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C MEXKIYHAPOJIHBIM YUACTHUEM 2

noit Tkanu (JICT). Onnako uzBectHo, uto 'MC accormu-
pOBaHa ¢ paHHUM OCTEOaPTPUTOM, XPOHUUYECKUM OOJIEBBIM
CHHIPOMOM, DPa3JIM4YHbIMU BHJAMU HapyLICHUS OCAHKH,
BBIBUXaMH, HO OCTaeTCsl OTKPBITBIM BOIPOC MOHUCKA MO-
JIeKynapHO-reHeTndyeckux MapkepoB I'MC niast panHeit
JUArHOCTUKU C IeJIbI0 NPOTHO3UPOBAHMSI BO3MOXKHBIX
ACCOLIMMPOBAHHBIX COCTOSIHUM M BBIOOpA CTPATETrHH MpPO-
(duakTuKy.

Henab. OcymecTBUTh KOMITJIEKCHBIH aHAIU3 COCTO-
SIHUS OTIOPHO-ABUTraTeNIbHOIO ammapara y JIML MOJIOJOTO
BO3pacTa C TUNEPMOOMIBLHOCTBIO CYyCTaBOB M IIPOBECTH
MIOUCK acCOIMAIMK C JIOKyCaMH T€HOB METadoJIM3Ma Co-
€IMHUTEIBHON TKaHU.

Matrepuanbsl U MeTOAbI. BbIJIO TPOBEIEHO ONHO-
MOMEHTHOE IONepeyHoe UccieaoBanue 261 npakrudecku
310poBBIX JuI Mojonoro (21,77+0,60) Bozpacta. ITMC
OIIpeAeIsIM ¢ ToMoIIbio 1mKansl Beighton (1998), namu-
yue JICT — ¢ npumeHeHreM MoauQUIMPOBAHHOW TaOIIH-
usl T.U. Kapypunoii (2015), onenka 601eBoro cuHapoma
B CyCTaBax U MO3BOHOYHHKE IMPOBOAMIACE 110 BU3yalIbHO-
anasorosoii mxkaine (BAIL). MccnenoBanue MuHepaibHON
rtotHocTH KocTHOW Tkanu (MITKT) npoBomumu metomom
peHTreH-abcopOIMOHHON AEHCUTOMETPHH C ONpe/eIeHHU-
eMm Z-kputepus Ha annapare Lunar DPX Pro. IIposeneno
MOJIEKYJIIPHO-T€HETHYECKOE UCCIIEA0BaHUE U TOUCK acCo-
Uanui oJMMOP(QHBIX BAPUAHTOB IEHOB PELENTOPa BUTA-
muna J[ (VDR), momukana (LUM), tenacuuna (TNXB),
¢axropa pocra n aupdpepenunanuu 5 (GDFS), nonnoro
kaHana mMaraust (TRPM6), koctHOro Mopdorenernuecko-
ro 6enka 5 tuna (BMPS) ¢ 'MC B n3onupoBaHHOH U co-
yeranHoir ¢ JICT ¢opmax ¢ ucnonb3oBanueM Real-time
PCR c npumenenunem texHonoruu Casptm Ha anmnapaTHOI
wiarpopme QuantStudio. Crarucriueckas o00paboTKa
JITaHHBIX NPOBOJUIIACH C UCIIONB30BaHUEM TOYHOIO KpHUTE-
pus Oumepa ¢ nonpaskoii Merca s Tabiui conpskes-
HocTH 2x2. Cuily accolManyil OLEHMBaIM B 3HAUCHMAX
rokazaresns cootHomenus manco (Odds Ratio, OR, mpu
p<0,05), monpaBka Ha MHOXECTBEHHOCTb — MeTozoM FDR
(benmxamuun-Xoxoepra).

Pe3yabraTbl. [MnepMoOMILHOCTG CYCTaBOB ObuLIa
BbIsIBJIeHa Y 156 00cienoBaHHbIX, IPH 3TOM OOJIEBOI CHH-
JIpOM B CcyCTaBax oTMedanu 21 uesoBek, B TO3BOHOUYHUKE
—26. ICT 6bu1a BoisiBiieHa y 170 uenoBek, B TOM 4YHCIIE y
116 — B couerannu ¢ 'MC. He Obu10 BBISIBICHO pazinyuii
B 4acToTe OOJIEBOrO CHHJPOMA II0 CPABHEHHUIO C TPYIIION
KOHTpPOJISL; OTMEYEHa TEHICHLUS K MOBBIIMICHUIO UHTEH-
CHBHOCTH 0OJIEBOTO CHHIPOMA B TIO3BOHOYHUKE B IPYIIIIE C
JCT (p=0,046). 3nauenust Z-KpuTepus IpH UCCIICIOBAHUN
MIIKT 3naunmo He pasnuyanuch B rpynnax I'MC, JICT u
rpymnmne KoHTposs. Tem He MeHee, y psaa Jull Z-KpuTepuit
OKa3aJICSi MEHbIIE YCIOBHOW HOpPMBI NMUKOBOW KOCTHOM
Maccsl (Z<1,n=14). B nanHoli rpymnme cTaTUCTUYECKH 3Ha-
YMMO Yallle BCTPEYaInCch 00Jb B HIKHEH 4acTh CIHMHBI 32
nocneaauiit Mecsr (p=0,009), 601k B HUKHEH 4acTH CIU-
Hbl B Heztento (p=0,015) u ee nareHcuBHOCTHIO (p=0,021).

[Ipn mpoBeneHMN CPaBHUTEIBHOTO aHANIN3A pac-
MIpe/ICICHHs] YacTOT ajjiejield U TeHOTHIIOB TTOIMMOP(GHBIX
JIOKyCOB T€HOB METa0OJIM3Ma COCJMHUTEIbHOW TKaHU B

HCCIIeyeMbIX TpyIIax ObUTM BBISBICHBI aCCOLMAIMN ac-
conmarmu amiens G u reHoruna GG mokyca rs3734444
rera BMP5 ¢ nanmmaunem 'MC (OR=3,70 u OR=5,10), an-
nens A nokyca rs1470527 rena BMPS u nanuunem uso-
mupoBarHoit TMC (OR=8,00), amens T u renoruna TT
nokyca rs11144134 rena TRPM6 ¢ T'MC B n3onaupoBaHHON
(OR=3,00 u OR=10,19) u B couerannoit ¢ ICT dopmax
(OR=3,17 u OR=11,28), renorun TT Takxe accomuupo-
Basicsi ¢ m3onupoBanHoii popmoit JICT (OR=3,74). 'eno-
tun GT nokyca rs73611720 rena GDFS accouuunposancs
¢ m3omupoBanHor JICT (OR=4,15). JInsg momumopdHBIX
BapuanTtoB 1511540149 (VDR), 152268578, rs3759222
(LUM), rs3130342 (TNXB) He Ob10 00HApY)KEHO CTaTH-
cTHYecKkH 3HaunMBbIX acconuanuii ¢ [MC. Bee accornmanmn
COXPaHMJIM CTaTUCTHYECKYIO 3HAYUMOCTD MTOCIIC BBEICHHS
TIOTIPAaBKN Ha MHOYKECTBEHHOCTh CPaBHEHUI.

3akJriouenue. BBISIBICHBI acCOLMAIMU CHU)KEHMS
MIIKT u Gonu B HUKHEH 4acTU CIIUHBI B 0011 BEIOOPKE,
npu 3toM HU I'MC, Hu JICT He yBenuuuBaau 4acToTy U
HWHTEHCHBHOCTH OoJsieBOro cuHapoma. Yacrora Goeii B cy-
craBax y nanueHToB ¢ 'MC cocraBuia 16,27%, 4To ObLI1O
COINOCTaBMMO C YacTOTOW JJOOPOKaueCTBEHHOM THIIEPMO-
ounbHOCTH. Asens G sokyca 153734444 rena BMPS siB-
JISIETCS] TOTEHIMAIBHO PUCKOBBIM MapKepOM H30JIMPOBaH-
Hoil 'MC, a annens A nokycars1470527 —u3onupoBaHHOI
I'MC, a renorun GT nokyca rs73611720 rena GDF5 —
n3onupoBanHoi JICT, annens T noxyca rs11144134 rena
TRPM6 — I'MC B coueranuu ¢ JICT.

OILIEHKA MUHEPAJBHOM
IJIOTHOCTHU KOCTHOM TKAHU
ITPH OCTEOAPTPO3E

AxmenoBa H.A., AnneBa K.K., Xampaen A.A.
TamnkeHTCKass MEAUITMHCKAS aKaJeMusl,
TamkeHt, Y30ekucTan

Henn. W3yueHune BapraOEIbHOCTH MHHEPaIbHOU
MJIOTHOCTH KOCTHOW TKAHM M HEKOTOPBIX T€HETHYECKUX
MapkepoB Ipu octeoapTpo3e OA KOJEHHBIX CyCTaBOB.

Marepuana u Metoabl. O0cnenoBanbl 98 OONBHBIX
roraprpo3oM (I'A), HaxoaMBIIMXCS HA JieueHUH B MHOTrO-
MpoWIbHbIC KIMHUKU TallKeHTCKOW MEIUIIMHCKON aKa-
JneMuu, u3 Hux 85 skeHIMH U 13 myxunH. CpeqHuil Bo3-
pact 53,2+0,3 rona. bonpHBIX B Bo3pacte g0 S0 et ObUI0
36 (36,7%), 50 ner u crapie 62 (63,3%).

W3 anamHe3a ObUIO YCTAHOBJIEHO, YTO C JUITUTEIBHO-
CThEO Ooie3nu 10 1-ro roma 6wt 41 (41,8%) GosbHOI; 10 5
ner 43 (43,8%); 10 et u 6oxnee 14 (14,8%). [IpoBoxmiuce
PEHTTEHOJIOTHYECKHE, JIEHCUTOMETPUYECKHE HCCIIeI0Ba-
HUS, OTpeessiia uHaeke Macehl tena (MMT).

PesyabraTbl. [lo ocTpoda3oBbIM MOKa3aTeIsIM
ToNbKO y 27 (27,6%) GONBbHBIX ObliIa yMEPEHHO BBIpAXKEHA
CTENEeHb BOCMAIUTENbHON aKTUBHOCTH, UTO YKa3bIBAaeT Ha
MIEPMAHEHTHOCTh TEUSHUsI BOCIIAJICHHUSI.
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VY 72% sxenuH 1 90% MyX4nH 00HAPY)KEHO OXKH-
peHue, PenMyIIeCTBEHHO a0JOMUHAIIBHOTO THHa. M305I-
touHast macca tena (MMT>25) acconuupoBanachk ¢ MoBbI-
IEHHOU 4acTOTOM ['A KOJIEHHBIX CYyCTaBOB.

IIpn peHTreHOJIOrMYecKOM MCCIEJOBAaHUU KO-
JICHHBIX CyCcTaBOB | cTeneHb M3MEHEHUH OOHapyXKeHa y
28 OOoNBHBIX, IpuYeM 23 u3 HuX xeHwHbL [ creneHn
nMera Mecto y 24 OOJbHBIX, B TOM YHClIe y 23 KEHIIHH,
III crenienp y 46 OONBHBIX, U3 HUX 39 KeHIUH. Y 00JIb-
IIMHCTBAa OOJIBHBIX MPOJOJIKUTEIBLHOCTh 3a00JIeBaHuUs
ObL1a 10 S JIeT.

Wzyyenue cocrosnust kocrell y 0oibHbIX ['A moka-
3aJ10, 4TO TOJNBKO Y 8 (8,1%) OONBHBIX KOCTHAsi CHCTEMa
octaBajiack B HopMme. Octenenus: ooHapyxeHa y 50 (51%)
obcnenoBaHHbX, cuctemublii OIl  koHCTaTtupoBaH Yy
20 OompHBIX, ipu4eM 18 u3 HUX keHIUHBI. JlaHHOE 00-
CTOATENILCTBO yKa3bIBa€T Ha Hanboliee 4acToe coyeTaHHe
I'A 1 OIl y >eHIIUH B CUTy CHUXKEHUS PENPOAYKTUBHOCTH
1 KJIMMaKTepU4eCcKoro nepuoaa.

HccnenoBanue mokasajio, 4To MoKa3aTeId MHUHE-
pa’IbHOM MIOTHOCTU KOCTHOH TKaHM JUCTAJIbHOTO OT-
Jena npeaiedbs y OonbHBIX [A OBIIIM CTaTUCTHYECKU
HUXE, YeM B KOHTPOJIBHOHM IpyIlIie, NpUYeM CHHKEHHUE
IUIOTHOCTH KOCTH y OOJIbHBIX ACCOLUUPYETCS C yBEJINYe-
HUEM BO3pacTa M JUINTENIbHOCTBIO 3a00JIeBaHNUs, YMEHb-
LIEHWEM MaccChl Tejla, OTCYTCTBUEM PETYISPHBIX (pu3nde-
CKHX Harpysok.

BeiBoa. IIporpeccupoBanue peHTrEHOIOTHUECKON
craquu ['A xoppenupoBajo ¢ yMEHBIIEHHEM I[OKa3are-
JIel KOCTHOM IUIOTHOCTH. DTO OOCTOSITENBCTBO yKa3bIBACT
Ha HEOOXOAMMOCTh BCECTOPOHHErO M3YYEHUS] COCTOSHMS
MHUHEPaJIbHOW IJIOTHOCTU KOCTHOHM TKaHM y OonbHBIX A,
0COOEHHO y JKECHIINH, HE3aBUCUMO OT JJABHOCTH M PEHTIe-
HOJIOTUYECKOH cTaun 3a00IeBaHMsI.

POJIb HHJIEKCA SCLERODERMA
CLINICAL TRIALS CONSORTIUM
DAMAGE INDEX B OIIEHKE
IMOBPEXJIEHHNS OPTAHOB
M CUCTEM Y BOJIbHBIX
CUCTEMHOM CKJEPOJEPMUEN

ba6ak B.B., KoarakoBa A./l., AnanbeBa JLIL.,
Konesa O.A., OBcsinnukoBa O.b., I'ap3anosa JLA.,
HecunoBa O.B., CraposoiitoBa M.H.,
lasnxmeTroBa P.Y., XenkoBckasi-Cepreesa A.H.
HaydHo-uccrenoBareIbCKuii HHCTUTYT PEBMATOJIOTHH
umenu B.A. Haconooii,
Mockaa

Leanr wucciaenoBanmsi. OLEHUTH CTPYKTYpy I10-
BPEXKJICHHSI Pa3JIMUHBIX OPraHOB M CHCTEM IIPU ITOMOIIN
nnnekca nospexnaenus (MIT) Scleroderma Clinical Trials
Consortium Damage Index (SCTC-DI) na poccuiickoii ko-
ropre 0OJbHBIX ccTeMHOM ckiieponepmucii (CCI).

Marepuanbl U MeToabl. bbllo npoBeneHo more-
pedHOe uccleoBaHue, BKItoUnBIIee B aHanu3 120 6omb-
ueix CCJI: 102 (85%) sxenmunusl u 18 (15%) myxuun ¢
menuanoi (Me) Bospacta 49,5 [37; 60] ner. luarno3 cu-
CTEMHOI CKJIEPOIEPMUH COOTBETCTBOBAJ Kiaccu(rKa-
LMOHHBIM KPHUTEPUSIM TPOTPECCUPYIOIIEI0 CUCTEMHOTO
cknepoza (ACR/EULAR, 2013). Ha moment onenku UIT
Me nnmutenbHOCTH 3aboseBanus coctaBmsa 93 [45; 189]
Mmec, Teparmms CCJl Oputa mpeacTaBieHa IEPOPaTbHBIMU
cuctemubiMu TiroKokopTukougamu (I'K) y 110 (91,7%)
nanueHToB ¢ Me mo3b1 10 [5; 10] Mr B cyTku (1o mpen-
Hu3onony), y 109 (90,8%) — ummyHOCynpeccaHTaMu, y
56 (46,7%) — putykcumMaboM.

YV Bcex 0OIBHBIX OBUT OLIEHEH CTAaTyC TOBPEKACHUS
pasnudHbIX opraHoB u cuctem mpu nomommu MIT SCTC-
DI, npennoxxennoro B 2019 rogy MexmayHapoaHON TpyT-
moil uccnenonareneil [1]. bbulo oleHEHO TOBpPEKIACHHE
CKEJIETHO-MBIIIIEYHOM CHUCTEMBI U KOKH (HaJIM4IHe KOHTpaK-
TYPbI MEJIKUX U KPYITHBIX CyCTaBOB, IPU3HAKOB CHHIPOMA
[erpena, mpoKCHUMaNTbHOW MBIIIEYHOH cI1a00CTH U Kallb-
LIMHO3a), COCYIMCThIC U3MEHEHUS! (HAINYNe AUTUTAIBHBIX
SI3BOYEK, JIMTUTAIIBHOM aMITyTaIiK), TIOBPEXKICHUE HKEey-
JIOYHO-KHMINEYHOTO TPakTa (HaJM4Yhe TUIIOTOHUH MHUIIECBO-
J1a, CTPUKTYPHI MUIIEBO/Ia, CAMIITOMOB racTpod3odareans-
HOW peIIIOKCHOM 00JIe3HN, IKTa3UN aHTPAIBHBIX COCYIOB
JKEJyZIKa, TICEBI0-HEMPOXOANMOCTH KHUIIICUHUKA, HU3KOTO
HMHJEKCA MAacChl Teja), MOBPEXKACHHUS JIETKUX (HaIHuue
YMEPEHHOTO WJIN TSKEJIOTO MHTEPCTUIIMATIBHOTO MOpaXke-
nus nerkux, OIKEJI<70%, 3aBUCUIMOCTH OT KHCIOPOJa),
MTOBPEXKICHHUS CEpPACYHO-COCYUCTON CHCTEMbI (HAIHYue
JIETOYHOM apTepuanbHON TMIIEPTEH3UHM, YMEPEHHOW WU
TSDKEJION JIMCQYHKIIMK MPABOTO JKENYy/I0uKa, 3a001eBaHMs
Muokapna, cBszanHoro ¢ CCJl, ymMepeHHOro WM BbIpa-
YKEHHOTO IMEePUKAPIUAIBLHOTO BBINOTA), TIOBPEXKICHUS T10-
YyeK (HaJH4Yue CKICPOAECPMUYECKOrO MOYEYHOTO KpH3a B
aHaMHe3€, B TOM YHCJIC OCJIOKHEHHOTO CTOMKOM TTOYEUHOM
HEZI0CTaTOYHOCTH ). MakcuManbHbIN BO3MOXKHBIH cueT UIT
cormacHo SCTC-DI 55 6amnos.

Craructrueckass o0paboTka JaHHBIX BKIOYaTa B
ce0st omMcaHue KOJMYECTBEHHBIX MEPEMEHHBIX IMPH I10-
Mol Me ¢ yKka3aHHeM HW)KHErO W BEPXHEro KBapTUIIS;
KadeCTBEHHBIX IEPEMEHHBIX — C yKa3aHHEM aOCONIOTHOTO
KOJIMYECTBA U JIOJH OOBEKTOB B BBIOOPKE, MMEIOIINX W3-
ydaeMbli TPU3HAK; HUCIOIB30BaHMs KOd(dHIIHeHTa KOp-
pemsanun Crimpmena (r_{s}) u U-kputepus MaHnHa- YUTHH.
Paznuuns mokaszarenel CYMTAINCh CTATUCTUYECCKU-3HAYN-
MbIMH TIpH ypoBHE p<0,05.

Pesyabrarbl. Me MakcumansHoro cuera UII cocra-
Buna 6 [3; 10] 6ayno. [Ipu 3TOM MOBpeXkIEHHE CKEJICTHO-
MBIIIIEYHOH CHCTeMbI M KOXKH Habmronanock y 80 (66,7%)
nanuenToB (Me cuera — 3 [0; 4] 6amna), y 50 (41,7%) —
cocynucteie n3Menenus: (Me cuera — 0 [0; 2] Ganna), y
98 (81,7%) — moBpeX)ACHUE KEITYTOTHO-KUIIIEUHOTO TPaK-
ta (Me cuera — 1 [1; 2] 6anna), y 46 (38,3%) — moBpex-
nenue nerkux (Me cueta — 0 [0; 2] 6amna), y 36 (30%) —
MTOBPEXKICHUE CEPACIHO-COCYIUCTOM cuctemsl (Me cuera
—0[0; 2] 6anma), y 6 (6%) — mOBpek)ACHHUE MOUEK (pacueT
Me cueTta HEITPUMEHHIM).
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