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Metabonuueckuit cuHapom (MC) -

_ XapaKTepuayeTcsl yBenuyeHueM Macchl

_ BUCLIEparnbHOro Xupa, CHUKEHEM

~ YYBCTBUTENBHOCTM NEpUdepuyeckmnx TKaHew K
 VHCYNUHY U MHCYNUHOPE3UCTEHTHOCTLIO, KOTOPbIE
. BbI3bIBAIOT HapyLLEHWe YrNeBOAHOro, NUMUAHOIO
M NYPUHOBOTO 0GMEHOB, a Takke apTepuanbHyo
 TUNepTeH3MIo
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0 Kak M3BEeCTHO, MHCYJIMH CTUMYNUpyeT bnocnHTes 6enka,
obnanaet aHabonnyecknm adhpPekToM Ha MeTabonnsm
KOCTHOW TKaHW, MPSMbIM CTUMYNINPYIOLWUM BINSAHUEM Ha
CUHTE3 Ko/I/1areHa u rmanypoHata. bnarogaps aencrauto
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OcTeoaptpuT — reteporeHHoe
3aboneBaHue

_ + MNpeanoxeHo MHOXECTBO runoTea natoreHesa OA

« BeposTHo, 3T0 MHOXECTBO OTpaXaeT pa3nuyHbIe rpaHu CHOXHOMO

~ NaToreHeTU4eCKoro MexaHM3ma, OTBETCTBEHHOrO 3a UHULIMALMIO U
nporpeccuposaHue 6onesHu

+ MoXHO BblgenuTb crieflyoLme KnoveBble acnekThbl naToreHesa:

banaHc aHabonuueckux u katabonuyeckux hakTopos B nogaepKaHUN
LIeNOCTHOCTU BHEKNETOYHOro MaTpukca xpsilua

M3ameHeHne heHoTUNa XoHAPOLUMUTOB

Ponb akTveHbIX (hOPM Kucnopoaa u asora
Porns OXUPDEeHWsa 1 anMnoKuHOB

Ponb cuHoBransHoM »MeM6paHbl

_+ Yyactue cybxoHOpansHoR KOCTW B naTtoreHese
- Ly EHETUYECKVE U NUreHeTUYeckue hakTopb!
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/Omupenue

MexaHunueckas
Harpyska Ha cycTasbl
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Komop6uagHocTs npu OA

OA oTHOCAT K 3a60NeBaHUAM C BLICOKUM YPOBHEM
komopbuaHoctu [Kadam U.T. et al., 2004, Caporali R. et al., 2005],
YCTaHOBMEHO, 4To naumeHTbl ¢ OA umeloT 3HaunTenbHo Bonee
BbICOKMWA PUCK pasBUTUSI KOMOPOUAHLIX COCTOSIHUIA, YeM NaLUeHThl,
UM He cTpapatowme [Kadam U.T. et al., 2004, Gabriel S.E., 1999].

Kak npasuno, y 6oanoro OA ogHOBpeMEeHHO umeloT MecTo 5-6
3aboneBaHuM.

KnuHuyeckMi onbiT U AaHHble  MHOTOMUCHEHHbIX nybnukauuin
CBMOETENbCTBYHOT O ToM, 4To OA 4acto co4etaercs C ApYruMu
CKelneTHO—MbllleYHbiMM  3aboneBaHussMu (B TOM uucne ¢

OCTEONOPO30M) WU  CNneaywllen  CoOMaTUHMecKoW  naTonoruen:

~ aprepuanbHou runepreHauen (6onee yem y 60% nauueHtoB),

. WWeMuY4ecKon GOne3HbIo cepaua, cepaeyHon

| . HeJoCTAaTOYHOCTbH), OXMPEHMEM, caxapHbIM nuase-rom,

' 'jaaﬁoneaaﬂuﬂmu NEerkux v Xenygo4HO—KULLEYHOro TpakTa.




- MetaGonuyeckuit cuHapom

- TeHeTuueckas
~ NPefpacnonoXeHHOCTb
- UabbiTouHoe nuTaHne
. TunoanHamus
ggfjAp‘repMaanaﬂ mnepTOHm

" 3K30FeHHble (npod:eccnﬂ
Tpaama 3aHATHa cnoprom)

.aKTOpbl pucka passutus MC n OA

OcTeoaptpos

- [eHeTuyeckue (non, naTonorus
KonnareHa 2 tuna,
HacneacTeeHHble 3aboneBaHus
KOCTEeW 1 CycTaBOB, 3THUYECKOE
NPoOUCXOXAeHue)

- HereHetuyeckue (noxunou
BO3pacT, U3bbITOUHbLIN BEC,
CHWKEHUE YPOBHSA 3CTPOreHoB,
NOPOKu passutus, onepauun Ha:i_,__iji.;
cycTaBax .




acnpoCTpaHeHHOCTb:

.'MeTaﬁonuquKoro cungpoma 20-40%
'-‘OCTeoaprosa 20%
.?_Me'ra6onmqecmﬁ CUHAPOM — «naHaemma XX




eauaTopbl

 Wutepneikun-1 (UN1-1)

Boi3biBaeT  noBpexaeHue  xpswia
NOCpeaCcTBOM CTUMYNSLUMA NPOAYKLUUK
OPYrMX  LUUTOKMHOB,  MaTpUKCHbIX
Mmetannonpoteaz (MMI1) um okcmupa

asora (NO).

Bbi3biBaeT BocnanurtenbHbi Npouecc

- npu OA.

Bbi3blBaeT  anonTto3  XOHAPOUMTOB

iINOS — nHayumnbensHas NO cuHTasa.

AkTuBupyet OCTEOKNacThbl 6
cybxoHApanbHOW KOCTU, YTO ABNAETCS
NPpUYUHON N3MEeHeHUs

- cybxoHAapanbHou KOCTu.

. CTumynupyeTt . cOBCTBEHHYIO
npoaykuuo, 410  Obecneunsaet

NOCTOAHHOE NoBpeXaeHe XpaLia.

Kniouesou Mmeguatop OA




l.,

gA KaTabonuuyeckue npouecchl Ha ypoBHe XpsLua

nanawT Hag aHabonuyecKuMu  BCneacTBue

Tonomu XOHAPOUMTOB, (PyHKLUMOHAmNbLHAs aKTUBHOCTL

KOTOPbIX o 8 upyercs OfTbLUNM KOSTM4YECTBOM
H

MGAMGT I‘P

MM Y3 KINoYeBbIX JX MEQMaropos 4 e'rcn
npoBoc

a.ﬂMTeﬂbelM LUUTOKUH HTepnem(

| - KATABONUYECKME |
| AHABOMNMUYECKME | ME[IUATOPLI |

i MEAUATOPLI

i IL-6, IL-10, 1L-13 u
BMPs |

- .
COMP . Paspywenme
IL-4 gt I
XpALa

' 1

IGF-1 I NF-a
1
1

Cuures
MAaTPUKCa XPRaLLa

Hutokunit, ywacraywoume B paisnrum OA: IGF - MHCYNUHO-NOAOGHLINA (haKTOP POCTa;
TGF - Tpanchopmupyiowmn dakrop pocra; BMPs - mopdoreneTuieckne npotentisi KOCTH:

 CDMP - mopdroreneruieckue 6enkm xpaueson tkanm; TNF-a - thakTop Hekpoaa onyxonu






U3n4eckaa aktTMBHOCTb: UISMEHEHUe
NnapagurmMmbl OT MNOKOA K Harpyske

1-8, 2-a 1
3-A1 NUHUK
Tepanum

1-5, 2-91 b 1 He
NUHUN MHOTHe
Tepanuu

o @ Hekotopuie
1-A nuHuA W £ T
TepanmMm |




XoHApoKanbUMHO3 (Ncepaonoarpa) — XpoHUyeckoe
3aboneBaHue, 06ycnoBsieHHOE HAKOMJIEHNEM
Kpuctannos nnpodocdarta KanbLnusgd B CyCTaBHOM
XXUAKOCTM N B 06N1acTn cyctaBHOro xpswa. NpuymnHebl
pPa3BUTUSA TOYHO HEe BbISICHEHbI, OAHAKO, Npu
onpeneneHHbiX opMax oTMeYyaeTCs CBSA3b C
HacneaACTBEHHOCTbIO M C HapylweHneMm obMeHa BeLlecTs
NpnY HEKOTOPbIX ApYyrmx 3aboneBaHusaX.
XOHApPOKaNbLUMHO3 Yalle NposiBMISETCS B BUAE pe3Knx

\



CMMNTOMbI XOHApPOKaNbLWHO3a

[lceBgonogarpa HabnwgaetTca npuMmepHo B 25% cnydaes
XOHApOoKanbLUMHO3a. PazBnBaeTca oCcTpo. [MauneHT
npeabsBasieT Xanobbl HA ocTpyto 6osb B cyctase (0O6bIYHO
KOJIEHHOM, XOTH MOryT CTpagaTb U Apyrue cycTtasbl). B xoae
OCMOTpa BbISABNAETCH YMEPEHHbIN OTEK U rMNepemMmnsa MArknx
TKaHen B nopaxeHHown obnactu. NManbnauus obnactu
cyctaBa bonesHeHHa, ABUXEHUS orpaHuUYeHbl. Bo3MOXHa
rmneptepmmnda. O6ocTpeHne XxoHApoKanabLUMHO3a AJIMTCA A0
HEeCKOJIbKMX HeAeslb. 3aTeM HacTynaeT aAnluTesibHas
peMNCCcus, BO BpeMsi KOTOpon 60/1IbHOro HUYTO He
6ecnokouT (3a UCKNOYEHUEM C/lyYaeB, Korga B CyCcTaBe yxe
BO3HWUK OCTE0apTPO3).



InarHoctmka XxoHApoKanbLMHO3a

0 PewawwmnMm MeToaoM nccnenoBaHuUs CTaHOBUTCA MYHKUUS
cycTraBa C nocnegylowmm nccrnegoBaHneMm matepumana.
CneayeTt yuynTbiBaTb, YTO NYHKLUIO HY>XXHO NMPOBOAUTL BO
BpeMsi 060CTpeHus, NOTOMY YTO B 3TOT nepuoa
KpuUcTanabl NnupodocedaTta Kanbums npoHNUKaKT B
CMHOBMANbHYIO XUAKOCTb M3 Xpsila U CUHOBUASIbHOM
ob6osioukn. Bo BpeMs pemmccumn Kpuctanibl nnpodocdara
MOXXHO O06Hapy>XuUTb B CUHOBMASIbHOW 060/104KEe, MO3TOMY
B 3TOT Nnepuoa AN NoATBEPXAEHUA AMArHO3a
HeobXxo0AMMO BbINONHATL buoncuo cnHoBms. Hapsaay c
MHOIOYUCSIEHHBbIMU KPUCTanaMu npu nccregosaHnmn
bunonTtaTta B TKaHU 06HaApPY>XMBAKTCHA BblpaXeHHble
AncTpodunyeckme naMeHeHus.




[Toparpa

Moparpa — reTeporeHHoOEe No NpoucxoXxaeHuto 3abonesaxHune,
XapaKkTepusyruweecs OT/IOKEHNEM B PA3SIMYHbIX TKAHAX
KpUCTan/1I0B MOHOYpaTa HaTpus nnm modeBon kmncnotbl (MK). C
1859 roga, nocne onybnukoeaHusa Garrod A.B. cBoei paboThl,
KOTOpasa BKJItoYasia NoOCMepPTHOE MU3yyeHne nogarpbl, CTano
M3BECTHO, YTO 3TO €AUHCTBEHHAas TodycHasa 6one3Hb,

a noBbiWIeHne ypoBHsI MOYeBOMN kncnorTbl (MK) — npu3sHak
o06s13aresIbHbIN U MOCTOSIHHbIA . XPOHUYECKas rMnepypmKemMms
(noBbiweHne MK > 450 MmMonb/n y My>X4yuH n > 350 mMonb/n y
XXEHLNH), MOBTOPHbIE aTakKn apTpuTa, NpoBoUMPpYyEMbIE
KpuctannoobpasoBaHMeM B CcyCTaBaxX, obpa3oBaHue 4eno3MTOB
Kpuctannos (TodycoB) BO MHOIrMX OopraHax um TKaHsX — BOT
OCHOBHble nposiBneHns 6onesHn. OCHOBHblE, HO HE eANHCTBEHHbIE.
PasBuTne yyeHus o nogarpe B TedeHue nocnegHero CToneTums
nokKasano, UTo nmogarpa siBasieTcsi Metabosimyeckmm
3abosieBaHMeM CpoAgHMN caxapHOMYy AnabeTty, rae HapyleHne
OAHOro 06MeHHOro KOMMoHeHTa BeAeT K BO3HUKHOBEHMIO Kackaaa
NaTOreHeTUYeCKNUX peakumn n B ntTore NpuBOAUT K U3MEHEHUIO
BCeEX ApYrux Bnaos obmMeHa



N3 3Toro BbITEKAET, YTO 06CieAOBaHMeE NO NOBOAY NoAarpbl
NOJ/IHKHO BKHOYATb HE TONIbKO TPAAULIMOHHbIE MEeTOAbI

0 onpeaneneHne ypoBHa MK B CbIBOPOTKE KPOBU;

onpeaesieHne cyTodyHoro eblaeneHnsa MK;




MpuumHb

V

MepeuyHbIie

\

V

BropuuHsbie

\

leHeTuuyeckum pedexr

bepmenTor obMmeHa MOueBOM

KHMCNOThI

Oxupenue

CaxapHbit guaber

A4

A4

I'unonnnonporeuﬂemun

A 4

ApTGPHOI‘IbHGﬂ TMNepTeH3Ius

VYV

Xpouuqecxaa cTonkas rMmnepypmKkemMms

A\

N

1

Moparpa

TopmoxeHMe 3kcKkpeumm ypaTtos

YcuneHHbit kaTab0onmM3m nypmHoB

MosbiwEeHHbIM CMHTE3 + CHMXKXEHHAas
IKCKpeums MOYEBOM KMCNOTHI

MoebiwernHoe obpa3oBaHmMe MOYEBOM KMCNOTHI

i

i\

Ycnosus (pakTopel pucka)

Puc. 1. Movunubsl M daxKToD bl DHUMCKA nNoaarpbl




Y Taknx naymeHToB Heob6XoaMMO TakKXKe OLEeHNBAThb:
o  wnHaekc maccol Tena (UMT);
0 OTHOWeEHUE OKPYXHOCTU TallMmM K OKPYXXHOCTU benep;

0 [aHHble MOHUTOPUHIra apTepuanbHoro gasnexHusa (A);




JleueHune nopgarpbl

O

AnnonypuHon -®ebykcocTtaTt (YNopuk,
ApeHypuk) -

NMNernotukasa (Pegloticase, Krystexxa)
NMpo6eHeuna (Cantypun, beHemup)

JleueHune noaparpbl NPOTUBOOTEYHbIMU U
o06e360n1MBaOWMMM NpenapaTtamMmm

KonxuumH (Konxunkym, KonaxmMuH)

FrnmrokokopTtukonabl (KoptnsoH, N'mapoKoOpTU30H,
NMpeaHn3oH, NpeaHN30J1I0H)

AcnupuH, AHanbrnH, AunknodeHak, NéynpodeH



