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[Nucnnasus coeguHutensHom Tkanm (ACT) npeactasnsier cobom YHUKaNbHYIO OHTOreHETMHeCKYI0 aHOMasio Pa3BUTUS OpraHK3ma, KoTopast OTHOCUTCS
K YMCIy CIOXHbIX BOMPOCOB COBPEMEHHOM MeAMLMHbI. PacCMaTPMBAIOTCA OCHOBHbIE NOAXOAbI K ANMhePeHLIManbHOM ANarHoCTVKe PasnnyHbIX (opM
[OTC. Begylee Mecto oTBOANTCS KIIMHUYECKOW OLIEHKE, NOAXOAaM K Tepanunm OQHOro 13 BapuaHTOB HeamddepeHLmpoBaHHo dopMbl ATC — ru-
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Connective tissue dysplasia (CTD) represents special ontogenetic abnormality which is a complex problem of contemporary medicine. The principles
of differential diagnosis of various forms of CTD are considered. A clinical estimation and therapy approaches are discussed with focus on hypermo-

bility syndrome as one of undifferentiated form of CTD.
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lpynna HacneACcTBEHHbIX 3a00neBaHUM COeAHNTENb-
HOW TKaHW U CKesieTa ObiNla BNepBble BblOeneHa aMepu-
KaHckuM reHeTkomM Mc Kusick B 1955 roay. K Tomy Bpe-
MEHW OHa 0ObeAMHANA NNLLb HEKOTOPbIE HO30MOrMYeckme
(POPMbI: HeCOBEPLLEHHbIN OCTeoreHe3, cHAPOM MapdaHa,
CMHAOPOM Inepca-LaHno, 3nacTMHecKyto NceBAOKCAHTOMY
v raprounmsm. [1] B TedeHre nocnenyolmx Tpex geca-
TUNEeTU bnarofapst AOCTUXEHUAM reHeTVKI Oblnn onum-
CaHbl 1 KNnaccuduLMpoBaHbl cBbille 200 3aboneBaHuM co-
€OVHUTENIbHOM TKaHW 1 CKeNeTa HaceACTBEHHOMO Xa-
pakTepa.

KnuHnyeckmne npogdsrneHund ,EI,VICI'IJ'Ia3l/Il7I Cco-
e,El,l/IHI/lTeJ'IbHOI;I TKaHU

[uncnnasuga coeguHutensHom TkaHw (OCT) — reHetn-
4Yecky AeTePMUHMPOBAHHOE HapyLUeHWe pa3BuTUS COo-
eOVNHNTENBHOW TKaHW, MpYBOAsLLee K M3MEHeHMIO ee
CTPYKTYPbI U PYHKLMI 1 peanmnsyioLeecs B KIIMHNYECKOM
MHOroobpa3nm GeHOTUNMHECKIX NPU3HAKOB 1 OpraHHbIX
NposBReHNN. B HacTosLLee BpeMs NpeanoxXeHo Noapas-
nenenve OCT Ha anddepeHUMpoBaHHbIN 1 Heandde-
PEHLMPOBAHHbIN CUHAPOMbI [2].

OuddepeHLpPOBaHHbIe OUCMIa3MM XapaKTepU3yioT-
CSl YCTAHOBJIEHHbIM TEHHBIM WJIM DUOXMMUYECKM [ie-
ekToM C onpefeneHHbIM TUNOM HaclleJOBaHWA 1 KJU-
HYeCKoW KapTWHOW 3abonesaHns (cuHapom MapdaHa,
CMHAPOM Dnepca-[aHnoca, HecoBepLUEHHbIV OCTeOreHes,
anacTnYeckas NceBAoKCcaHToOMa 1 ap.).

HeonddepeHumpoBaHHble ONCMNA3UM COeANHUTESb-
HOW TKaHW AMarHoCTUPYIOTCS B CJlyHasnx, Koraa Habop de-
HOTUMMYECKMX MPU3HAKOB He COOTBETCTBYET HX OLHOMY U3
AnddepeHUMpPOoBaHHbIX CUHLPOMOB.

CoeamHNTENBHOTKaHHAsA AMCINa3mns, 3aTparvBas BCe op-
raHbl M CUCTeMbI, MPOABAAETCA KOMMIEKCOM (DeHOTUNN-
Yeckux Npr3HakoB. Becbma xapakTtepHbim ans ACT asnsietcs
reHepan3oBaHHas rmnepMobunnbHOCTL cyctasos (TMC),
KOTopasi MOXeT ObITb BEAYLMM NPU3HAKOM Kak Hedud-
depeHumpoaHHon [CT, Tak 1 4acTblo AnddepeHLmpo-
BaHHbIX CMHOPOMOB.

[lns 0ObeKTMBHOM OLEHKM reHepany30BaHHOW Iu-
NepMOOUNBHOCTI CYCTaBOB MCMONb3YIOTCA KpuTepunn ben-
ToHa [3] (1abn. 1).

MMNepMobuNbHOCTL OLeHMBatOT B Gannax: 1 Gann
03Ha4aeT NnaToylornmyeckoe nepepasrubaHmne B O4HOM Cy-
CTaBe Ha OfHOW CTOpOoHe. MakCcMManbHas BeIMYMHA No-
KasaTens, y41TbiBas OABYXCTOPOHHIOIO JloKanmsaumio, - 9
©annos (8 - 3a 4 nepBbIX NyHKTa U 1 - 3a 5-1 NyHKT). MNo-
Ka3aTenb oT 4 1,0 9 GannoB pacLeHMBAETCS Kak COCTOSIHME
rMNepMobUNbHOCTY.

Hay4Hbit 1 npakTuyeck nHTepec K FMC BO3HMK
ele B KoHLe 19 Beka, Korga Obiny onmcaHbl Hacnem-
CTBEHHble CUHAPOMbI, B KIMHUYECKOW KapTUHE KOTOPbIX
MC aBnsnack OAHMM U3 BeAyLLMX CUMATOMOB (CUHOPOM
MapdaHa, cMHApoM Dnepca-LaHno, HecoBepLUEHHbIV
octeoreHes). BnusHme MMC Ha COCTOsIHME 3[10POBbS UMe-
€T CaMble pa3HOobpa3Hble acrnekTbl. MepBoe onmcaHme MC
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[nnepmobuibHbI CUHAPOM

Tabnuua 1. NMpur3HaKkM rMNepmMobunIbHOCTU CyCTaBoB
(kpuTepun beritoHa)

Tabnuua 2. AuarHoctuyeckue kputepum I'C (Brighton,
1998r)

1. MaccvBHoe crvbaHyie NACTHO-anaHroBoro Cycrasa 5-ro nanbua
B 00€ CTOPOHbI.

2. MaccyBHoe crbaHme 1-ro Nanblia B CTOPOHY NpeanseYba
Mpy CrubaHnK B Ny4e3anscTHoM CycTaBe.

3. TNepepa3rrbaHe NOKTEBOTO CycTaBa cBbiwe 10 rpag.

4. NepepasrubaHue koneHHoro cyctasa cabile 10 rpaf.

5. HaknoH Bnepe npy GUKCMPOBaHHbIX KOMEHHbIX CyCTaBax,
Mpu 3TOM NIafloHM JOCTUratoT Nona.

Obino coenarHo B 1967 roay Kirk, Ansell n Bywaters. [4].
ABTOpamMu ObIN NPenoXeH TEPMUH "TUNePMODNIIbHBIN
cuHapom” (TC), oTpaxkaowmin heHoMeH rmnepMobunb-
HOCTM CyCTaBOB, CO4ETAIOLLMINCS C AUCDYHKLMEN ONOPHO-
[BUraTenbHoro annapata (NoABbIBUXM, apTpanrum). Mos-
e CTano 13BecTHo, 410 TMC accoummpyeTcs C BHELIHW-
MW (heHOTUNUHeCKUMU Npr3Hakamm JCT, cxoOHbIMK € Map-
Kepamy Aucnnasmy npm oudaepeHuMpoBaHHbIX CUH-
IPOMaX, a «rMnepMobUnbHbIN CUHAPOMY CTaN paccmart-
PMBATLCA B paMKax Ho3onormyeckom opmel. OgHako re-
HeTnyeckasd ocHoBa [C [0 HACTOALLLErO BPEMEH M OCTaeTCs
HEeN3BECTHOWN.

KnuHnyeckme npossnerns IC MHOroobpasHbl 1 BKIO-
YaloT KaK CyCTaBHble, TakK U BHECYCTaBHbIE MPU3HaKKM, OT-
paxkeHHble B KpuTepuax [C. [JuarHoctmnyeckme kputepmm
C npencTaBneHbl B Tabs. 2 1 MeHyoTCs BpaliTOHOBCKMMM
Kputepuamu [5].

Manbie kputepum IC ObInm LOMONHeHbI B Xoe padoT
A.I. beneHbkoro [6] v BKIOHaIoT Mpornanc MUTPaibHOro Kna-
naHa, nonyio ctony, bpaxogakTunuio, LedopmaLmio rpya-
HOW KNEeTKK, CaHOANEBMAHYIO LLeNb CTOMbI, ckonmos, Hal-
lux valgus. I'C guarHocTMpyeTcsa npy HanuyaMm 2 BonbLLINX
KpuTepues, 1 GOMbLLOMO 1 2 ManbIx KpUTepnes Unn 4 mMa-
NbIX. [JOCTaTO4HO 2 MarbIX KpUTEPUEB, €CTTN POLCTBEHHMK
1 nnHUK popcTea nMeet npusHaku ACT.

OCHOBHbIM KIMHWYeckUM nposasfieHneM [C asngertca
nopaxeHue OMopHO-ABUraTeNbHOMO annaparta B Buae
apTpanrum (nonnapTpanrunii), accouMMpPOBaHHbIX C Dr-
3M4eckom Harpy3kon. Hanbonee Yacto B npoLecc Bosse-
KaloTCs KONEeHHble U FONeHOCTOMHbIE CyCTaBbl. [1pUiMHON
0oneBoro CMHOPOMa B 3TOM CJly4ae SBSETCH YyBCTBU-
TENbHOCTb K Harpy3ke OnopHbIX CyCTaBOB 1 YyMepeHHble Op-
ToMneAuyeckne aHoManum (Incnnasns tTazobefpeHHbIX Cy-
CTaBOB, NMPOLOSbHOE 1 NMonepeyHoe nnockocronue). de-
OI0T apTpanrum NPUXoaMTCS Ha MOMOLOWM BO3PacT, npe-
MNMYLLLECTBEHHO Y JIL, XXEHCKOTO Mnosia. MNoaBbIBYXM CyCTaBOB
(B OCHOBHOM, FONMEHOCTOMHbIX U KOMEeHHbIX) TUMNYHbI
0N5 naumeHToB ¢ [C. PelaMBIPYIOLLMI BbINOT B CycTaBe,
Kak nposeneHne MMC, aBnseTcs HevacTol, Ho Hanbonee
CIIOXHOW OMArHOCTUYECKOW CUTyaumen. XapakTepHom
0CcobeHHOCTbIO cMHOBMTa Npu TMC aBnsieTcs Henocpes -
CTBEHHas CBA3b C TPaBMOW, HEBOCNANUTENbHbIV XapakTep
CMHOBUMANbHOM XMAKOCTN 1 ObICTpoe 06paTHOE pasBuUTHe.

Bonblune kputepum:

+ Cyet no wikane beiToHa 4 13 9 unn 6onee (Ha MOMEHT 0CMOTPa MK B
MPOLLIOM).

+ ApTpanrus bonee 3 Mec 8 4 cycrasax 1 Oonee.

Manble kputepun:

+ CyeT o Wkarne bentoHa 1-3 13 9 (0-2 ans niogen crapwe 50 ner).

« Aptpanris B 1-3 cyctaBax 1 nioMbanrus bonee 3 MecsiLeB, Hanuuve
CMNOHAMA0NN3a, CNOHANNOANCTE3].

* BbIBMXM,/N0ABbIBUXM Donee YeM B 1 CycTaBe Vv NOBTOPHbIN BbIBUX B
O[JHOM CyCTaBe.

* MeprapTuKynspHble nopaxeHus bonee 2 NoKanu3aumi (SMMKOHANANT,
TEHOCUHOBMT, BypcT N T.4.).

* MapdaHomaHoCTb (BbICOKHI POCT, XyAOLLABOCT, COOTHOLLEHME pa3Max
pyk/poct bonee 1,03, COOTHOLLIEHYIE BEPXHUI /HVXHIIN CETMEHT Tena
MeHee 0,83, apaxHomakTnms).

* AHOManbHas Koxa: TOHKOCTb, MMneppacTaXUMOCTb, CTPUV, aTPODMYHbIe
pyoUbI.

* [Na3Hble MPU3HaKW: HaBUCAIOLLE BEKW UV MUONKS.

* Bapyiko3Hble BeHbI UV FPbIXM UV OMyLLEHWE MaTKK/ MPAMOW KMLLKU.

B nocnenyioLem y 3Tmx NnaLmeHToOB MOXET Pa3BUTLCA CTON-
Kag apTpanrns TPaBMUPOBAHHOMO KOSIEHHOIo CyCTaBa,
CBfi3aHHas C NOCTPaBMaTNYeCKon MeHnckonatnen. lop-
canrnu, Hepeko CoYeTaloLmecs CO CKOIMO30M WM CMOH-
OUNONNCTe30M, BCTpeYaloTcs y naumeHToB ¢ [C B Nobom
Bo3pacTe. MepnapTrKynapHbie NopaxeHns (TeHAUHUTSI,
NVKOHAMAT, APy 3HTe30MNaTnm, OypcUTbl, TYHHENbHbIe
CMHAPOMbI) BCTPEYAIOTCS Y NaLmeHToB ¢ [C 1 BO3HMUKAIOT
B OTBET Ha HEOObIYHYIO (HEMPUBLIYHYIO) HArPy3Ky U MU-
HVYManbHyto TpaBMy. Hanbonee nonHas KapTyHa KIMHK-
YeCKNX NMPOSBIEHMI 1 NOTEHLMANbHbIX ocnoxHeHWn [C (B
TOM Y1CEe CO CTOPOHbI OMOPHO-ABMrATENbHOTO annapara)
npencrasneHa B Tabn. 3.

'MC TpebyeT TLaTeNbHOro KNMHMYECKOro aHanm3a u
ANPdepeHLMpPOBaHHONO OMarHOCTUYECKOro MoAxoaa.
HemanoBaxHyto ponb B AmarHocTuke [C urpaet oueHka ge-
HoTUNMYeckux Mapkepos OCT. Mpu Hanuyum conyt-
CTBYIOLLEN TMMNEeppacTIxXUMOCT KOXM (AmnarHoctnpye-
MOW NMPW TOMLLMHE KOXHOW CKNaAKW Haf Klo4uuamuy > 2
CM), aTpPOMdUYHbIX PYOLOB, MOBbILWEHHOW PAHUMOCTH
KOXW, B NEPBYIO O4epeab, CliefyeT AyMaTb O KIaCCU4eCKOM
BapvaHTe cvHapoma dnepca-Laxno (C34) (1/11 nogmvn no
knaccudpmkaumm Villefranche, 1997). Hannume xe Bpox-
OEHHOro BblBMXa CyCTaBOB CBUIETENbCTBYET B MOMb3y
apTpoxana3unyeckoro Tmna (VI nogtun). OBWMpHBbIE KPo-
BOMOATEKM Ha KOXe /U CEMEMHbIA aHaMHe3 Cocyam-
CTbIX VAN KULLEYHBIX Pa3PbIBOB MM BHE3AMHOW CMEPTU 5IB-
NAOTCA Npu3HakaMu cocyamcroro nogtuna C3I (V).
Ecnu ymepeHHas rmnepmMobunibHOCTb CYyCTaBOB COHETaeT-
CA C XapaKTepPHbIM BHELWHVM OONIMKOM, MOABbIBMXOM
Xpycranuka u,/mnv gunataumen aopTbl U aHEBPU3MOM,
HeobxoAMMO AyMaTb 0 cuHapome MapdaHa. Ta e Knu-
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[nnepmobuibHbI CUHAPOM

Tabnuua 3. KnnHuyeckune nposeieHns 1 noTeHuyanbHble
ocnoxHeHua MC [1]

Octpble (TpaBMaTUyeckune)
1. PeLnansupyioLLve NOABbLIBUXM B FONEHOCTOMHOM CYCTaBe.
2. Pa3pbIB MeHMCKa.
3. YacTble nepenombl KocTew.
4. OcTpble Uy peLyavBUpYIoLLMe NOLBBIBYXV MAeYa, HALKONEHHVIKS,
NACTHO-(aNAHroBOro, BUCOYHO-HUXHEYENIOCTHOO CYCTABOB.
5. TpaBMaTv4ecKme apTpuThI.

XpoHuueckue (HeTpaBMaTUyeckue)
1. SnuKoHAUANT.
2. TeHANHWT.
3. CYHAPOM POTaTOPHOW MaHXETbI Mf1eYa.
4. bypeur.
5. INK304M4eCKMe IOBEHWNbHbIE APTPUTBI (CYHOBITHI) KONEHHbIX CyCTa-
BOB (663 NPY3HaKOB CUCTEMHOV BOCTAMNTENBHON PeakLmm).
6. Hecneumduyeckune apTpanruu.
7. Ckonwos.
8. bonb B cnmHe.
9. XoHOPOManALMA HafKoneHHMKa.
10. Ocreoaptpos.
11. Gribpommanris.
12. ANChYHKLNA BUCOHHO-HUXHEYEMIOCTHOTO CyCTaBa.
13. KapnanbHbiV 11 Tap3abHblV TYHHENbHbIA CUHAPOMBI.
14. Akponapecresus.
15. CvHAPOM FpyLHOrO BbIXOAA.
16. Mnockoctonue.
17. CuHppom PeliHo.
18. 3apepxKka MOTOPHOTO pasBuTs (y AeTen).
19. BpoxaeHHbI BbIBKX Gefpa.

HUYecKas KOMOKMHaLMs 6e3 ra3HbIX 1 KapanabHbIX NpPo-
ABNEHUI CBMOETENbCTBYET B MOMb3Y MMNepMoOunIbHOro Nof-
Tvna C3[ (lll). B HacTosllee Bpems He onpeaeneHbl re-
HeTMYeckme 1 HO30M10rM4yeckne rpaHuLLbl Mexay runep-
MobUMbHbIM TRoM COL, 1 TC. Kpome Toro, Oblno nokasaHo,
410 y naumenHTos ¢ Il nogtnnom C3 v IC umetoTcs MyTa-
LN B reHax, KOOMPYIOLLMX HeKOMnareHoBble Moreky bl Te-
nascin-X, Npy 3TOM OTMEYAETCS CHUXKEHME YPOBHS CbIBO-
poToyHOro Tenascin-X B 06enx rpynnax retTepo3nroTHbIX
UL >KeHcKoro nona [7]. ViaeHTndrkaumsa MyTaumm reHoB
Tenascin-X SBAAETCA BaXXHOW MOLENbBIO N3yYeHWs reHe-
TWYeckom ocHoBbI [C.

KnnHuyeckas kapTHa HeCOBEPLLIEHHOMO OCTeoreHe3a
XapaKTepK13yeTCcs MOBbILEHHOW TOMKOCTbIO KOCTeW, ne-
PEenoMbl BO3HNKAIOT MPW HEOOMbLLMX Harpy3kax Ui CroH-
TaHHO. KnMHMYeckas KapTiHa 3aboneBaHus He orpaHmnym-
BaeTcA natonoryven ckeneta. CMHUe CKepbl, HU3KUIM POCT,
pa3pyLUeHVie IeHTHA 3yDO0B, MPOrpPeccMpyioLLIAst TYroyXoCTb
B LETCKOM W IOHOLLECKOM BO3pacTe, KOHTPAKTYpbl, Mbl-
LLeYHas MMMOTOHKSA M MOBbILLEHHAA YacToTa MyMoYHbIX U Ma-
XOBbIX FPbIX, BPOXAEHHbLIX MOPOKOB cepAua 1 Heponm-

TMa3za — XapaKTepHbI KOMMEKC NaTONOrM4eckmnx 13me-
HEHMI NMPU HecoBepLUeHHOM ocCTeoreHese. [pyrne xa-
pakTepHble Npr3Hakn B codetaHnm ¢ TMC MoryT yKasblBaTb
Ha Hanu4Me ncesgoaxoHaponnasnn (PSACH), cuHgpoma
JlapceHa, MblllevHon amncTpodum Yneprxa v ap.

Buoxmmmnyeckme n reHeTnyeckme Hapyue-
Husa npun OCT

Hapsaay ¢ knuHudeckom oueHkon OCT B AnarHocTmke
3aboneBaHMs BaXHYIO ponb UrpatoT broxmmmyeckme me-
ToAb! NccnenoBaHMs. OHM NO3BONSKOT OLEHWTL COCTOSIHME
0OMeHa CoeMHNTENBHOW TKaHW, YTOYHUTb AMArHo3, npo-
rHO3MpPOBaTh TeyeHue 3aboneBaHus. Hanbonee nHdop-
MaTMBHbIM ABNAETCA ONpeaeneHye yPOBHA OKCUMPONMHA
N MNKO30aMUHOMIMKAHOB B CYTOMHOM MO4e, a Takxke
NIN3MHAa, NPOSIMHA, OKCUMPOSIMHA B CbIBOPOTKE KPOBWU.
leHeTnyeckMe AedeKTbl CMHTe3a KonnareHa NPUBOAAT K
YMEHbLLEHWMIO ero NonepeYHbIX CBA3EM 1 BO3PACTaHMIO KO-
NUYeCTBa NErkKopacTBOPUMbIX hpakLmn. IMeHHO no3To-
My Yy GONbHbIX C BPOXAEHHOW OWUCMNasven CoeguHn-
TENIbHOW TKaHW OTMeYaeTcsl LOCTOBEPHOE MOBbILLIEHME
OKCUMPONMHA B CYTOYHOW MOYe, CTerneHb KOTOPOro KOp-
PePYET C TAXECTbIO NaTonorn4eckoro npouecca. O ka-
TabonM3Me MeXKNeTO4HOro BELLECTBa CyAAT N0 BENNYN-
He 3KCKPeLMM MIMKO30aMUHOTIKAHOB [8].

[ns HacneacTBeHHbIX 3a00neBaHnii COeAnHUTENbHOM
TKaHW XapakTepHO N3MEHEHVe COOTHOLLEHWS KONareHoB
Pa3HbIX TUMOB W HAPYLLEHWE CTPYKTYPbl KONIareHOBOrO BO-
JTIOKHa. TUNMPOBaHKe KonsareHa NpoBOAMTCS METOLOM He-
npsMoV UMMYyHodNoopecLeHUMK no Sternberg L.A. npu
NOMOLL MOMMKITOHANBHBIX aHTUTEN K PUOPOHEKTUHY 1 KOJ-
narey [8]. CoBpeMeHHOW 1 NepcneKTUBHOM ABNSAETCH MO-
neKkynapHo-reHeTMYeckas auarHoctnka (OHK-guarHo-
CTViKa) AMCNa3um CoeAMHNTENbHOW TKaHW, npeanona-
raloLLLasA MPUMEHEHVE MONEKYISPHBIX METOLOB BbIBIIEHVS
FeHHbIX MyTauuni. MonekynspHbIi aHanm3 rexa fibrillin-
1 (FBN1) npv nofo3peHnmn Ha cuHapoM MapdaHa MoxeT
ObITb BbINOMHEeH Ha reHoMHow OHK, m3BneyeHHow m3
NenKoLmnToB KpoBUW. B ciydaax amnarHoctkn CO1 mnm He-
COBEpLLEHHOrO OCTeoreHe3a NPOBOAMTCS DMOMCUS KOXM
C nocneayoLMM BUOXUMUYECKM aHANIM30M KoJnareHa
™nos |, Il n V. B 3aBUCMMOCTI OT KIIMHMYeCKon 1 bro-
XVIMUYECKOW OLLEHKM JanbHENLLMIA MONEKYNAPHbIN aHaN3
nposoauntcs Ha HK, n3sne4eHHom 13 KynbTMBMPYEMbIX
hnbpobnacros.

AnropuTMm 0bCnefoBaHMsA NaLmMeHTa C runepmModunsb-
HOCTbIO CYCTaBOB MpeAcTaBfeH Ha puc. 1.

Bo3amoxxHocTtn neyeHunsa OCT

JNeyveHune TMC npu oTCyTCTBUM XXanob He TpebyeT cne-
LManbHbIX MeponpUaTAA. MpK yMepeHHbIX apTpanrmsx no-
Ka3aHo orpaHuyeHmne husmndeckmnx Harpysok. Heobxoammo
CBECTU K MUHMMYMY BO3MOXHOCTM TPABM, YTO BK/TIOHaeT
NPOMECCUMOHANBHYIO OPUEHTALIMIO 1 UCKITIOYEHME UIPOBbIX
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[nnepmobuibHbI CUHAPOM

BMOOB criopTa. pu ynopHbIx Oonsx B OLHOM MW He-
CKOJIbKMX CYCTaBax WMCMOMb3YIOT 3M1aCTUYHbIE OpTe3bI,
obecneyvmBatoLLMe NCKYCCTBEHHOE OrpaHnyeHe obbema
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B CHBOPOTES

PrcyHOK 1. ANrOopnT™M AMarHOCTUKM rMNepMoOUnbHOCTH
CyCTaBOB

OBVXKEHUM. HeManoBaxkHylo pofb UrpaeT yKpenieHue
OKpY>KatoLLVX 6ONe3HEHHbIN CYCTaB MbILLILL C MTOMOLLIBIO M30-
METPUYECKMX YNPaXKHEHWI, 0DeCnevMBatoLLIMX ONTUMM-
3aLMI0 ToKanbHOWM DOMEXaHUKK 1 Kak cneacTsme — uc-
4ye3HoBeHMe bonen. B ka4ecTBe CMMNTOMATUYECKON Me-
OMKaMeHTO3HOW Tepanumn npy OoneBoM CMHOPOME Moka-
3aH NpMem HecTepONaHbIX MPOTUBOBOCMANNTENbHbIX Npe-
napaToB M aHanbreTnkos. C y4ETOM NaTOreHeTUYECKOM OC-
HOBbI HECOCTOATENTbHOCTU COEAUHNTENBHOW TKaHU N CU-
CTeMHOro xapakTtepa npossneHnin IC OCHOBHbIM Hamnpas-
NeHneM Tepannn SBNAETCS KOPPeKLMs HapyLLeHHOro Me-
Tabonr3mMa KonnareHa. 3To No3BONAET NPeaoTBPaLLaTh BO3-
MOXHble ocnoxHeHusa OCT. K cpefncrsam, CTUMYNPYIOLLM
KonnareHoobpasoBaHMe, OTHOCAT acKOpPOWHOBYIO KUC-
NoTy, NpenapaThl MyKOMOAMCcaxapUaHOW NpUpoabl (XoH -
POUTUHCYNbAT, MIOKO3aMUHCYNbMAT), BUTAMUHbI FpYy-
nbi B (B1, B2, B3, B6) 1 MyKpoanemMeHTbl (Mefib, LMHK, Mar-
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HWI). TocnefHne SBASIOTCA KOakTopaMu BHYTPU- 1
BHEKETOYHOrO CO3PeBaHMA Monekysbl KoniareHa 1 apy-
MX CTPYKTYPHBIX 371eMEHTOB COeAMHUTENBHOM TKaHM [8].

Ocobasi ponb B perynsumm MetabonmamMa coenmnHm-
TeNbHOW TKaHW OTBOAMTCS MarHuio. B ycnosumsax ero He-
L0CTaTKa NPOUCXOOMUT YCueHme Aerpafalmm KOmlareHOBbIX
1, BO3MOXHO, 3MaCTMHOBBIX BOMTOKOH, @ TakxXe nonuca-
XapuaHbIX HATEN ranypoHaHa. 9To 0OyCIOBNEHO MHAK-
TMBaLMEN MManypoHaHCMHTETa3 M 31acTas, a Takxe no-
BbILUEHNEM aKTUBHOCTM MManypoHUAa3 U MaTPUYHbIX Me-
TannonpoTemnHas. Ha KNneto4HoM ypoBHe AedULUT MarH1s
NPUBOLAMUT TAKXe K YBENNYEHWMIO Y1Ca OUCPYHKLNO-
HalbHbIX Monekyn T-PHK, 3amefnag, TemM camblM, CKOPOCTb
DenkoBoro cMHTe3a. Kpome Toro, onpeaeneHHyio posib B
ferpagaunm CoOefuHUTENbHOW TKaHW WUIpatoT ayTo-
NMMYHHble peakLm, 0BbyCnoBneHHbIe MPUCYTCTBUEM af-
nens Bw35 cucrtembl HLA. AktuBaums T-KNETOYHOMO VM-
MYHWUTETa K KOMMOHEHTaM COeVHUTENIbHOW TKaHW, CO-
LepXallMM peuenTopbl, COOTBETCTBYIOLLME aHTUTEHY
Bw35, npmBoanT K AerpafaLmy COeqUHNTENIbHOTKaHHO-
O MaTPVIKCA, HTO COMPSKEHO C HEKOHTPONMPYEMOM MoTepen
MarHus [12]. MNoBbllLeHHasA 3KCNpeccms 3TOro aHTUreHa oT-
MeyeHa Yy NaumeHTOB C NEePBUYHBLIM MPONANcoM MUT-
PanbHOro KNanaHa, KOTopbIv ABAAETCS (DEHOTUMNYECKNM
Mapkepom [C. B psge nccnefoBaHuM nokasaHa npuHLM-
NMManbHas BO3MOXHOCTb 3aMefJIeHNs NpoLLeccoB aere-
HepaLuMn COeaMHUTENBHOW TKaHW MpU NeYeHnn npena-
paTamMy MarHMs. 370 [OCTUIAeTCst MOCPeACTBOM YCUIEHS
OroCMHTETUYECKOW aKTMBHOCTM rbpobnactos, oTBeT-
CTBEHHbIX 3@ HOPManM3auuio BONOKHUCTLIX CTPYKTYP CO-
eaVHUTeNIbHOTKaHHOro Matpukca [13].
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