaHeu 3y6a)

Ca2H (PO)(OH), + 6H" =9 Ca®™ + 6HPO, + 2H,0O

Ca,(PO)(OH), + Sr' = Ca,Sr'(PO)(OH), + Ca

Ca,(PO,),OH) + 2F = Ca,(PO,),F, + 2HO

Ca (POJ(OH), + 20F = 10 CaF. + 6PO,” + 2HO

Kap6oHaTHbI anaTuT
e coaepXuT kapboHaT unu rugpokapboHaTt
e HakonreHue kapbGoHaTa NoBbILLAET KaPUECBOCPUUMYUBOCMb 3Manu
e C BO3pacToOM yBennymBaeTcs
CTpoHUMeBbIA anaTuT
e 06pasyeTcs B pesynbrate 3ameLLeHns KanbLust
e 3aMeLleHMe NPOMCXOaNT NPU HAKOMNNEHUN PaaNOHYKNNAOB B NOTpPebnseMos
BOdE
® YMEHblLaeT MEXaHNYECKY0 MPOYHOCTL 3y6a



Y usomopghHO20 3ameuweHUs1 Mo2ym 6bImb rnosioxumeJsibHble 3ghghekmal (p. 3),
HO 8 OCHOBHOM OH UMeem He2amueHbIU XxapakKkmep.

KNETKWU MUHEPAJTM3OBAHHbIX TKAHEW

OcTteobnacTbl (KOCTbOOpPa3yrwUe) N 0CTEOKIaCTbl (KOCTbpacmeopsiouwue)
LlemeHTOGONACTLI (LEMEHT)

OpoHTOGNAacCTLI (AEHTUH)

Amenob6nacTbl (3Marnb)

Bce knetkn yyactBytoT B popmuposaHum BKM, 4yto criocobcmeyem muHepanu3sayuu
meepObix mKaHel 3yba.

BMOXUMUA KOCTHOWU TKAHU

3yObl pacrnionaraloTca B KOCTHbIX JTYHKax - 0mOesibHbIX i4elikax arlb8eosIsipPHbIX
0mMpPOCMKO8 BEPXHEN N HXKHEN YerntocTen. KocTHasa TKaHb - pa3Ho8UOHOCMb
coeduHUMeribHOU mKaHU, pa3BMBalLLascs U3 Me3o0epMbl U COCTOSLLAasA U3
KI1emoK, MEeXXK/1emo4YHO20 HEMUHEPaiu308aHHO20 Op2aHU4YeCKO20 Mampukca
(ocmeoud) u OCHOBHO20 MUHepPaiu308aHHO20 MEXKITIeMOYHO20 seuecmaa.
[MoBEPXHOCTL KOCTU anbBeONSIPHOIO OTPOCTKA NOKpbITa Hadkocmuueu
(nepunocT), obpaszoBaHHOM NPEUMYLLECTBEHHO NSTIOTHOW BOSTOKHUCTON
COeVHUTENbLHOW TKaHbHO. M3 0cmeo2eHH020 €105 HaOKOCMHUUbI 8 KOCMb
rpoxodsim cocyObl U HEPBHI.

HadkocmHuua ocywecmernisgem He mosibKo mpoghuyecKyro GhyHKUU, HO U
y4yacmeyem 8 pocme U peeeHepalyuu kocmu. Bcneactene aToro KocTHas
TKaHb anbBEOSIAPHbIX OTPOCTKOB 06nagaeT BbICOKOW pereHepaTUBHOM
CNOCOBHOCTLIO HE TONBKO B (PU3MONOrMYECcKUX YCroBusX, Mpu
OPTOAOHTMYECKNX BO3OENCTBUAX, HO M NOCIIE NOBPEXAEeHUS (MeperioMbl).
MuHepann3oBaHHbI MaTPUKC OpraHn3oBaH B mpabeKy bl -
CMPYKMYypPHO-byHKUUOHasIbHble €0UHUUbI 2y64amolt KOCMHOU MmKaHU.

B opraHname nocTosAHHO NPOUCXOAST NPOLLECChl OOHOBNEHNA KOCTHON TKaHW
nyTéM CONPSXXEHHOro N0 BpEMeEHM KocTeobpa3oBaHUA U paccacbiBaHNUS
(pe3opbums) kocTu. B aTux npoueccax akTMBHO y4aCTBYIOT pasfnnyHble KIeTKn
KOCTHOM TKaHW.

KNETOYHbIA COCTAB KOCTHOW TKAHU

Knemku 3aHumarom eceeo nuuib 1-5% obwe2o o6bémMa KocmHoU mKaHU
CKeslema 83p0ocsio20 Yeriogeka. PasnuyaloTt 4 Tuna KNeTok KOCTHOM TKaHW.
Me3seHxumanbHble Heaud hepeHUMpoBaHHbIE KNETKM KOCTU HaxoaAaTcs
rnaBHbIM 06pa3oM B COCTaBe 8HYMPEHHE20 €105 HAOKOCMHUUbI,
MOKpPbIBaOLLEN MOBEPXHOCTb KOCTM CHaPYXM - NepnocTa, N3 aTux KNneTok MoryT
06pa3oBbIBaATLCA HOBbIE KITETKM KOCTU - 0OCTeobnacTbl U 0cTeoknacTbl. B
COOTBETCTBUU C 3TON NX PYHKUMEN UX TaKKe HA3bIBAKOT OCME02EHHbIMU
Kriemkamu.

OcTeobnacThbl - KNETKKN, HAXOAALMECS B 30HAX KOCTeobpa3oBaHNA Ha
BHELLHUX N BHYTPEHHNX NOBEPXHOCTAX KOCTN. OcTeobnactel cUHmMe3upyrom u
8bI10erIsIoM 8 OKpyXarowyto cpedy chubpunsbl KonnazeHa, npomeoanuKkaHbl U
enukosamuHoenukaHbl. OHY Takke obecneymBatoT HernpepbI8HbIU pocm
Kpucmarioe 2udpoKcuanamumos 1 BbICTYNatoT B Ka4eCTBE NOCPEHNKOB Npu



CBA3bIBAHUN MUHEpPanbHbIX KpUcTannos ¢ 6enkoson matpuuen. 1o mepe
cmapeHusi ocmeobiacmai npespawaromcs 8 0Cmeoyumal.

e OcTeoknacTbl - KNETKN, BbINONHAOLWNE PYHKUUIO paspyeHuUs Kocmu,
obpasytotcsa 3 makpodaroB. OHU ocywecmernsrom HernpepbI8HbIU
ynpasnsgeMbil npoyecc peKoOHCMpPyKUUU U 06Ho8MeHUss KOCMHOU MKaHU,
obecneymBas HeOBXoAUMbIN POCT U pa3BUTUE CKeNeTa, CTPYKTYPY NPOYHOCTb U
YyNpYyrocTb KOCTEN.

MEXKIIETOYHOE BELWLECTBO

e MexKneTo4yHoe BeLwecTBO NPEACTABNEHO Op2aHUYECKUM MEXKITEMOYHbIM
MampuUKCOM, NOCTPOEHHbLIM 13 KONNareHOBbIX BOMTOKOH M OCHOBHbIM
MUHepanuM3oBaHHbIM BELLECTBOM.

e OCHOBHOE€ BeLeCcTBO MEXKITETOMHOIO MaTpMKCca COCTOUT rnaBHbIM 06pa3om
N3 8HEKITEMOYHOU XUOKOCMU, 2IUKOMPOMeEUHO8 U MPomeoariukaHos,
y4acTBYHOLUUX B NEPEMELLEHNM N pacnpeneneHnn HeopraHN4YeCKUX NOHOB.
MwuHepanbHble BeLeCTBa, pa3MeLLeHHble B COCTaBE OCHOBHOIO BELLLECTBA B
OpraHM4yeckoM MaTpuKce KOCTU NpeAcTaBneHbl KpucTansamu, rmaBHbIM
obpasoM rugpokcmanatutom. OCHO8HbIMU 6esiIKaMu 8 HEK/1EMOYHO20
MampuKca KOCMHOU MKaHU s18J1s1Fomcsl KoJsislazeHoeble 6esiku | muna,
KOmopble cocmaerisitom oKoso 90% opaaHU4ecKo20 Mampukca Kocmu.
Hapsdy ¢ konnazeHoM muna rpucymcmayrom crieObl Opya2ux muroe
KonnaegeHa, makux kak Vv, X, Xl.

e HekonnareHoBble 6eNKM KOCTHOW TKaHU NpeacTaBleHbl
rMUKONpoTEMHaAMU U NPOTEOrfIMKaHaMMm.

e [NuKoNpoTenHbI CUHTE3NPYIOTCA OcTeobnacTaMmm 1 cnoCoGHbI CBS3bIBaTb
docdaTbl UNK KanbLmii; Takum 06pa3om OHM MPUHMMALOT ydYacTue B
opMMpPOBaHNN MUHEPANM30BAHHOIO MaTpukca. CBA3bIBasiCb C KNeTkamu,
KonnareHamu n NpoTeornMKkaHamn, oHu obecrieqyusarom obpasosaHue
HaOMOMeKynspHbIX KOMIMIEKCO8 MampuKca KOCMHOU mKaHU.

OCTEOBIJIACT (OB) - kocTeob6pa3ytowasn KneTka
e  dopmupyetcsa ns NPEocTeobnacTta (3T0T NpoLecc NMHAYLMPYETCS LMTOKMHAMM)
e LInTOknHBI BMP7 1 BMP2 (KOCTHblE MOpdhoreHeTu4eckme 6enkm)
83aumoOdelicmagyrom ¢ peuernmopamu u Yyepes ghocghopurnuposaHue
hakmopos mpaHckpunyuu uHOyyupyrom oughgpepeHyupoexky Ob u3
Kriemok-npedwecmeeHHUKo8 (npeocteobnactos — [1OB).
KonnazeHosasi 2ybka, coOepxawasi BMP2, ripumeHsiemcs 015 3arofiHeHUs KOCMHbIX
Oeghekmos.

PEMOJOENUPOBAHUE KOCTHOWU TKAHU
B npouecce xnsHegeatenbHOCTN KOCTHas TKaHb NOCTOAHHO obHoBndAeTcs. [pn aTom
B KOCTHOWM TKaHW NPOUCXOAAT ABa NPOTMBOMNOMOXHO HanpaBneHHbIX npouecca -
pe3opbums n BocctaHoBneHne. COOTHOLLEHME 3TUX NPOLLECCOB Ha3blBaeTCS
pemodernuposaHUeM KOCMHOU MKaHuU.
e (OcTeoknacTbl “npucacbliBaloTCHa” K KOCTU M OCYLLECTBASIOT pacTBOpeHne
cTapown KocTHom TkaHn. OcTteobnacTbl POPMUPYIOT HOBYH KOCTHYIO TKaHb C
y4yacTmem opraHM4eckoro octeouaa.



N3BeCTHO, 4YTO Kaxxable 30 NeT KOCTHAA TKaHb M3MEHSETCA MOYTWN MNOSTHOCTLIO. B HOPME
KOCTb pacTeT o 20 neT, 4ocTurasi nmka KOCTHOW macchl. B aToT nepuog npupoct
KOCTHOW Maccbl cocTaBnsaeT 4o 8% B rog, 3atem 40 30 NneT - nepunog yCTon4mBoro
cocTosiHuS. [ocne aToro Ha4nHaeTcs ecTeCTBEHHOE CHMKEHME KOCTHOW MacChbl.
[Mocne HacTynneHns MeHonay3bl Y XXEHLWMH HabntogaeTca MakcumMmarnbHas CKOpPOCTb
NoTEpPU KOCTHOW TKaHMW, T. K. 3CTPOreHbl BNUSAIOT Ha pe3opbLumsi KOCTU, MPOAOIMKaETCs
3TOT npouecc Ao 60 ner.
XKeHLWwmHbl TepsatoT 30-50% KOCTHOM TKaHU. My>XUYUHbI B MeHbLUEM KonuyecTse 15-30%.
e KocTHas TKaHb SBRsieTCA Aeno Kanbuma n gocdara.
e [IpoTekaHune npoueccoB KocTeobpazoBaHMs U pe3opOLnmn KOCTU NO3BONSET
nogaepXunBaTtb MNOCTOAHHYHO KOHUEHTpauumo Ca2+ B KpoBu (2,2-2,8 MM).

KOCTEOBPA3OBAHUE
e 1 3Tan — aKTMBHblE CEKpeTMpyroLme ocTeobnacTbl Co3gatoT criov octeomnaa -
HEeMUHepanM30BaHHOIO MaTpmUKCca KOCTU, KOTOPbIN MeafIeHHO BOCMOMHAET
nonoctb pe3opbunn. KoMnoHeHTbI opraHn4eckoro octeonga (Heobxodumsi
0ns 1 amana): konnaz2eH | muna, BSP-Il, ocmeoHeKmMuUH, 0CmMeoKaslbUUH,
wesioyHasi gpocghamasa, npomeoasiuKaHbl.
Korga obpasytoumica octeons 4OCTUraeT onpeaeneHHoro pasmepa, OH Ha4nMHaeT
MUHEpPanu3oBaTbCA:
e 2 3Tan — MMHepanusaumsa octeomaa, T.e popmmpoBaHue kpuctannos Al B
MHOIOYMUCEHHBIX LIEHTpax Hykneauun. CKopoCTb MUHEpanu3aumm 3aBUCnUT oT
cogepxaHusa kanbuus, poccopa n psiga MUKPOINEMEHTOB.

Taknm o06pa3om, Npouecc MrMHepanu3auum ynpaenseTcs octeobnacramu, Kotopble
obpasytoT octeon, n TopMo3nTca nupodocdaTom - rPUPOOHbIL UHaubumop
MUHepanu3sayuu.

1 atan: CUHTE3 KOJIJTATEHA (npeo6nagatowmn komnoHeHT) n APYITUX
BEJIKOB OCTEOUOA

e KonnareH | Tna (90%), MMHOpPHbIE KonnareHbl V 1 XIl TMna.

o KonnareH | TMna coctouT U3 ABYX anbda-uenen. Xapakrepunsyercs
Hanmumem Tpuaa: 33% rmuunH, 20% NPOSuH, NTM3MH (y4acTBYET B
00pa3oBaHMM KOBANEHTHbIX CLUMBOK)

e B konnareHe 6uyHKUMOHaNbHbIE CLUMBKM NpeobnaaaroT Hag,
TPUdYHKUNOHaNbHbIMK clunBkamn. Cpeam TpUgYHKUMOHANbHbIX CLUMBOK
npeobnagarT NnepeMblYkn MMPPONBLHOro Tuna.

e CyllecTBYyIOT «3a30pbI» MEXAY TPOMOKONareHoBbIMU eanHULLAMM,
ABNAKOLWMECH UeHmpaMu HyKreayuu - 30eCb Ha4MHaeTCHa POCT KpUcTannos
FAlN. Paamep “3a3opa” 35-40 HM.

o Monekynbl TponokonnareHa BbICTpaMBaloTCs B napannenbHble pagbl
(20-100 psgoB), pacnonararTCAa CO CMeELLEeHUEM Ha Y% OTNUHbI MONeKyIbl
TponokonnareHa - sud rornepe4yHoul uc4yepyeHHocmu. Habnogatotca
Yy4aCTKM MOSTHOro NePEKPbITULA, YTO NPUOAET KONNareHoOBOMY BOSTOKHY
DO0nbLUY0 MEXaHUYECKYIO NPOYHOCTD.

BSP-1l (KOCTHbIA CUANONPOTEUH 2)



MonekynsipHaa macca 70 k[la (HN3KOMONeKYNApHbIN).
Ha 50% cocTounT 13 yrneBogoB.
B konnyecTtBEHHOM OTHOLLEHMM HA BTOPOM MECTE MOCIEe KonnareHa.
Mpeobnagatowmin rmmkonpotenH BKM.
Obnapaet o4yeHb KucnbiMu cgoticmeamu (pl = 3,9) 3a c4eT GonbLLOro
KonmyecTBa OCTaTKOB a/lymamama (22%), oCcdhopunmpoBaHHbIX (Ha aTane
NOCTTPaHCIIALUMOHHON Moagudukaumm ¢ y4-em AT®) ocmamkoes cepuHa u
mpeoHuHa, cynbdaTnpoBaHHbIX (C y4acTnem GPADPC) octaTkoB mupo3uHa u
cuarsioeol Kucsiomal, NpUHagnexatien onurocaxapngHbiM pparmeHTam.
3a cyem ompuyameribHo20 3apsida MoxXem rpPUcoedUHSIMb UOHbI KallbYusl.
YyacTByeT B NPUKPENSIEHNN KIETOK.
Y4yacTByeT B MMHEpanu3auumn matpukca.
NmeeT MyrnbmudomMeHHy CTPYKTYpY, 3 AOMeEHa:

o  rmapodobHbLIN AOMEH A8 CBA3bIBAHMSA KOMnareHa

o RGD-4OMEH (aprMHWUH, MULWH, acnaparnH) Ans cBaA3biBaHUA C

MeMOpaHHbIMU NHTErpMHamMmu (6enkamm) KneTok
O LEeHTp HyKkneauuun ans obpasoBaHnda nepsbix kpuctannos [AlT.

[lomeH - COE Genka.

OCTEOHEKTHH (ON)

Kucnbin, 6oratbii LMCTEMHOM FFIMKONPOTEUH

Benok cuHTesnpyetca octeobnactamm, ogoHTobnactamm

CopepXxuTt 6onbLloe KONMYeCcTBO oTpuLaTenbHO 3apsikeHHbIX AK, noatomy
obnagaet cnocobHOCTbLIO CBA3bIBATb MOHbI KanbLms

Yepes yrneBogHbI KOMMOHEHT CBA3bIBAETCS C KonsiareHom | tuna
O6ecne4vnBaeT B3aMmMogencTBme KOMMNOHEHTOB MaTpuKca

ABnsierca MHALMATOPOM MUHEPANU3aLmMm KOCTH, XpsiLa, LLEMeHTa

OCTEOKAJIbLUWH

ButamuH K-3aBucumbln [na-npoteunH
OTtnnuntenbHas ocobeHHOCTb cemenicTBa [na-6enkos - npucymemeue 8
cmpykmype ocmameka 2aMmma-kapbokcu-arymamuHosoU Kucriomsl ([a)
o O6pa3soeaHue Ma npoucxoOum Ha amare NoCMmMmpPaHCIAYUOHHOU
Modugbukayuu (CM. peakumto H1Xe)
CwuHTesunpyeTca TornbKo B ocTeobrnacrax
MonekynspHasa macca 6 k[la
Coctout 13 49 AK, ns Hux Tpu npegcraBneHbl
2aMmma-kapboKcu-arrymamuHogoU Kucriomou
Mapkep kocTeobpasoBaHuns
FopMOHanbHOE AENCTBUE: MULLIEHBIO ABNAETCSA NO4XKENYA0YHas xenesa u
nosoBble Xenesbl
O a) ycurneHue BblaeNneHnsa NHCynnHa
o 0) ycurneHue cnHTesa TeCTOCTEpPOHa

Peakuyus I'IOCTTpaHC.ﬂFlLIVIOHHOﬁ MOAM(bMKaLIVIM OCTaTKOB rﬂyTaMMHOBOﬁ
KUCNOTbI B MOJfeKyne npo-ocTteokanbuuHa (NpealecTBeHHUKa ocTeoKanbLuuHa)



B npe-octeokanbunHe eCTb HECKOMNbKO OCTaTKOB MyTaMUHOBOW KUCMOThbI, KOTOPbIE Ha
aTane NoCTTPaHCNSAUMOHHON Mogudukaumm kapbokcunumpytotes (E:
rnyTamatkap6okcunasa). 3mom ¢epmeHm Cri0XHbIl, codepxum 8 ceoeli
cmpykmype aum. K. 9mo eduHcmeeHHbIU ciy4ad, ko2da Xupopacmeopumbit
8uMmMaMUuH 8bIMNo/IHAEM KOhepMeHMHY pyHKUUHO!

XKvpopacTtBopuMble BUTaMUHbI 0ObIYHO ABASOTCA aHTMOKCMaaHTamu (BuT. A, E, D).

Moaudukaumsa: BMeCTO 0gHON KapOOKCMNBHOM FpynMbl B CTPYKTYpe rnytamara
NnosABNSAETCH BTOpas (ompuyameribHO 3apsiXXKeHHasi KIelwHsi B CocTaBe
ocTeokanbuuHa). KnewwHs B3aMmogemncTByeT C MOHaMU KarnbLms.

Kakune 6enkun, Kpome 6enKoB KOCTHOM TKaHU, OTHOCATCA K MNa-npotenHam?
Genku cucmembl ceepmbigaHUs Kpo8u (OHM Toxe paboTatoT B MPUCYTCTBUN MOHOB
Kanbuus).

CBoOMCTBO CBA3bIBATb KanbLu obecnevynBaeTcst NOCTTPaHCNSALUMOHHOM
Moaudmkaumen octaTka rmyTaMMHOBOW KMCAOTHI.
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LWEJNTOYHASA ®OCDATA3A (LLD)
o depmeHT
e Katanuampyet peakumto: S-OPO3H2 + H20 =S + H3PO4 (BbicBOGOXaaEeTCA
docdhaTt, Heobxoanmbln 4ns obpasoBaHus kpuctannos [All)
e OTHOCUTCS K Bernkam opraHM4eckoro octemoga
e Obnadaem omHocumersibHoU cybcmpamHoU crieyugbu4HoCcmbo
e CybGcTpaTthbl:
o nupodocdaT (MPMPOAHbLIN MHIMOUTOP MUHEPANM3aLni)
o docchopunupoBaHHble 6enku (BSP-II)
o Hykneotugbl (AT®, AlD)
O HU3KOMONeKynsapHble opraHnyeckue dpocdatsl (rmmuepo-3-cpocdar)
e pHonTtumym =9-10
M'maponns nupodocdara CHUMAaET ero MHrIMBMpytoLLee AENCTBME Ha NPOLIECC
MUHepanua3aumm n cHabxaet TKaHb dpocchaTtamu.

2 atan: MUHEPAJIU3ALUA OCTEOUOA



OcBoboxaeHHble noa AencTanem WwenovyHou cdocdarasbl, hocdaTHble ocTaTKu
KpucTannumaytTcs ¢ uoHamum Ca, ncrnonb3ys KonjareHoBble BofiIokHa 1 BSPII, B
KayecTBe Kapkaca.

Qakmopsbl, Heobxo0umMbie Orisi hopMUPOBAHUS KpUCMAaII108 npasusibHouU
OpPMbI (TONBKO TakMe KpucTanbl obrnagatoT BbICOKOW MEXaHNYECKOM NPOYHOCTLIO):
[ns orpaHn4eHns pocTa KpUCTanioB B LLMPUHY - BELLECTBa, obnagatoLimne
CNoCcOBHOCTLIO CBA3bIBATL M3NuULWkKn Ca:
1. UWATPAT-UOHBbI, agcopbupyemble Ha NOBEPXHOCTU KPUCTAnNoB (3
3apsKeHHbIe OTpMLUATENBHO MMAPOKCUITbHBIE FPYNMMPOBKN,
obnapgatoLime cnocobHOCTbIO cBA3bIBaTL Ca);

2. MaTtpukcHbI# [TIA - NpOTENH, CUHTE3UPYEMBIN C y4acTueM ButammHa K
octeobnactamu (obnagaet cnocobHOCTLIO CBA3bIBaTbL aMopdHbIn Ca,
KOTOpPbIV €CTb Ha NOBEPXHOCTU KPUCTAsOB).

MpoTeornunkaHbl - opraHNYeCcKnii KOMMNOHEHT KOCTHOW TKaHW, SIBNSIOTCSA
KOMMOHEHTOM OpraHM4yeckoro octeomaa.

e (OcTeobnacTbl BbIAENAKOTCSA BO BHEKINETOYHbIN MAaTPUKC, rMaBHbIM 00pa3om,
Marble npoTeornukaHbl boratble NENLUNHOM (OEKOPUH, OUIMNKaH,
dnbpomoaynuH, NIOMUKaH);

*K NX 0OCOOEHHOCTAM OTHOCUTCS:
1. ux nopoBbi 6enok obnagaeT 3HAYMTENbHOW MOSIEKYNAPHON MaCCoW;
2. OHW cogepxart 1-2 uenn AT,
e B xone mmHepanusaumm nusocomanbHblie (hepMeHTbI (MPOTENHa3bl
rmnkKosmaasbl) octeobnacTa rmgponumayoT:
1. KOMMOHEHTbI MPOTEOITIMKAHOB,
2. Opyrve KOMMOHEHTbI OpraHN4YeCcKoro maTpukca
N NOeT 3ameuwleHUe op2aHU4YeCcKo20 MampuKca MUHepaslbHbIM
KOMMOHEHMOM.

Mapkepsbl ycuneHus kocmeobpa3oeaHus:
e [loBbilEHNE aKTUBHOCTHU LWerno4YHou choccpaTasbl (KOCTHOIO nsodepmeHTa) B

KpoBu;
e [loBbllLIEHNE KOHLIEHTPALMMN OCTeOKaribLHa B KPOBU;
e [loBbilEHNE KOHLEHTPALMKX NponenTULOoB KonnareHa | tuna

*Takve nponenTuabl OTLWENMASTCA B Npouecce nocmmpaHCrsiyuoHHoU
Moduchukayuu cuHme3a KossiazeHa.
Hanpumep:

1. N3mepeHune konmyecTBa CbiIBOPOTOYHOIO OCTEOKanbLMHa NO3BONSET
onpeaennTb PUCK pasBUTUS OCTEONOPO3a Y KEHLLNH;

2. PaxuTty pgetein B paHHEM BO3pacTe CONPOBOXOAETCH CHKEHNEM
cofepxaHusi ocTeoKarnbLnHa (CTeNeHb CHUXKEHUS KOHUEHTpaLummn
OoCTeOKanbLuHa 3aBUCUT OT BbIPaXXEHHOCTU paxnTnM4ecKoro rnpotecca)



PemodenuposaHue (0bHo8rneHuUe) KOCMHOU MKaHU - CONpsixXeHne 2x
NpoLEeCCoB:

e [lpouecca kocTeobpa3oBaHus;

e [lpouecca pe3opoumm KOCTH.

A KocTHas TkaHb - geno Ca un docdhara;

[ npoTekaHune NpoLeccoB KOCTeobpas3oBaHUsA U pe3opOLMM KOCTU NO3BONSAET
noaaepkMBaTb NOCTOAHHY KOHLEHTPaLMI0 MoHOB Ca B KpoBM (2,2-2,8 MM).

CuaHarbl pe3opbuyuu Kocmu:

e (OcTeobnacTbl BbIAENSAKT OCTEONOHTUH, KOTOPbIA 06pa3syeT “MOCTUK” Mexay
kpuctannom All n octeoknacTowm;

e (OcTeobnacTtbl CEKPETUPYIOT UMTOKUHLI RANKL (MraHg peuenTtopa aktusauum
HyKneapHoro ¢akTtopa kanna-B (kappa-B)) n M-CSF (LUMTOKUH MakpodparanbHbIn
KOSTOHNECTUMYTNPYIOLLNK haKTop), KOTOPbIe B3auMOLENCTBYIOT CO CBOMMMU
peLenTopaMn Ha nNpeocTeokacTax. B pesynsrate B3aMmoaencTens
RANKL-RANK 1 M-CSF - peuientop M-CSF npoucxoauT npoLiecc
nponudepaunmn, am €pPEeHUNPOBKN U aKTUBALIMN OCTEOKIACTOB.

it

*OnuncaHue K KapTUHKe - akTMBaLMsi ocTeoknacTa:

e OcTeobnact cekpeTupyeT 2 UMTOKMNHA, 3aecb nokasaH 1-PAHKIJ1
(CUPEHEBbIU NPAMOYTIONbHUK, CBA3AHHbLIU C KPACHbLIM
OBAJIOM), oH anuTenbHOEe BpeEMS MOXET HaXOANTLCS B CBA3AHHOM
cocTosiHum ¢ octeo6nactom (KPACHbLIV OBAI).

e /13 CTBOMOBOW KIETKN KOCTHOIO MO3ra o6pasyoTcs npeocTeoknacThl
(XKENTbIA OBAIT), oHn umetor PAHK-peuenTopbl (CUPEHEBASA
PUTYPA, CBA3AHHAA C XEJITbIM OBAJIOM).

e Bsaumopgencteus PAHKJ1 ¢ PAHK ctumynupytoT npouecc CnnaHus
HECKONbKNX NPEOCTEOKNACTOB B 1 MHOrOSAAEPHYHO KPYMHYHO CTPYKTYPY U
npouncxogut obpasoBaHue zpernoro octeoknacta (EOJNbLLUAA
HKENTAA CTPYKTYPA), KOTOpbIV cO34aeT Ha CBOEN MOBEPXHOCTU
rocopupoBaHHbiv Kpan (XKEJITbIE BbIMAYUBAHUA) v c ero



y4YacTUeM 3perblii OCTEOKIACT HauMHaeT pe3opbupoBarb, T.e
pacTBOPATb KOCTHYIO TKaHb.

AKmueayusi ocmeoksacma 3ak/irnyaemcs 8 2X rpoueccax:

1. B Takom akTMBMpPOBaAHHOM OCTEOKNAcTe akTUBMpyeTCca KapboaHrnapasa.
OTOT PepMEHT KaTanmsnpyeT peakumo B3anMoLgencTans Bogbl C
yrneKkncrbiM ra3oM ¢ o06pasoBaHNEM YrofibHOW KUCHOTbI. YronbHas
KMcnoTta guccounmpyet Ha GukapboHaT MOHbI U NPOTOHLI. KucnoTta
pactBopsaeT kpucTtannsl [Al, pocdat MoHbI M MOHbI KarnbLKUsA NOCTyNaroT
B BKM 1 kpoBb. NoHbl BukapboHaTta 06MeHMBaOTCH Ha XITI0pUA UOHDI,
KOTOpble C y4acTueM XIopUAHOro KaHana nonagatoT B obnactb
roppmpoBaHHOro Kpas 1 Ctofa e OTHOCATCH NPOTOHbI. [10TOK NpOoTOHOB
OCYLLECTBASIETCS C MOMOLLbIO NPOTOH KanueBou-AT®askl. M B obnactu
roppmpoBaHHOro Kpas co3gaeTcsa Kucnas cpeaa, passvMBaeTcsa aunaos,
3TO CrnocobCeTBYET:

1 AKTMBauuu nnsocomanbHbIX PepPMeHTOB, KOTOPble
nonagatoT croga u3 nnM3ocowm;
1 PaspyweHuo MUHeparibHOro KOMNOHeHTa KOCTHOW
TKaHMW.
3arem kanbunn n docdatsl nonagarT B KPOBEHOCHOE PyCro.

2. OcBoboxaeHMe NnM3ocomarnbHbIX (PepPMEeHTOB, KOTOPLIE pa3pyLlatoT
KOMMOHEHTbI MEXKINETOYHOro MaTpmMkca MMHEPanM30oBaHHbIX TKaHen 3yba
N KOCTM (KaTencuH K, D, B, TapTapaT-pe3ncTeHTHas kucnasi gpocgartasa,
acTtepasa ap.). KatencuH K akTuBmpyeT MaTpUKCHYHO
MeTannnpoTerMHasy 9, y4acTBYIOLLYIO B AerpajaLmm KonnareHa un
NPOTEOrNMKaHOB MEXKITETOYHOro MaTpukca.

Camopeeaynauus pemooenupogaHusi KOCMHOU mKkaHu:

e OcTeobnacTbl MOryT OCTaHOBUTb akTUBaLIMIO OCTEOKACTOB, Bblaensis 6enok
ocTeonpoTerpuH (OPG)-6enok n3 cemeincTea peLenTopoB hakTOpOB HEKPO3a
OMNyXOnu, KOTOPbI NEPEXBATLIBAET UMTOKMHUH RANKL;

e OTHoLweHMe RANKL/OPG xapakTepu3yeT COOTHOLLEHME NPOLIECCOB pe3opbumnm
KOCTU 1 KOocTeobpa3oBaHus.

MaQKeQbI YCUJIIeHUA QG3OQ6QUU KOCMHOU MKaHU:

e [loBbllEHME aKTUBHOCTU B KPOBU KUCIOWU TapTapaT-pe3McTeHTHON
¢doccaTasbl;
e [loBblIWEHNE NOYEYHOW IKCKpEeLnn:
1. nenTngos, cogepXallinx rmapoKCUNU3VH N TMOPOKCUMPOIIVH;
2. doparMeHTOB KOBASIEHTHbIX CLUMBOK (MMPPOnbI);
3. C-u N- Ternonentuaios;
e [loBblweHne cooTHoWweHss RANKL/OPG B KpoBW.

YeenudyeHue 8 Kposu KOHUeHmMpauyuu MapKepos ycusreHus pe3opbuuu

KOCMHOU mKaHU UMeem rnpo2HOCMU4YeCcKoe 3Ha4eHuUe, Harpumep:
1. nos3BonsieT onpeaenuTb NauMEHTOB C BbICOKMM pasBUTUEM OCTEONOPO3a;




A

NO3BONSAET ONpeaennTb YBENMYEHE p1cKa nepesioMoB;
NPY KOCTHbIX NATONOrUsX;

Npy OHKONOrnyecknx 3aboneBaHusix, KOTOPbIE COMPOBOXAAKOTCS
paspyLleHNeM KOCTHOWN TKaHW.

B w

KOCTHaﬂ TKaHb - geno Kkanbyna gngd opraHM3|v|a yerioBeka.
QYHKUUU KallbUus:

® yyacTue B CBEPTbIBAHUN KPOBMY;
TpaHCMNopT BELLECTB Yepe3 MeMOpaHbl;
perynsumns akTMBHOCTU (DEPMEHTOB;
nepeaayv CUrHanoB BHYTPU KNETKY;
MEXXKMNETOYHbIE B3aUMOJENCTBUSA.

lMpouecchbi pemodennuposaHusi KOCMU 8/1USIFOM Ha
KOHUeHmMpauukr KaJibuyusi.

['opMoOHarbHas peayrnsauus pemModenuposaHus Kocmu:

e [lapatropmoH (6enkoBo-nNenTnaHas npupoaa, nepegaeT CBOW CUrHars ¢
y4yacTueM BTOpUYHbIX nocpeaHunkos (LAM®) ) B3anmogencTeyeT € peLenTopom
0CTeobnacToB 1 Bbi3blBaeT UHOYKLMIO CUHTE3a RANKL 1 penpeccuio cuHTesa
ocTeonpoTerpuHa. Pesysibmam - akTuBaLusi OCTEOKIACTOB;

e Kanbuutpuon (1, 25-aurnapokcu-euTaMmuH D3) Bbi3biBAaET MHAYKUMIO B
ocTeobnacrax CMHTe3a OCTeoKanbLMHa U penpeccuto cMHTe3a Konnarexa |.
Pe3ynbmar - ycuneHne MnHepanusauum;

e KanbuntoHuH (nentng una 32 AK, He MOXeT NPOHMKaTb BHYTPb KMNETKN,
OoKasblBaeT cBOM a(PeKT Yepes BTOPUYHbIE nocpeaHnkn (LAM®),
cekpeTmpyeTcs B NapadonMKynsipHbIX KNneTkax LWNTOBUAHOM Xenesbl)
B3aMMOAENCTBYET C peLenTopamMmmn Ha ocTeoknacTax 1 nogasnsieT nx
aKTUMBHOCTb. Pe3ysibmam - nogaesneHne yHKLUN OCTEOKacToB. 3adepxka,
CHWXXEHWe KOHUEHTpaLmm KarnbLms B KOCTU.

e JOcTporeHbl yCUNMBAKT anonTo3 OCTEOKNacToB. Pe3ynbmam - nofasrneHve
PYHKLMN OCTEOKNACTOB.

CuHme3 sumamuHa D3 (8 op2aHu3me Yyesiogeka):

1 aman - hoTonuns,

B koxe nog gencremem Y®-nyyen nponcxoauT peakumnsa paspyLueHnsa BTOporo uukna
B CTPYKTYpe xornecTtepuHa, obpasyeTtca xonekanbumdepon - HeakTuBHasa oopma
BUTaAMUHA.

2 3marn - B neYeHu.

MeyeHoOYHasa LUTOXPOM P450 MOHOOKCUreHa3a KaTanuampyeT peakuunto
rMOpPOKCUIIMPOBaHNS xonekansungepona B 25 NonoXxeHUK, NOABMSETCH eLle ogHa
OH-rpynna

3 amar - B no4kax.

MoyeyHas uMToXxpom P450 MOHOOKCUreHasa KaTanuanpyeT peakumio
rMOpPOKCUIMpOBaHNS xonekansungepona B 1 NonoXeHnn, NOSBNAETCS eLle oaHa
OH-rpynna - o6pasyeTtcsa BuTaMmuH D3.




Peaynsauus ¢pocgopHo-Kanbuuegoz2o 0bMeHa 8 royKax U KUWEYHUKE:

e [lapaTtropmoH cTumynupyet peabcopbLmio Kanbumst 1 TOPMO3UT
peabcopbumio pocdarta. Pe3ysibmam - NOBbILLEHNE KOHLEHTPALMUN Kanbuus
N CHWXeHue dpocaTta B KPOBW.

e Kanbumtpwuon (1, 25-gurngpokcu-eutTaMmuH D3) cTUMynupyeT peabcopbumio
n kanbuus, n gocdata. CTMmynmpyeT BcacbiBaHWE KarnbUUs B KULLEYHUKE.
Heobxogmm onst BcacbiBaHMA KanbLMs B KULWEYHUKE, MO3TOMY Npu HegocTaTke
BUTaMWHa y OETEN - PaxuT, y B3POCbIX -OCTEONOPO3, OCTEOMansiLms.
Pe3ynbmam-noBbilleHne KOHLEHTpaumm Kanbumnsa n gocdaTa B KPOBMW.

e KanbumToHUH nHrMbnpyet peabcopbunio kanbLmsa B NOYKax U BcacbiBaHMe
Kanbums B KNLLIEYHWKE. Pe3ysibmam - CHAXKEHNE KOHLEHTPaLUMM Kanbums n
docdhaTa B KPOBM.

e [OpMOH KocTu FGF-23 nHrnbupyet peabcopbumto poccata. Pesysnbmam -
CHWXXEeHMe KoHLeHTpaumm bocdara B KpoBW.

O0doHmMozeHe3
® LUMUTOKUHbI FGF-8, BMP-2, BMP-4 ABNSAOTCA CUrHANbHbIMW MOfEKYNaMm
AnddepeHUMpoBKM LeMeHTObnacToB, ogoHTObnacToB 1 amenobnacTos;
e KneTkun 3a4yaTkoB 3y6a camu BbIAENSOT UMTOKUHLI. Hanpumep, nentngHsle
dparMmeHTbl amenoreHnHa (LRAP, TRAP - 6enku 6oraTble NMM3nHOM) perynupyoT
nponudepaumnto n auddepeHUNpPoBKY OCTEOONACTOB U LLEMEHTOONACTOB.

LEMEHT

e BwmecTte c nepnogoHTanbHbIMK BONIOKHAMM aribBeOrbl U 4eCHOW hopMupyeT
OMNOpHO-yAepXUBaloLWMK annapar 3yoa;

e OO6bI3BecTBMIEHHaA YacTb 3yb6a, cxo4Has No CTPYKTYpPE C KOCTHOM TKaHbHO, HO
rNiweHa cocyaoB 1 He NoABepPXXeH NOCTOAHHOW NepecTponke, T.e HeT
npouecca pemMmoaenmMpoBaHus;

e BuinonHsaeT psaa pyHKUUM:

1. BXOQMT B COCTaB NOAAEPKMBAKOLLEro CBA304YHOMO annaparta 3y6a;
2. obecneumBaeT npukpenneHne K 3yby BONIOKOH NEPUOAOHTA;

3. 3awmlaeT TKaHb JEHTUHA OT NOBPEXAEHUN;

4. penapatuBHas PyHKUNA.

® HeopraHuyeckue coegmHeHus 68-70%, npeacTtaBneHbl Kpuctannamm
rmapokcmanaTuToB

® OpraHuyeckue BellecTsa - 17-20%(konnareH | Tmna; U3 NpoTeOorfnnKaHoB -
Manble, boraTble NENLUHOM - 4EKOPUH, BurnukaH, dnbpomMoaynuH, NoMUKaH;
N3 rMUKONPOTEMHOB - BSP-1I, OCTEOHEKTMH, OCTEOKarbLWH, LLenovHas
docaTasa);

e 10-15% -BOAa;

e Cneuundumyeckme 6enkn(OTHOCATCA K rMmMKonpoTenHam): CEMP-1 n CAP
(cementum attachment protein).

[eHTUH — OCHOBHas cocTaBnstoLwas YyacTtb 3yba

Coaepxut o 70% MUHeparibHOro KOMMOHEHTA, 17% OpraHN4YeCcKoro BeLecTB n 13%
BOAbl.

paHnunT c amanbto B 06racTy KOPOHKM 3yba 1 ¢ LeMEHTOM B KOpHe 3yba.



HeopraHuyeckas ero 4actb NpeAcTaBneHa Kpuctaniamm rmapokcnanaTmTos,
doTopanatnToB 1 aMopdHbIN docdaT KanbLnA.

OpoHTobBNacTbl OCYLLECTBNAIT AEHTUHOrEeHe3 (0O6pa3oBaHMe MUHEPANU30BAHHOMO
BKM).

B BKM npeobnagatot: All, konnareH 1 Tuna

3 yncna NI — gekopuH n Gurnukatx;

3 yncna rmmkonpoeTuHOB — AEHTUHHBIN (POCHONPOTENH (POCHOPUH), AEHTUHHBIN
CVanonpoTEUNH, OEHTUHHbBIA MaTPUKCHbBIA NPOTENH, OCTEOHEKTWUH, OCTEOKanbLMH,
LwenoyHas ocgartasa.

OeHTuHHBIN pocdonpoTeunH (pocdopuH)

- MapKepHbI 6enok AeHTuHa

dochopmrH CUHTE3MPYETCA B BUAE CBOErO NpeaLecTBEHHKA — AEHTUHHOIO
crnanodocgonpoTenHa, KOTOpbIN NOABEPraeTcsa peakumnmnm orpaHNYeHHOro
npoTteonuaa nog a-eMm BMP-1, oH o6nagaet dyHKUnen nporeasbl U Npy 3TomM 06p-cs 2
Bernka: pocoprH U AEHTUHHBIN CUANONPOTENH, ¥ 3TUX BesnkoB eCcTb 00LLMe CB-Ba:
OHU SBM-CS KUCIbIMW IMUKONPOTEMHaMU; B BonbLuen cteneHn obp-cs pocdopuH.
OcobeHHocmu ghocgbopuHa:

- Ha ero gonto npmuxoanTcs 50% oT Bcex 6enkoB AeHTMHa

- BbiCOKasi MorekynspHasa macca — 50 k[

- COAEPXUTCA O4EHb MHOIO acnaparmHOBOW K-Tbl, pocdocepuHa => 04eHb HU3KOM
3Ha4YeHne N303NEKTPUYECKON TOUKM (CaMbI KACTbIM 6enok opr-ma; pl=1.1)

- obnagaeT cnoc-bto CBA3bIBaTh KasbLWKW, Y HEFO eCTb HECKOSNbKO LIEHTPOB
CBA3bIBAHWUSA KonfareHa

[nasHas posib ¢hocghopuHa: UHULMATOP 1 MPOMOTOP HEWTPanM3aunm AeHTuHa.

Amanb — TBepAas TkaHb 3yba, KoTopas B3aMMOAENCTBYET C BHELLHEN Cpeaom (Co
CIOHOW, NyLLEen), No TBepaocTM 6rnmska K KBapLy, NpOLUEeHT MUHepanuaauumn 95%,
YHUKanbHbIN MaTepuar, camasa TBepAast TKaHb YeNOBEYECKOro opraHM3mMa, B oTrvyune
OT ApYrux TBeEPAbIX TKAHEN aMarnb He 0bnagaeT KNeTo4HOM CTPYKTYPOW.

Cocmas:

- rmgpokcmanaTtuTbl — 75%

- KapboHaTHbIVM anaTnuT — 12%

- pTopanatnt — 1% 1 ap opMbl anaTUToB

- TAKKE NMEKTCH Y4aCTKM aMOpPHOro KanbLums

OcHogHas ¢b-usi aManu: 3aWwmuTa AeHTMHa 1 Nynbibl 3y6a OT BHELLHUX pa3gpaxuTenem
B OKpY>keHun 6onbLuioro kon-sa 6aktepun.

B 3penon amanu — 3.8% BoAbl, B HE3pEnon NnpMMepHoO 20% BOAbI.

OpzaHu4YyecKue KOMIOHEeHMbI 3Manu (Masno):

- cneundpunyeckme 6enkm B amanu:

amerioeeHUH (Nnpyodatowmnn 6enok) 1 NOXOXKUN Ha aMenoreHNH No CTPOEHUIO
SHaMesluH - OHW ABNAKTCA a21ukogocghonpomeuHamu,

OHW cogepxaTt 6onbLLoe KOM-BO acnaparvH K-Tbl, FyTaMUHOBOM K-Tbl, TAKXe
coaepxkar NPOovH, IMULMH;

OHW 0bnapatT CNOCOOHOCTLIO CBA3bIBATL KanbLWNA.

- amenobnacTuH, MakTpUKCHasa MeTannonpoTenHasa-20 (TONbKo B amanu),
KannukpeunH-4 (NpUH1UM y4 B MeTabonuname amanm)




- HET KonnareHa 1 Tvna v Nboro Apyroro KonnareHa, Aons opraHMYeckux BeLecTs B
3peron amanu coctasnseT 1-2%

AmenoreHe3s — o6p-ue amanu 3yba

WHnumaTopbl: NpeaeHTUH 1 UMTOKMH TGF- B

Cocmoum u3 2x 3marios:

1) aTan o6p-ma opraHMYeCcKoro octeona

2) cekpeTopHaa dasa

B cekpeTopHyto dhady amenobnacTbl BblaenstoT koMmnoHeHTbl BKM (copepxaHne
benka —20%).

B dhasy muHepanusauum npu y4actmm amenoraHnHa obp-ca Kpuctansbl
rmgpokcuanatmTa n NPOLEHT OPraHMYeCcKoro KOMMNOHEHTa NP 3TOM CHIKaEeTCS.
[MepBUYHas MMHepanu3aunsa NPONCXOAUT BO BHYTPU YENOCTHOM NEPUOA pas3BUTUSA
3yba, BTOpnYHas — co3peBaHmne amarnu, NPOUCXOANT B TEYEHNe 2-5 neT nocne
npopesbiBaHns 3yba.

HecosepuweHHbIU amerioeeHe3 (nocrnedcmeusi ces3-bie ¢ Mymauusimu bernkos):
1) amernoreHnH — Markas U TOHKasi amMarnb KOPUYHEBO-XXENTOro LiBeTa

2) 3HaMesH — NokKarbHble y4aCTKN MATKOW 1 TOHKOW amanu

3) MMM-20 — msarkas aManb HopMasribHOM TOSLLUNHBI

4) KLK-4 — mArkas amanb HopMarnbHOW TOMLWNHbI

CocTosiHme 3y60B 1 amanu 3aBUCUT OT COCTaBa CIIOHBbI.

KOMNOHEHT pOT XMAKOCTU — CIIKOHA, SKCKPET CINIOHHbIX XKeres.

Cocmas ciitoHbI: KNETKN CNYLLEeHHOro anMTenns, MUKPOOpPr-Mbl M NPOAYKTbI NX
XU3HEeOesAT, KOMMOHEHTbI MULLN

@-uuU CITHOHbI:

- NULLEBapUTEnbHas (CMAr4aeT n cMadnBaeT TBEpPAYHO NuLLy n obecnevmBaeT
dopM-1e NULLLEBOro KOMKaA, YTO 0brnervyaeT npornarbiBaHMeE NuLLK), nocne
NPONUTbIBAHNSA CNIIOHOW NULLIEBAPUTENBbHBLIE KOMMNOHEHTbI MOABEPT YaCTUYHOMY
npoTeonuay , B poT nonocTtu pab bepmeHT anbgaammnasa kotopas paclennseT
yrneBoAbl M Nnasbl KOTOPbIE pacLLEenNAT Tpraunnrnuueporsl; nunassol
BbIAENSATCSA CNIOHHBIMU XXerne3amu pacnosn-My B KOPHe A3blka

- 3aWmMTHas (oumnLaeT 3yHbbl U CriM3ncTyto 060OYKY NONOCTM pTa OT BakTepun n
NPOAYKTOB X MeTabonmama, OT OCT NULLK; 3TO AenatoT 6enKu CritoHbI)

- MUHepanuaytowas g-mst (0CHOBHOW MCTOYHMK KanbLums 1 dpocdopa and amanu 3yba)

Cocmas CritoHbI:
CwmewwaHHas crnitoHa (NpeacTaBnset cobom BA3KYH B CBA3W C MPUCYTCTBUEM
FMUKONPOTENHOB XXNOKOCTb C OTHOCUTENBHOW NNOTHOCTLIO 1.001-1.017)
pH CNOHbI OT 5.7 40 7.2, 3aBMCUT OT XapakTepa NULLN, TMTIMeHNYEeCcKoro
COCTOSIHMS! MONIOCTM pPTa, CKOPOCTU CEeKpeLuunm (NPU HN3KOWM CKOPOCTU
cekpeuunmn pH CntoHbl CABUraeTcsi B HU3KYH CTOPOHY, 0COGEHHO B HOYHOM
nepuog, 4To cnocob obp-uto kapueca, Npyn CTUMyNALUMK CAOHOOTA-USA pH
CIOHbI CABUT B LLENOYHYI0 CTOPOHY
- 98% BOAbI




- MHOTO 3M1EKTPOSIMTOB, MOHHAsi CUITa HEKOTOPbIX SNIEKTPOSMTOB BbILLE YEM B Na3me
KpoBu (K,Mg)

- 6enkun 0,2-0,4% nnn 2-4r/n

- HU3koMonekynsipHble B-Ba (AK, MouyeBMHa, MoYeBas K-Ta, MOHOcaxapuabl 1 ap
OpraHn4ecKkne KACNOoThbl — NakTaT, Nnpyear; nenTuabl)

QreKmpoiumal CrIOHbI:

- BukapboHaT — rnaBHbIN KOMMNOHEHT BydEepHON CUC-Mbl CIIHOHbI, YEM Bbile BydepHas
€MKOCTb, TeM 6onbLLe YCTONYMBOCTb K Kapuecy

- Kanbumn n oocat y4acTBYOT B OOHOBMEHMM N peMUHEpanM3aLmm amanm

- bTopuabl yHacTByoT B nsomoppHoM 3amereHnn OH rpynnbl ¢ 06p-em Kpuctanios
rmgpokcuanaTtmuToB 1 pTopanatuTos (6onee ycT B KUCIOKM cpeae, obn
BakTepuuMaHbIM -M; eCTb 6e3onacHbIn AnanasoH — 0.7-1.5 Mr/cyTku)

- HATPAT MOH KOTOPbIN NOrMNOLLAET 13 KPOBM W BblAEN CIOHOM U MCNonb3yeTcs Ans
npounseoacTea 6akTepnunaHbIX akT-x opM Kucnopoaa

[asHbIU opeaH KoMI1 C/IIOHb! — besiku, ux MHO20:
- OKCKpeTnpyembie MyKOUNTaMn — MyLUHbI

- 9KCKpeTMpyemble cepoumntamu — 6enkm boratole nponuHom (BbI1), anbaamunasa,
cTaTepuH, UMCTaUMH, TMCTaTUH, NakToeppuH, CEKPETOPHLIM UMMYHOIrOBYNnH A,
nM30UKnM, KanmnukKpenHol, Nepokcruaasa, nvnasa, kapboaHruapasa v ap.

Bon-Bo 6enkoB crntoHbl 06nagatnT MynbTURYHKLNOHANBHOCTLIO, TO €CTb NPOABNSAIOT
HECKOJSTbKO (PYHKLINA.

[nasHble ¢-uu 6eriko8 CrIoHbI:

- 3aWnTHasn (3awmTa 3yba OT MHPEKLNOHHBIX NOPAKEHNI)

- yyacTue B nNpoLecce MMHepanm3aunm

- NueBapuTenbHas g-ms

To, ymo oHa 2o8opusia 8 KOMMEHMAaPUSIX K KapmUHKe Kpyaa HUXe:

- NepeBapuBaH1e — amunasa, nunasa, KannaumkpenH

- TYCTUH — 0gHa 13 nsoopm kapboaHrngpasbl, y4acTByeT BO BKYyCOBOM BOCMPUSTUN
nnLm

- MyLUMH — CO3aeT N1LLIEBOM KOMOK, 3aluuTa OT AeMUHepanu3aunm, posib CMasku,
aHTMBUpYCHasa -una (ansa IMg Toxe)

- BydhepHas -na — bukapboHaTtbl 1 pocdaTthbl CrIHOHbI

- y4acTue B peMunHepanunsaunm, obHoBneHum — 6enku 6oratble NPONMHOM, CTaTEPVHbI
- NPOTMBOrpmnBKOBbIE (O-UM — TUCTATUHBI U IMg

- (byHKUMS 3aWmMTbl — Nn3oumMm (06N th-en dhepmeHTa rmuko3naasel n paspyLiaeT
nunononucaxapuabl KNETOYHOW CTEHKM BaKkTepuia), naktonepokcuaasa (yd B 0op-um
GaKkTepMumMaHoOro rmnoTuoLmaHarta), rmctaTmHbl, IMg, LMCTaTUHbI, amunasa n 6enkm
boraTble NPOfMHOM

[MPOJINCTAHHbIE CIIAUAbI



MYUWUHbI

FmMukonpoTeunHbl. YrneBogHble KOMMNOHEHTbI COCTaBNAT 50-90% MaccChbl 1
npeacrasneHbl onurocaxapuaamm (Het FAT).

BenkoBasg 4acTb (anomyumH) 6orata octatkamu cepmHa U TpeOoHUHa
(-Cep-Tpe-), Ha KOTOPbIX CTPOSATCA ONiMrocaxapuaHble «BETOUKM».

3a cYeT KOHLEBbIX HEIMMKO3UMPOBaHHbLIX JOMEHOB 00pa3yoTca Anmepbl 1
MYnbTUMEpPbI, CTabnNnanpoBaHHble AUCYNbPUAHBIMU CBA3AMMU.

Ponb: cmaska 3yba, obpasoBaHue NuLLEeBOro KOMKa, ruapataums, 3awmra ot
AeMuHepanuaauum, 6apbep Ans MMKPOOPraHM3moB.

ANOMYLMHbI — NPOAYKTbI ABYX reHoB: MUC5B (3 rmnkodopmbl) n MUC7 (2
rMUKOPOpPMbl).

Cpeawn onurocaxapugHbiX KOMNOHEHTOB 6ernkoBbIX NPOAYKTOB reHa MUC5B
nMeroTca aHTureHbl rpynn kposu ABO.

BEJIKW, CEKPETUPYEMbIE CEPOLIUTAMM (1) BB

MNMpeob6naparowmm 6enok akckpeta — BBI1. Coctasnstor okono 70% ot
Macchbl 6enKoB, cekpeTupyembix cepoumnTamu.

MonekynsapHble opMbl — NPOAYKTbl 6 FEHOB.

MonekynsapHble doopmbl BBl nogpasgenstoTcsa Ha a) weno4Hble, 6) kucnble
N B) MMUKO3UITMPOBAHHbIE.

KoMnoHeHTbl nennukynel 3yba, npenatcrayowme n3bbITOHHOMY pOCTy
kpuctannos Al n cnocobCTByOLLME CO30aHNIO B NENSMKYNEe MUKPOBHOrO
coapyxecTsa.

YyacTHUKM peMnHepanu3saunm 3yba. NpenaTcTeyoT 06pa3oBaHNio KAMHEN
B CINIOHHbIX NPOTOKaXx.

AMUNASA

Kanbuuin-zaBucumas rugponasa.

CybcTpaTbl: Kpaxmar, rMUKOreH, 4EKCTPUHBI.

Annoctepuyecknin aktusatop — Cl-.

B CnioHHbIX XXenesax aKcnpeccnpoBaH TOMbKO 1 U3 ABYX reHOoB,
KoaupyLwmx anega-ammnasy - AMY1A.

MHOXeCTBO MONEKYnApHbIX OPM — pe3ynbTaT OrpaHNYeHHOro NPoTeonM3aa
N pa3HbIX BapUaHTOB MMMKO3UITMPOBAHNS.

OYHKUNUN AMUTIA3DI

MuweBapuTenbHas: rmaponmayeT NULLEBbIE Nonucaxapuabl 40 Aun- 1
Tpucaxapuios.

BakTepuocTaTnyeckas: CBA3bIBAET MUKPOOPraHN3MBbI.

AsnsieTcss KOMNOHEHTOM 3y6Horo HaneTa.

CTATEPUH

Kucnbin oocdonpoTenH.

O6nagaeT BbICOKMM CPOACTBOM K MOHaM Kanbuus u AT,

B coctaBe nennukynbl NpenaTcTByeT OCaXXAEHMIO CONen Kanbuus.
YyacTHUK npouecca peMnHepanuaaumm amanu.

LUCTATUHDI



« [MpoTtnBOMUKPOBHOE AENCTBME OCHOBAHO HA MHIIMOUTOPOBaHUN MUKPOBOHbIX
LUUCTENHOBBIX NPOTENHA3.

+ [lpoTuBOBOCNANMTENBHOE ENCTBUE OCHOBAHO HA MHIMBMPOBaHUK
NM30COMaribHbIbIX KAaTEMNCUHOB, BblAENAEMbIX U3 NENKOLMTOB B Xo4e
BOCManuTenbHON peakuum

FTMCTATUHDbI

« [lentugbl, 6oratble rucTMamMHoM. Hanpumep, ructaTui-5:
Acn-Cep-l'vc-Ana-Jlus-
Apr-T'vc-T've-Mu-Tnp-Nus-Apr-Jins-®en-ruc-rny-1ins-ruc-ruc-Cep-rmc-A
pr-mn-Tup

« O6napaloT (0COGEHHO rMCTAaTUH-5) MOLHbLIM (PYHIMUNAHBIM
Aencrteumem.

+  CtumynupytoT nponudepeLuio anuTenmanbHbIX U APYrUX KNETOK.

* YyacTByloT B 00pa3oBaHuuM Nennukynol 3yda.

KAJINMTUKPEWHDI (KJIK)
* Y yenoseka 15 reHOB KannukpeuHa.
CnioHHbIe Xene3abl IKCKPETUPYHOT HECKOSbKO M30(OPM.
*  ®epMeHT OTHOCUTUCS K CEPUHOBbLIM MPOTENHa3am.
* AKTMBHOCTb (pepmeHTa B CIOHE MOBbILLIAETCA NPY pake POTOBOW MNONOCTH
pake Apyrux nokanusauun.

KAPBOAHIMOPA3A VI (rycTuH)

* LiMHK-3aBMCUMBIN (PEPMEHT (KaK 1 BCe MOSIeKyrsipHble (oopMbl
KapboaHrngpassbl).

» Karanusupyet peakuuio (obpatmmyto): CO,+H,0=H,CO,.

« fBnsetcs yyacTHUKOM GukapboHaTHoM BydepHO CUCTEMbI CIIHOHbI.

* YyacTByeT B BOCMPUSATUM BKYCOBbIX OLLyLLEeHUA. CTUMYnMpyeT pa3sutmne
BKYCOBbIX COCOYKOB. MornekyrnsipHbln AedekT doepmeHTa unn aedomuunt
LUWHKa — rmnoreB3uns.

Hecneundunyecknm ummyHuteT
NMEPOKCUOA3A (naktonepokcugasa; K 1.11.1.4)
« [emonpoTeunH. Katanmanpyert okncrneHme BeLecTs C UCMNOSb30BaHNEM
nepokcuaa sogopoga: A+ H,0, = A0 + H,0.
« Cy6cTpatbl: noana, 6pomua, TMouMaHar (pogaHua).
« SCN' + H,0,= SCNO" + H,0.
* SCNO (rMnouvaHuT)- CUNbHbIA 6aKTepULIMAHbLIN areHT.
+ bakTtepuuugHoe aencrteue.

Hecneundunyecknn ummyHutet JIAKTOPEPPUH
+ CnocobeH cBA3bIBaTb Xere30 1 TeM CaMbIM JMLLaTb bakTepuanbHyo
MUKpOdriopy HeoBXoaMMOro Ang ee pocTa 1 XN3HeaeAaTeNnbHOCTH
MUKPO3IeMEHTA.
« CssasbiBaeTtcs ¢ nunononucaxapunaamu (JINC) 6akTepranbHbIX CTEHOK, U
BX0AsLasn B cocTaB Berika oKMcrneHHasa goopmMa xxenesa UHULMNpYeT nx
nepeKkncHoe OKNCeHNe 1 Nisuc.



HECNELUN®UYECKUN UMMYHUTET (nusouunm, unu Mmypammaasa, AeeHCuHbI)
 Jlnszoumm kaTanuanpyet peakumo rmaponusa 1,4 b-rmmko3ngHbIX CBA3en
nonucaxapuaa KnetovyHom cteHkm bakrepunin. Obnagaet 6akTepmungHbIMm
CBOMCTBaMMW.
« [edeHCuHbl — KaTMOHHbLIE NeNTMUAbI, obnagarLlmne aHTUBNOTUYECKUM
JENCTBMEM.

Cneuundcdunyeckun UMMyHUTET — UMMYHOINOoOynuHbl A, G, M, E
« [lpeobnagaet ceKpeTopHbLIN UMMYHOIrNOOYNUH (sIgA)
1. -TshKenas uenb
2. -nerkaduenb
3. -nentua)
4. - CeKpPeTOpHbIN KOMMNOHEHT

3AITM3bIBAHUE PAH
« CroHa rpbi3yHOB COAEPXKUT BbICOKME KOHLIEHTPaLMKN UMTOKMHOB EGF 1 NGF,
CTUMYNUPYIOLLMX NponudepaLmio KNeToK 1 T.0. YCKOPSIOLWNX 3aXKNBNEHWE

paH.

« Y yenoeka 1 Apyrnx MIeKonuTaoLLmMX 3Ty XXe posib BbINOMHAOT
rMMCTaTUHBDI.

« [lentng onnopduH (MH-Apr-®enH-Cep-Apr) obnagaet obesbonmsaomm
adpdeKToMm.

3YBHOW HANET (NMENJIUKYIA)
« O6pasyetca nytem nsbmpartenbHom agcopodumm 6enkoB crtoHbl U 6akTepui
Ha NOBEPXHOCTK 3y0a.
« [locTeneHHo 06pasyoTcs KoBanNeHTHbIE CBA3M, OPMUPYETCA OMONNEHKa,
NMPOWCXOAMUT BTOPMYHASA KONOHU3aLMS.
* MuHepanusauyus 3ybHoro Haneta — obpasoBaHme 3yOHOro KamHs.

NEPBUYHASA NEJJTUKYNA

+ [lennukyna popmupyetca B Te4eHne 20-30 MUH nocne NnpopesbiBaHNs
3ybos..

« Eé obpasoBaHne HaunHaetcsa ¢ agcopbuunm cneumdmnyeckmx 6enkoB CrtoHbI
Ha anaTtutax amanu. Mexay noBepxXHOCTbIO 3Manu 1 ocaxxaarLwmMmncs
6enkamm 06pasyoTcst MOHHbIE CBSA3M N rTAPOOBHbIE B3aMOAENCTBUS.

« B obpasoBaHun nennukynbl yyacTtsytoT BbI1, amunnasa, naktocdeppuH,
CTaTepWH, TCTaTUHbI, U apyrine 6enku.

« [lennukyna obnagaet nsbvpatensHON NPOHNLLAEMOCTbIO U obecneynBaeTt
npouecchl AN Y3 MOHOB B MOBEPXHOCTHbLIN CIION 3Marnu, a Takxe
3awmuaeT amarnb 3y60B OT BO3ENCTBUS XUMNYECKNX areHTOB.

» [locne mexaHn4yeckon OYUCTKM NENNUKyna BOCCTaHaBNUBaETCA Ha
NOBEPXHOCTU dManu B TE4EHNE HECKONbKNX YaCoB.

HEMUHEPAJIM3OBAHHAS 3y6Has bnswka
« CocTtaB. 80% Boabl, 20% MaccCbl BKIHOYAET KIEeTKN (35% cyxoro Beca) u
KOMMOHEHTbI MEXKITETOYHOIo MaTpukca (65% cyxoro seca).



Knetku. baktepnn, mukonnasmbl, 4pOXCKN, NPOCTeNLLNE, BUPYChI;
anuTenunarnbHble KNEeTKX, NENKOUMTLI M Makpodharn xo3sivHa.
MeXXKneTo4HbIN MaTPUKC 3yOHOM GNSILLKM cCOAepPXKUT OpraHnyYeckue m
HeopraHn4Yeckue KOMNOHEHTbI.

OpraHnyeckue KOMMNOHEHTbl MEXKIETOYHOro MaTpukca. YrneBoabi:
AeKCTpaH (95%), neBaH 5%, cnanosas KMcnoTta, pykTosa. benku:
anbbyMuH, IMMKONPOTENHbI CMIOHBI. JInnabl B BUAE oparMeHToB
KNeToYHbIX MEMOpaH.

HeopraHnyeckme KOMNOHEHTbI MEXKIETOYHOro MaTpuKca.

[MpenmyLecTBeHHO MOHBI KanbLms n docdatoB. Crneabl HATPUS Kanus,
dTOPUAI- MOHOB.

NMPOAYKTbl MUKPOBHOIO METABOJIU3MA

OEKCTPAH

Cy6bcTpaT — caxapoasa.

depmeHT — gekcTpaHcaxapasa (K. 2.4.1.5.). PassetBneHnus 1,2a,1,3a,1,4 a
— B 3aBMCUMMOCTM OT KOHKPETHOIro n3omepa pepMeHTa.

JleBaH — neBaHcaxapasa (K®. 2.4.1.10.).

«3anac» rnKo3bl, «NocagodHble MecTa» AN aare3vm, MexaHM4eckui
bapbep.

Mpo6a Wnnnepa-NucapeBa

B ocHoBe — peakuuns noga c gekctpaHom. Okpacka npu cMasbiBaHUU
BUOON3MEHEHHbIM pacTBopoM Jltorona (nogua kanus - 2,0; nog,
Kpuctannuyeckuu - 1,0; Boga AUCTUNNMpoBaHHas - 40,0) UsMeHsaeTca 40
CBETMNO-KOPUYHEBOIO NN TeMHO-Byporo.

Opyrne npobbi: AocopbumoHHbIeE: PYKCUH, SPUTPO3NH, METUNEHOBbIN
CUHW, donyopecuemnH. Pernctpaumsi cobctBeHHON hrnyopecueHumnm
OMONNEeHKN NpY OCBELLEHUMN €€ NA3ePHbIM fTy4OM (633 HM).

3YBHOMN KAMEHb

AnaTtuThl

6pywut (CaHPO,.2H,0)

okTakanbumym cocdart (CagH,(PO,)s-5H,0)
AmopdHbIN hocdaT Kanbuus



