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Ovcnna3us coeanHuTenbHou Tkanu (ACT) - 810
reHeTUYeCKn JETEPMUHNPOBAHHOE COCTOSHME,

XxapakTepuaytoLleecst nedekTaMn BONOKHUCTbIX L
CTPYKTYP M OCHOBHOTO BELLIECTBa COEAMHUTENBHOW ¢
TKaHW, NPUBOASLLEE K HAPYLLEHWNIO g

doopmoobpa3zoBaHNUSA OPraHoOB 1 CUCTEM, UMEIOLLLIEE
nporpeccupytollee Te4eHne, onpegensitoLiee
0CODOEHHOCTU acCoOLIMMPOBAHHOM NATOSOMNK, a Takke




[laToreHes

MyTaumm reHoB, OTBETCTBEHHbIX 3@ CUHTE3 U
pacnag 6ernkoB coeaANHUTENbHOW TKaHW,

1 hbepMeHTOB \

N3meHeHne konuyecTsa n Hapyluenue dubpunnoreHesa
cocTaBa KOMMOHEHTOB
BHEKMETOYHOro MaTpuKca 1
‘ * M3MeHeHVe KonmyecTBa BOMOKOH
« HapyweHune npocTtpaHCTBEHHOU
CoeanHuTensHas TkaHb He CTPYKTYpPbI 3aacTuyeckux hubpunn,
BbINOHSIET AOMKHLIM 06PA30M CBOM ’ TMKONpPOTENaoB, hUBpoGNACTEEN
pyHKLMM (OMOPHY!O, NPOTEOrNMKAHOB
Mg__Ta6on|/|qu|<yro,  dopMMPOBaHME aHOMAITbHbIX
' BRRLLC TVHECKYIO, TPYMMEPOB KonnareHa
paTUBHYIO)
| . mmm) KnuHunuyeckue

BnnaHune

cpeapl nposABIieHns

P rFrS
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BnnaHune cpegbl

Fibroblast Preprocollagen
| @ Pro a-chain backbone (Gly-X-Y)
h 4
Nucleus ‘_ OH @) Hydroxylation of proline and
N OH | lysine (requires vitamin C)
Collageq\mRNA Sugar
Cytoplasm 3 OH © Glycosylation
R OH
RER,
’ ; Triple helix formation
‘ Procollagen
Golgi -
‘ O Exocytosis
Extracellular -
space
© Cleavage of procollagen
‘ C- and N-terminals
. Tropocollagen
O Formation of cross-links
(stabilzed by lysyl oxidase)
Cu
Collagen fiber a3

« ButamuH C -
y4YacTBYyeT B
obpasoBaHun
KonnareHa u3
npokonnareHa
(NMM3KH, NPOnuH
—OKCUJN3WH,
OKCUMPOJSINH)

* Cu— BXOOMT B COCTaB
nnannokcmaassbl
(obpasoBaHune
HepacTBOPMMOro

I/ 7AAMFFAFALTA )



Knaccundpunkaumns

o 8 a

A 2

ObLwenpuaHaHHaga Krnaccndukauma oTCyTCTBYET
Boigensiot AndpdepeHUmMpoBaHHY 1 HeanddpepeHUNPOBaHHYIO

AOCT

,D,I/IdJCbepeHLl,I/IpOBaHHaFI
* OnpegeneHHbIn TUN
HacrenoBaHu4

» YeTKkaa KnuHMYeckada KapTmHa

* YCTaHOBIEHHble reHeTNn4Yeckne
negexTol

* [eHHbIN gedeKkT — eNHCTBEHHLIN
9TUOSIOrM4YecKum paktTop

Cunapom MapdaHna, cuHapom
SOnepca-aHnoca, HecoBepLUEHHbIN
OCTEOreHes, anacrtunyeckas
rceBOoKCaHTOMa, CUHOPOM BSANOW

" KOXW

HenmcpqaepeHuMpOBaHHaﬂ
» JledbeKkT HECKOSIbKUX reHOB

* [lpnymnHa — codeTaHne HECKOMNbKUX
reHeTNn4YeCcKnx 0edeKToB

* OToenbHbI gedekT He NPUBOANUT K
3aboneBaHuio

Habop dbeHoTUnnyeckmnx
NPU3HAKOB HE YKNaabiBaeTCs HU
B OOQMH N3
andodepeHUMPOBaHHbIX
CUHOPOMOB



CuHapom MapdhaHa —

andpddepeHUnpoBaHHas i
doopma ACT Y :
¥

ol a

» Tun HacnegoBaHNS — ayTOCOMHO- (L
‘D'OMMHaHTHbIIZ \ \ S {f Ab?zormalchel‘t heart -
" — ] andlungproblet‘ns
 KnuHuka: noaBbIBMX XpycTanuka, [ [T

[MMK, oedopmanms Nno3BOHOYHMKA U
T.O.

* [eHeTn4ecKkun gedekT - myTaums
reHa, KogupyroLlero
CUHT |

I | 2

- §3 3
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KnnHnyeckne nposaBneHnsa
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» KnanaHHbIM CMHOPOM — nposanckl KfanaHoB cepaua

» TopakogmadoparmarnbHbI CUHOPOM — AedopMaLnm rp.KIeTkn n
NMO3BOHOYHUKA

« CocyamncTbI CUHOPOM — aHEBPM3Ma aopThbl, BAPUKO3HOE pacLUMpeHne
* ApUTMUYECKU CUHOPOM — HapYLLIEHUSI pUTMa U NPOBEAEHNS

* BpOHXONEroYHbI CUHOPOM — HApYLLEHNSA BEHTUNSILMN, CMTIOHTaHHbIN
MHEBMOTOPAKC

» BucuepanbHbI CMHOPOM — AUCTOMNUM N NTO3bl OPraHoB

» CMHOpPOM NaTosiornm opraHa 3peHus

» [emopparnyeckne rematomMmeseHxmmanbHble gnucnnasum

« CMHOpPOM NaTosiorum CTorbl

e CMHOpPOM rmnepmMobunbLHOCTN CYCTaBOB

BeptebporeHHbI cnHapom

» KocmeTnyecknm cuHgpom — aHomanum npukyca, gegoopmasmmm KOHeYHOCTEN

ﬁ‘apymeHMﬂ ncnxnyeckoun cagepsl

verv



Knaccudumkauma no MonekynapHo4
reHeTu4eCKMM HapyLLeHNAM

P rFrS

. HacneacTtBeHHble KonnareHonaTum
. HacnegcreeHHble hubpunnnHonaTnm
. HacnepcrteBeHHble anacTnHonatum

. HacneacteeHHble onbynnHonaTuuw.

1

2

3

4
» 5. HacneacTtBeHHble naMmnHonaTum

6. HacnencrteeHHble TPpOMBOCNOHANHONATUM

7. HacnegcrteeHHble NpoTEornMKkaHonaTum
8.
p

HacnepgctBeHHble [1CT, obycnosneHHble MyTauusammn B reHax ombpobnacTHbIX hakTopoB
0CTa, UX PpeLenTopoB N aHTarOHUCTOB

.Molecules._?




[lnarHocTtuka

v KnMHMKo-aHamMmHecTnydeckoe
obcnenoosaHue m

v KnnHuko-reHeanorn4yeckoe .
obcnegoBaHue

v’ JlabopaTtopHbie U
MHCTPYMEHTAarnbHbIE

P rFrS

NccrieagoBaHmA « NOCT- Bepudurkauus
v MonekynspHo-reHeTu4eckoe AVAnHEES
nccnegoBaHue « HOCT - BbigBneHue

npeapacnosioXXeHHOCTU U

‘ cTeneHm pncka

y



Ha aTtane knuHuko-aHamHecTuyeckorgs
obcnenoBaHUSNA: :

* Ucnonb3ytoTca Kputepun T. Munkoscka-AumMnUTpoBou
n A. KapkalwieBa (rnaBHble N BTOPOCTENEHHbIE
npuaHaku OCT)

* BunbdopaHLuckue Kputepumn (dbornbLlume n manbie
OnarHocTu4eckne Kputepun)

* OUeHKa rmnepmMmoodunbHOCTM CYyCTaBOB MO KPUTEPUAM
bentoHa

* OnpepeneHnune ctenenn tTskectn ACT (CmonbHOBA,
2003)




Kontepun bentoHa

TecT HO cNOCOBHOCTDL

ycTaB

Mpaebin

JleBbin

1. [TaccuBHO OTOrHYThH Ha3an VvV naney B NACTHO-(hanaHrosoM cycrase bonee
4eM Ha 90%

2. NaccuBHO NnpusecTu | naney K nagoHHOM NOBEPXHOCTUN PYKU

3. MaccuBHO pa3orHyTe NokTesown cycrtas >10%
P y Yy

4. [laccuBHO pa3orHyTb KoNeHHbin cycrtas >10%

5. IHTEHCMBHO NpuwXXaTk NafloHn K nony, He crubas KoneHen

—b | ed | edh | h

— ] d | —d |

Uroro
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Kputepum cteneHmn BblpaXK€HHOCTU auCnniasnm.

oy

coeaunHutTenbHoun TkaHu (no T.H0. CmonbHOBOWY,

Manble npuaHaku
(no 1 6anny)

2003)

ACTEHUHECKUIA TUN TENOCNOXEHWA UNKM HEAOCTATOYHAA Macca Tena
OT1cyTCTBME CTPUIA HA KOXE NepeaHEeOpPIOLLIHOR CTEHKW Y XEHLLUH, UMEB-
LUKX B aHamHese pofb!

HapyweHue pedpakuum 8 sospacre go 40 ner

MelLLeYHas runoTOHUS U HU3KKUE NoKasarenu MaHoMeTpum

Ynnowiexue csoga cTonsl

CKNOHHOCTbL K NerkoMy 06pasoBaHmio CUHAKOB, NOBLILLEHHAA KPOBOTO4U-
BOCTb TKaHewn

KposoTe4yeHus B nocnepofosoit nepunos

BeretococyaucTsie AncdyHKUMM

HapylieHune cepae4Horo putma u nposogumoctu (3KI)

BonsLume npusHaku
(no 2 6anna)

Taxensie npossneHus

1 COCTOSIHUSA, NPUBOAS-
LLME K XMPYPru4eCKUM
BMELLATeNLCTBAM UK
UMEIOLLIME NoKasaHus

K HUM, @ TaKXe U3MeHeHns
aHaTOMUYECKUX B3aUMO-
OTHOLUEHWA, NpuseLune
K HapyLUEHUIO DYHKLMK
opraHos (no 3 6anna)

-~

Ckonnos, kugogs, Kuockonmos

lMnockocronue 2-3-i cTenexu

3nacrtoa Koxu

MNepnogBMXHOCTL CYCTABOB, CKNOHHOCTL K BbIBUXAM, PACTSXXEHUEM
CBSA304HOr0 annapara cycTasos

CKNOHHOCTbL K annepru4ecknM peakuusam u NpocTyaHLIM 3abonesaHmnam
ToH3aunakToMus

Bapukozauas 6oneaHs, remoppon

[OuckeHesauns Xen4yesbIBOAALLIMX NyTen

HapyLwieHne asakyaumoHHO M (OyHKUUM XENYA0YHO-KULLIEYHOro Tpakra
Yrpoza npexaespeMeHHbiX poaos Ha cpoke 32-35 Heflens 6epemMeHHOCTH,
npexaespemMeHHble poabl

BhICTpbIE ¥ CTPEMUTENBHLIE POALI B aHAMHE3E C MMNOTOHUYECKUM KPOBO-
Te4eHueM 8 3-i nepuos poaos unu 6e3 Hero

[Mponanc reHuranuu u rpbixn y pOACTBEHHUKOB NEPBOR NUHMK

[pbiXxn

CnnaHxHonTos

BapukoaHasn 6onesHb 1 remMoppoi (onepaTtveHoe neveHne), XxpoHmyeckas
BEHO3Has HeQOCTaTO4HOCTL C TPOMUYECKMMU HADYLLEHNAMU
MpuBbIMHLIE BLIBUXW CYCTABOB UMK BbIBUXM BONnee AByX CycTaBoB
HapywieHne MOTOPHON (OYHKLUK XeNny[04YHO-KULLIEYHOro TpakTa, nog-
TBEpPXAeHHOE nabopartopHbiMK MeTogaMu nccnegosamus (R-noruveckune,
R-ckonuyeckue)

OueepTukynsl, foNUxocurma

| MNonueanenTHan anneprua, Taxensie aHacbwnaKTmecme peaxkuun

* npu cymme 6annoB 4o 9 -
[OCT nerkomn crenexHu
TAXECTU
(ManoBblpaXeHHas)

 OT 10 oo 16 bannoB —
cpeaHen cTenenu
TAXKECTU (YMEPEHHO
BblpakeHHas)

* OT 17 M BblLLE — TSHKENOU
CTeneHun (BblpaxeHHas)

o a



bnoxmmmnyeckmne mapkepsl

* YPOBEHb OKCUMNPOINHA, TMAPOKCUNPOSIMHA B MOYe U
KPOBW — MapKep AeCTPYKLUUM KonnareHa

e [lenTngocBsa3aHHLIN TMOPOKCUNPOSINMH — pacnag +
CUHTE3 KosnareHa

» CynbdaTnpoBaHHbLIE N CYMMapHbIe
[MUKO3aMWHOIMKMKaHbl — OECTPYKUNA U UHTEHCUBHOCTb
kaTabonnama KOCTHOM TKaHW

* YPOBEHb BUTAMNHOB, MUKPO- N MAKPO3NEMEHTOB

VIHCTpYMeHTabHbIE UccrneaoBaHug:

* [leHCcnTOMETPUSA
° Rg
« Y3U
« MPT

¢
.
%
<



[ lpuHUMNBI NevyeHnsa

HemeamkameHTo3Has MeaunkameHTo3Has

Tepanus Tepanugd
* [lcnxotepanus * OTNOMOrMYEeCKOU HET
e [lnetotepanus * [laToreHeTn4eckas
« [paBunbHble du3. (BUTAMUHBI,
Harpy3Ku MUKPO3NEMEHTbI)
« XMpyprayeckoe  CuMNTOMaTM4YeCcKas
revehne (HMNBC, beTta-agpeHo-
J briokaTtopbl,

ceaaTuBHbIE
npenaparhbl)

.

o 8 a
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HeT HU4Yero xyxe, 4em YnyCTUTb BO3MOXXHOCTb,
KOTOPAs MOFAQ U3MEHUTb TBOIO XXU3Hb

- -

CMNACHBO 3A BHUMAHWE




