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Y3 «2-a ropoackas knnHuueckas bonbHuua r. lpogHo»

Onucanvl 2 cryuas no3oHel OUAZHOCMUKY CUCIEMHOU CKAePOOepMULL, YMO NPUBETLO K NPENCOe8PEMEHHOMY PA36L-
muio unsaruoHocmu. Ilpuuuna obvacHAEmMCcs mem, Ymo 6payu NOCieoOHee PeMsl MA0 YOeusilom GHUMAHUSL AHAMHE3Y U
KAUHUYECKUM NPOAGICHUAM 3a00N1e8aHUs, d OMOAIom npeonoumenue 1a00pamopHuiM U UHCTPYMEHMAIBHbIM MEmooam

UCCae006amnsl.

Knroueswie cnosa: cucmemnas cknepooepmus, KIUHUKA, OUACHOCTUKA.

2 cases of late diagnosis of systemic scleroderma which lead to early invalidity are described. The reason may be
attributed to the fact that doctors pay little attention to anamnesis and clinical manifestations of the disease and give
preference to the laboratory and instrumental methods of investigation.

Key words: systemic scleroderma, clinical manifestations, diagnosis.

Cuctemnas ckiieponepmust (CCJl) — cuctemHoe 3a00me-
BaHHUE COCJIMHUTEILHOM TKaHU C MpOrpeccupyromem Gpuo-
PO30M, pacrpoCcTpaHEeHHBIMH Ba30CIIaCTHYECKUMH HapyIlle-
HUSIMU M XapaKTEPHBIMU N3MEHEHUSIMU KOXKH, OTIOPHO-/[BH-
raTeJIbHOTO arnmapara i BHyTPEHHHX OpT'aHOB.

Pacnpocrpanennocts CCJ] cocrasnser 2,7-12 yenoBek
Ha 1 MutH. HaceneHwst. B rpymme auddy3HbIX Oomne3Hei co-
€IMHUTENIBHON TKaHH 110 YaCTOTE 3aHUMAeT BTOPOE MECTO
riocie cucteMHoi kpacHoi Bomganku (CKB). B mociieiame
necsitwitetust ormedaercs ydareane CC/l. YKennpnst Oorme-
10T B 5-6 pa3 wamie myxunH. CCJ] 3a00r1eBaroT B J1I000M BO3-
pacre, OTHaKO MUK 3a00JI€BAEMOCTH ITPUXOJIUTCS HA BO3PACT
30-50 ner [1].

Hauano CCJ] garie mocTerneHHoe, He3aMeTHOE JUTs OOJb-
Horo. Ha paHHuX craausix 3a0oneBaHus Yalle NposiBIIsieTcst
KO)KHBIM CHHIPOMOM, Ba30CIIACTUYECKUMHU HapyIICHUSIMH
(cunzpom PeiiHo) 1 cycTaBHBIM CHHIPOMOM. Y. -OITHOFO OOJIb-
Horo CCJ] Haunnaercs ¢ cunapoma PeitHo; y Apyroro — ¢
KO)KHOTO, & y TPEThEro — ¢ CyCTaBHOTO CHH/IPOMA.

[NopaxxeHre KOKU IPOXOJUT 3 CTAHMHU: IUIOTHOTO OTEKa,
nHIypauun 1 arpodun. OTeK KoKW HAYMHAETCS YaIle ¢ KHC-
Tel 1 JINIa, Iep>KUTCS B TCUCHNE HECKOIBKHUX MECSIIEB WIIN
JIT, a TIOTOM MEPEXOUT B MHAYPaTHBHYIO (hazy. [TosBisiercs
MacKOOOpa3HOCTH JINIA C INIOTHON HATSIHYTOM KOXKEH, KHce-
TOOOpa3HBIMH MOPIIMHAMH BOKPYT PTa, HICTOHUYCHHEM TYO,
HOCa, OTPAaHNYCHUEM OTKPBITHS PTa, CKIICPO3UPOBAHIEM BEK
(«IMK MKOHBI»). Pa3BUBAIOTCS crudaTebHBIC KOHTPAKTYPHI
B KHCTSIX, aKPOCKIIEPO3, 3@ CYET OCTEONH3a TIPOUCXOANT YKO-
poOueHNE KOHIIEBBIX (haJIaHT.

Wnypaiyst KoKM MOKET paclpOCTPaHsITHCS Ha TPYAb,
CTIMHY, )KUBOT. ¥ OOJIbHBIE HCTIBITHIBAIOT OIIYIIICHHE, KaK Oy/1-
TO OHH B «TTaHIMpe». [Ipu i TenbHOM, XpOHUYIECKOM Tede-
Hun CCJl craaust MHIypaluu MOXKET CMEHAThCS aTpodueit
KoKH. OHa BHOBb CTAaHOBUTCS MOZIBMKHOI, JIETKO Oepercs B
CKJIQZIKy, HAaIIOMHUHAET BUJI ITAIMPOCHON Oymarm.

XapakTepHbIi Tpu3HAK XpoHnueckoro Teuenust CCIl —
HaJIMYUe TeJIeaHTnodKTa3nil. OHM JTOKaTU3YIOTCS TPEUMY-
IIECTBEHHO Ha JIMIIE, TPY/IH, CITHHE, KOHEUHOCTSIX 1 00yCIIOB-
JICHBI PACIIUPEHUEM KaITMUIIPHBIX NIETEIIb ¥ BEHYIL.

Cunnpom Peiino — Hanbosee yacThlii 1 paHHHH TPU3HAK
CC/I. On posiBisieTcst Ba30CTIACTHIECKIMHU KPH3aMHu: 1100e-
JICHUEM, CMEHSIOMNMCS HAHO30M, YyBCTBOM OHEMEHHMS
TIAJIBIIEB PYK, PEKE — HOT, KOTOPBIE BOSHUKAIOT IIPH BO3CH-
CTBUH XOJIO/1a, TIPY BOJTHEHMSIX WITH O€3 BUMMOM IIPUIHHEI.

[Ipu CCJI MoryT mopaxarthCsi CyCTaBBl, MBIIIIIEI, OpTa-
HBI IbIXaHUs (0a3aIbHBINA MTHEBMOGHUOPO3), CepaeTHO-COCY-
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JcTas cucrteMa (KapanocKiIepos, IIEPUKAp IHT), OpraHbI ITH-
1IeBapeHus, nepudeprudeckast HepBHast CHCTEMa, YHIOKPHH-
HbIe kene3bl. OCOOEHHO XapaKTEPHBIM CUUTACTCS ITOpaske-
HUe TuineBosa (330arut), 4T0 NposBiIsieTcs Tucharue,
1 y3HBIM paclIUpeHneM IUILIEBOAA, CYy)KEHHEM €ro B
HIDKHEH TpeTH, OcIa0JIeHueM epPUCTAIbTHKH.

W300mux nposienennii 11t CCJ] xapaxkrepHa 3HaYUTEIb-
Hasl OTepst MACChI Tella, BIUIOTh JI0 KAXEKCHH, B OCHOBHOM
3a cYeT aTpo(h UM MBIIIL, BBINaieHNe Bosoc. JlabopaTopHbie
TIOKa3aTeNT N MBMEHSIOTCS] HE3HAYNTEIFHO: BO3MOXKHO HAJTH-
ype yMEpPEeHHON HOPMOXPOMHOW aHEMHH, JIEHKOIUTO3a,
yMmepeHHoro nosbltenus COD, runepnpoTeMHeMHN, TUIIEp-
raMManioOyTuHeMud. Y 1/3 OOIBHBIX OOHAPYKHBACTCS PEB-
MAaTOMIHBINA (haKTOp B HU3KHX MIIM CPETHUX THTPaX, y 30-90%
OONBHBIX — AHTHHYKIICApHbIE aHTuTeNa [3].

Hamu nipezicraBiisitoTest iBa cirydast 031HEH JHarHoCTH-
ku CC/l, koraa co CTOPOHBI KOXHBIX M3MEHEHNI HACTYIHIA
YK€ TPETbsI CTa/InsI — CTaHsl aTPOPHH.

Bomnprast J1., 60 net (uctopust 6omeszan Ne 6807), mocTyrmm-
na B kapauonorndeckoe otnenenue 2 'Kb r. I'pogro 11.08.09
L. 110 HAaIIPaBJIEHUIO 3-i NOIUKIMHUKY ¢ quarHo3zom: MBC —
CCH, ©K II, muddy3Hblii KapAnOCcKIIepo3, noiHas 6J0kaa
npaBoii HOXKM Tyuka [uca, H,, ., runponepukapa. Tlpu
TIOCTYIJICHHH JKaJIOBAJIach: Ha OJIBIIIIKY CMEIIIAHHOT O XapaK-
Tepa NMpy He3HAUYUTENFHON (H3MYECKOi Harpy3Ke, KoTopas
BO3HHMKAJIa M3-3a TOTO, YTO OOJIBbHAs HE MOIVIA TITyOOKO JIbI-
maTh (OLIyIIEHHE «KopceTay); Oom 1 peskast cabocTh B
cycTaBax pyK M HOT TPH JBMKCHHUH, OIIyIIEHHE 350KOCTH,
OHEMEHHs B KOHEYHOCTSIX, OCOOCHHO MTPaBOi HOTH; OO0
Ppe3Kyro crabocTh U MOXyIaHue, BBIAJICHIE BOJIOC; 3aTPy/-
HEHUE TIPH MPOTIIaThIBAHUH TBEP/IOH MUIIH, B3LyTHE KHBO-
Ta, 3aIOPBI.

BonbHas 10 3TOTO XMIIA B IepeBHE BepxHenBHHCKOTO
paiiona, Burebckoii obnactr, a B 2009 romy nepeexana K J10-
4epu B I. | po7iHO, T.K. He MorI1a ce0st 00CITy;KUBATh 110 COCTO-
STHUIO 3/10POBBSL.

Co ci0B O0mBHOI (aMOYITaTOPHON KapThl HET), 3a00re-
BaHME HAYAJI0Ch IIOCTEIICHHO, OKOJIO 15 J1eT Ha3a/, Korja cra-
JIO TIOSIBIIATHCS TTOOJIETHEHHE U TIOXOJI0/IaHNE NAJIBIIEB PYK,
0COOEHHO B XOJIOJHYIO ITOTOMY, a TIOTOM | HOL: IlotoM mmo-
SIBWTHIC M OOJTH B CyCTaBaxX MHT PUPYIOIIET0 XapaKTepa, CTa-
J1a OTMedaThes cabocTh B pyKax u Horax. OOpamianack B
YJaCTKOBYIO OOJIBHUILY, TIOCHIIANN €€ U B PAHOHHYIO TOJH-
KJIIMHUKY, HO CTAIlMOHAPHO HE JICIHIIACh.

CmabocTh 11 00T B pyKax M HOTax Bpaur 00bSICHSIIN TPaB-
MO IO3BOHOYHHKA, KOTIIOKEHUEM COJIEN, TUTIOTUPEO30M.
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[TpuHMMaIa HeperyasipHO — MHAOMETALMH, pyMaKap, OpTo-
(eH, a Taxke TabIETKN HUKOTHHOBOM KUCIIOTHI, T.K. CTABHIIN
JauarHo3 cunapoma Peiino. OnHako coctosiHue OONBHOM ©
Ka’KIIbIM I'OJIOM YXY/IIaJIOCh — OOJbHAs CTajia XyleTh, Hapa-
cTaja ciabocTh B MBIIIIAX PYK U HOT, TIO3TOMY CTalla C Tpy-
JIOM TiepeIBUraThest. [10SBUIIMCH U BBIILICYKAa3aHHBIE )KaJ0-
ObI — OJIBIIIIKA, OLIYIIEHNE «KOPCETA» B TPYIHON KIIETKE, 3aT-
PYZHEHUE TIPH NPOIVIaTHIBAHUH TIHIIH, BBIAJICHHE BOJIOC U
T. 1L

Br. [pomHO 0OHA 00paTHiTack B 3-10 TOPOICKYHO TTOTHKITH-
HUKY, T1e Ha Y3U cep/ia o0HapyKWIIn KUIKOCT B IIEpH-
kapze (250 mi1), 9To U SBUIIOCH «OCHOBHOMY TIPUUUHOM JIIst
HaIpaBJIeHHs B CTAlMOHAp.

OOBEKTUBHO — COCTOSTHHE OOJILHOM CpeHel CTETeH!
TspKecTH. [IOHMYKEeHHOro MUTaH!s, MacKoooOpa3Hoe, aMH-
MHUYHOE JIIIO C KHCETOOOPa3HBIMH MOPIIIMHAMH BOKPYT PTa.
Bornockl Ha ronoBe peakue, MecTaMH — OTCYTCTBYIOT. Ha
meKax — spkuil pymsnern («6adoukay). OTmeuaercst aTpo-
(YISt MBI PYK, HOT C PE3KUM CHIDKEHUEM MBIIIEYHOH CHITBL.
Cycrassl He nedopmupoBaHbl. Koxka Ha pykax arpogupo-
BaHa, 0COOEHHO Ha MPEIUICYbSIX, JIETKO OEpeTcs B CKIIAIKY.
Bramxe x Jryde3arsicTHBIM CycTaBaM IOJ KOXKEH T0YTH He
ONperIeNIsieTCs] MSITKUX TKaHEH, T.€. MO/l KOKel cpa3y Hally-
eIBaeTcs KocTh. Ha BHyTpeHHElH MOBEPXHOCTH JIEBOTO JIy-
Ye3arsiICTHOrO CYCTaBa MIMEETCsI ITy3bIph pa3MepoM 2 X 2 cM,
HATIOJTHCHHBIN CBETIION JKUJIKOCTBIO, THIA TieMpuryca [2.
CTombI XOIOAHBIC Ha OIIYIIh, TYNIbC a. dorsalis pedis He Tipo-
LIYITBIBAETCS, OTMEYACTCS THIIEPKEPATO3, JIeBast TOJICHb TH-
TIepeMUpPOBaHa, C CHHIOITHBIM OTTEHKOM. YHCIIO IbIXaHUH B
1 muH. —20. JIpIxaHUE HaJ JIETKMMH BE3UKYISIPHOE, B HUXK-
HUX OT/enax ociabnenHoe. Cepie — NepKyTOPHO IPaHHIIBI
HE paCIIMPEHbI, TOHbI CEpAUa MPUIIYIICHBI, PUTMHYHBIC,
tpexwieHHbI put™M, YCC B 1 Mmur — 98, AJl - 115/75 MM prT.
cT. JKuBot Msrkuii, 6e3001€3HCHHBIN MPH Maibranun. Lle-
YEHb, CEIe3eHKa — HE YBEITMUYCHBI.

OAK: neiikoruts — 8,4* 10%/11, (303unO0G MBI — 4, CETMEH-
TBI — 62, TUMGOIUTHI — 31, MOHOLUTHI — 3), SPUTPOLUTHI —
3,27*10'%/n, remoro0un — 115 /i1, TpomOonmTh —258%10%/
1, COD — 26 mm/gac. OAM: yn. Bec — 1015, 6emox — cienr,
caxap — OTPHILATEIbHBIH, JISHKOLMTHI — 6-8 B TI/3pEHKs + rpyI-
1161, GakTepuu +, cnmsb +. BAK: caxap kpoBu — 4,4 MMOJIB/I1,
¢ubpuHoren — 3,7 /11, npoTpoMONHOBEIH HHAEKC — 0,9, 00-
i 6ermok KpoBu — 67 1/11, ans0ymunb!l — 40 r/i1, CPB — otp.,
cepomykony — 0,260 (Ne-0,200), MogeBrHA — 5,72 MMOITB/II,
kpeatuauH — 0,78 MMoIb/1, Xomecrepud — 7,07 MMOIB/II,
CBIBOPOTOYHOE Kene30 — 13,2 MMoIb/11.

OKT — purm cunycoBsiit, YCC B 1 mMun — 89, momHas
610Ka/1a mpaBoil HOKKHM Imyuka I mca.

Y3U cepmma— B mepukapae okomo 270 M cBOOOTHOM
KHUJKOCTH, COKPAaTUTEIIbHAsI CIIOCOOHOCTHh MUOKap/ia CoXpa-
HeHa. Y3V meden, cene3eHku, MOLKEITyI0UHON JKeTe3bl —
6e3.0c00eHHOCTEH, B TOUKaX — (POPO3HO-CKIEPOTHIECKHE
nsMerHenns. Y31 muToBUIHOMN Kene3bl- KOHTYPHI POBHEIE,
mpasast qoist — 11*12%22 mm, meast momst — 10*15%22 mm,
Y3I10B ¥ KHCT HET.

OcMoTp THHEKONIOora — 3710pOBa.

CrenoBatenbHO, y OOBHON MMENICh MI3MEHEHHS CO CTO-
POHBI KOJKH, MBIIIII], CYCTABOB, CEP/LIA, IOYCK, KPOBH (CHH-
KeHHne reMorioouna, nosbimenne COD u cepoMykona),
YTO yKa3bIBaJIO Ha CUCTeMHOe 3a0oreBanne. Hammune «Oa-
O0uUKM» HA JINIE HATAJIKUBAJIO HA MBICIb, YTO y OOIBHON
nmeetcs CKB. OmHako pu IeTaTbHOM 0CMOTPE «0ab0dKm»
OKa3aJI0Ch, YTO 3TO PACIIUPEHHBIE COCYABI — TEIICAHTHOIK-
Ta3ny, KOTOpbIe OBUTH 1 Ha JPYTHX JacTsX Tela, T.c. H3MEeHe-
HUS KOKH Ha nure Oomee xapakrepHsl ast CCI, yeM s
CKB.
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Juarno3 CCJ] moaTBepAnIz peHTTeHOIOrnueCcKne Uccie-
JIOBaHHUSL

Ha pentrenorpamme xucreit or 04.08.09 r. ormeuancs
1 dy3HBI CHMMETPUYHBIN OCTEOIIOPO3, aTpous HOr'Te-
BBIX OyropKoB KOHIIEBBIX (asiatr | — V masbleB 00eux Kuc-
Tei (peHTreHorpamma Ne2665).

[TnmeBos pacypeH, Py MPOXOXKICHUH KOHTPAcTa ero
(hopMa MouTH HEe MEHSIETCS — OH 3aIOJIHAETCS BO3[yXOM, HE
TIepUCTANIBTUPYET, CTEHKH HEPOBHBIE C YETKUMH KOHTYpa-
MM, CKJIQJIKH CJIM3UCTON OTCYTCTBYIOT — HAa THEBMOpelbede
OTMEUAEeTCsI MENKast M CPEHSS TSKUCTOCTb, XapaKTepHast s
a30(aruTa.

Pentrenorpacgus opraHoB rpyaHoit kinetkn Ne 2662.
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Bo3yiHOCTh JIETOUHBIX TI0JIel HEPaBHOMEPHO IMOBBI-
IIEHA, JIETOUHBIH pUCYHOK 00eHeH. CripaBa, 1 0oJIbIIe clie-
BA, B CPE/IHHX JICTOYHBIX 30HAX BUIHBI KUCTOBU/IHBIE MIOJIOC-
T 1,5 X 2,5 cM B iMamerpe 6e3 NpU3HaKOB NepH(POKaILHOTO
BOCHaJieHus1. B HIDKHEl 30He cripaBa 1 HaHadparMainbHO
clieBa UMeroTcs JInHeiHbIe propo3ubie THxu. Kymon nuad-
parmsl CripaBa OITyIIEH.

BonbHoit 0puT0 Ha3HaueHO 30 Mr IpenHu3ooHa (6 Tao.),
TIEHTOKCU(MITUH B/BEHHO, KCAHTUHOJIA-HUKOTUHAT B/MBI-
LIEYHO, U Yepe3 HeZeNo e CTajio ropaso Jydlle: yMeHb-
IIMITUCH OJTBIIIKA U OIIYIIIEHNE CKOBAHHOCTH B I'PYIIHOM KJIET-
Ke, TOSBWIIACh CHJIa B PyKaX, YMEHBIIMIOCH KOIUYECTBO
xuarocTy B nepukapae (170 mur), cauzanace COD — 16 mm/
Jac.

CrnenoarenbHo, ipotiecc mporpeccuposanust CCJl yna-
JIOCh Ha BPEMsI TPUOCTAHOBHUTH. OITHAKO TE CKIIEPOTUYECKUE
M3MEHEHHUS B KOXKE, MBIIIIAaxX, BHYTPEHHNX OpraHax, KOTo-
pble TIPUBENN K MHBAJIUIU3AINN OOJILHOM, SIBIISIOTCS HEO-
OpaTUMBIMHU.

Bropoti ciryuaii — ato 6onbHast XK., 65 ner (nctopust 60-
ne3un Ne10748). INoctymua Bo 2-€ XUpyprHiecKoe OTiere-
nue 4 I'Kb r. I'poxro 15.12.09 1, ¢ trarno3om: 6one3Hb Peii-
HO BEPXHUX M HW)KHUX KOHEYHOCTEH, OrpaHUYEHHBINH HEKPO3
HorteBbIX (ananr [ u II manpeB npaBoii KUCTH, aMITyTaIH-
oHHble KynbTH [ — V naneues sieBoit kuctu u 111 nanbia npa-
BOIi KMCTH Ha YpOBHE OCHOBHBIX (pajlaHr.

Kak n nepBas OospHas1, OHa Iprexana u3 JepeBHu Boi-
KOBBICCKOTO paiioHa K fo4depH B I. I pomHo mocie amiryTa-
i nastsies pyk (2008 ). narnoz CCJl Ot ycTaHOBICH
TonbKo B 2009 1. mocie KoHCynsranuy B PecrryOnnkanckoM
peBmaronorugeckoM reHTpe. J{o 2009 . GonmbpHast HECKOITBKO
JIeT JIeunsIach 1o moBoxy Oose3nu PeiiHo, a Taxke aprepu-
anpHOM runieptornu, UbC — mud@y3HOro kapamockieposa
C MapOKCH3MaMH MepLATeIbHOM apUTMHUH, XPOHHIECKOTO
OpOHXHTA, THEBMOCKJIEPO3a, 330(harura.
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Kak oka3zainochk, Bce 3TH 3a00JIeBaHUsI BKIIABIBAIUCH B
KIIMHKKY oytHoro 3a0oneBanus — CC/l. TToBbimenue aprepu-
AJIBHOTO JTABJICHUSI OOBSCHUMO Pa3BUTHEM CKJICPOIACPMH-
YEeCKO# moukH, Tak Kak B OAM oTMmedanoch Hanuume Oelika,
a B KPOBH — ITOBBIIICHHUE COJICPKAHUS MOYCBHHBI I KPEATH-
HUHA.

Takum 00pazom, ¥ BTOpast 001bHAsT 0A3UCHOTO JICUCHHUS
1o ycranoBienust nuarnosza CCJl He nonyyana. B nanHom
cllydae CHCTEMHOE 3a00JIeBaHUE MPUBEIIO K IMOPAKCHHIO
MIPEUMYIIIECTBCHHO COCYIOB BEPXHHUX KOHCUHOCTCH. M pas3-
BHUTHIO CYXOW TaHTPEHBI MAJIBIICB PYK C ITOCICIYIOMICH UX
aMITyTaiyen.

[Ipuunnsl no3aHel nocraHoBku AuarHo3a CC MoxHO
OOBSICHUTB TEM, YTO BPAUYH IMOCIICIHES BPEMS MAJIO YICISIOT
BHUMAaHUs aHAMHE3Y U KIIMHIYCCKUAM IPOSIBJICHHSIM 3200-
JICBAHUS, a OTIAIOT MPEIIOYTCHUE J1a00paTOPHBIM M UHCT-
PYMEHTAJIBHBIM METOJaM HcciienoBanust, - Ho 9T MeToab
HCCIICIOBAHUS MAJIOMH(OPMATUBHBI U HECTICU(PUIHBI ITPH
CCI.

JlanHOE 3aMeuaHue KacaeTesl, MPEXIC BCCTO, YIaCTKO-
BBIX TCPAICBTOB. Y3KUC CIICHUAIUCTHI (KapIHOJIOTH, TTYiIh-
MOHOJIOTH, TACTPOIHTEPOIOTH U T.1.) BUIST TOIBKO «CBOEY
3a0o0JcBaHKe, a TEPAICBT JOJDKEH [IPOaHATU3UPOBATh BCE
JIMATHO3BI U CIIeTIATh CBOH BBIBOI.
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