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Haxudepmodaxmunus sersemcs pedkoi gopmoil gubpomamosa nanvyes. 3aboiesanue Xapakmepusyemcs Ymoiuyenuem
MAZKUX MKAHEL HA JAMEPALbHBIX NOBEPXHOCMSX NPOKCUMALLHBIX MEHCPATAHZOBbIX CYCMABAX NAibyes Kucmu. Bosmoxcrvim
mpuzzepom AGAAEMCS NOBMOPSIOULAACT MUHUMAILHASL MPACMAMUIAYUSL NATOYEE 6 NEPUOO IMOUUOHALLHOZ0 OUCTPeCcCca
nayuenma. 3aboresanue credyem ougdepenyuposamn, 6 nepsyio ouepeds, ¢ 18EHUILHLIM PeeMamoudnvim apmpumom. Ilaxu-
depmodaxmunus. umeem 0o6poxkauecmeenHoe meuenue u He mpedyem aeuenus. B cmamve npedcmagienvl Kiunuveckue ciyuau
08yx nayuenmos, KOmopuim 6 xo0e 06caiedosanus 6 omoenenue KapouopesmMamonozuu 20p00CKOU OemcKol MHO20NPOPUILHOTU
bonvHuybL Neb z. 3anoposcve 6vLi 6vicmasien 0uazHo3 Naxu0epMoOaxmuiIuu.

Knmrouesvte cnosa: naxudepmodaxmunisi, 108eHUIbHBLIL UOUONATIULECKUT apmpum, uopomMamos.

Haxn/:[epMoz[aKTmmﬂ — pezkast popma GrbdpomaToza
KOKH TrasiblieB kuctu [7]. Knunmyeckn 3abosieBamme
XapaKTepu3yeTcst yTOIeHneM MATKIX TKaHeH JaTepaabHbIX
MOBEPXHOCTEH TPOKCUMAJIBbHBIX (haJAHT TAJIbIleB KHCTH,
KOTOPOE PACIPOCTPAHSIETCS U Ha 00JacTh MesK(baJaHIOBbIX
CYCTaBOB, YTO IIPUJAET IAJbI[AM BepeTeH00OpasHyio (hopmy.
ITO MOKET CJAYKUTh NPUYUHON OMMOOYHON JUATHOCTHKH
1oBeHHsIbHOTO peBmarounaHoro aprputa (FOPA) u nasnave-
HUS HEONPABJAAHHOTO JieueHust [ 3].
Brepsbie 3abosesanne onucano B 1973 roay. Ha ceroa-
HSIITHAN JIeHb B MUPE 3aperncTpuposano okoso 150 ciayuaes
[4]. Berpeuaercst 1penMyIIeCTBEHHO Y MaJbuMKOB 11yOep-
TATHOTO IEPUOAA ¥ MOJIOABIX MYKUYMH. DTHOMOTUS 3a00J1€-
BaHug HemsBecTHa. llpezrosaraercsi, 4To IPOBOLMPOBATD
pasBuTHE 3a00JIEBAHUST MOKET [TOBTOPSIONIASICS] TPABMATH3A-
IUST KOJKU Y TIAIIMEHTOB, UMEIOIINUX PUBBIUKY TI€PEIieTaTh 1
CKUMATh MaJIbIlbl, YTO YaCTO OBIBAET IPHU SMOIMOHAIBLHOM
HaTpsKeHun [].
Jlnarno3 maxuepMOAKTHIINN CTaBUTCS HAa OCHOBAHNN
TUIUYHOI KJIWHUKU M PYTUHHBIX J1aOOPATOPHBIX UCCIIEN0-
BaHUI, KOTOpble He OOHAPYKUBAIOT BOCHAIUTENbHBIX WJIU
AyTOMMMYHHBIX M3MEHEHUI B opranusme. Penrtrenosorunye-
CKoe, yJbTrpacoHorpaduyeckoe, MarHUTHO-PE30HAHCHOE
UCCJIE/IOBAHUS TOATBEPKAAIOT BOBJIEUYECHHOCTh B TPOIECC
TOJIBKO MSTKUX TKaHel 1 OTCYTCTBUE U3MEHEHUI CO CTOPOHBI
cycrasos. [Ipemaraiorces caeyiomiye IMarHocTUYeCKe Kpu-
Tepuu [6]:
e OTCyTCTBHE OOLINX CUMIITOMOB;
® OTCYTCTBHE YTPEHHEH CKOBAaHHOCTH;
e orCyTCTBUE OOJIU TP JABUKEHUY 1 O0JI€3HEHHOCTU [IPU
MaJIbIIAINY;

® YTOJIIIEHNE MSTKUX TKaHell Ha JiaTepajbHbIX MOBEPX-
HOCTSIX TaJIbIEB, a HE 10 BCeil MX OKPY)KHOCTHU; KOH-
TaKTHasE Malepaiysi KoK B 00JacTu HauOOJIbIIEro
YTOJIIEHUS T1AJIbIIEB;

® OTCYTCTBUE OTKJOHEHUIl OT HOPMBI B Pe3yJbTaTax

1abOPaTOPHBIX UCCIICTOBAHUIA;

® DU PEHTTEHOJIOTHYECKOM HCCJIEJI0BAaHUN BbIABJIEHUE

TOJIDKO OT€YHOCTH MATKHMX TKaHEH.

Mopdosormdeckn B 6uonTaTe KOXKHU C MOATEKANTIMN
MePUAPTUKYJISPHBIMI TKAHAMKM OTMEYAIOTCS THUIIEPKEPATO3,
AKaHTOIUTO3, YTOJIIIEHUE IEPMBI C HEPETYJIAPHBIMU ITyYKaMU
YTOJIIIEHHOTO KOJITareHa W HeOOIbIIMMHU  JEMO3UTaMU
myrnuHa [1]. [mcromormueckoe mcciemoBanme, MO JAHHBIM
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psizia aBTOPOB [8], He sABJIsIeTCst HeOOXOAUMbBIM.

JluddepeHnmnanbHyo AUarHOCTUKY PEKOMEHIYETCSI TIPO-
BOJINTH C BPOKIEHHO Y3JI0BATOCTHIO MAJIBIIEB KUCTH, TPAHY-
JIEMOIT MHOPOJIHOTO TeJa, MaJlbMOILJIAHTAPHOI KepaToiepMHu-
eil, maxuaepMoIepuoCcTo30M, akpomeranueii, Gone3HsIMU
MIUTOBUIHON KeJIe3bl, TICOPUAZOM, TMapaHeoIIaCTUYeCKUMU
MpoIleccaMy € MOPaKEHUEM TAJbIEB, CAPKOMOI, TeJbIlaMu
lappoga y BUOJIOHYENTUCTOB, TYOEPO3HBIM CKJIEPO30OM,
unbanTuabHbiM hubpomarozom [1]. B meauarpuueckoii
MPaKTHKe Yalile Bcero npuxoautces uckimovats IOPA u peak-
TUBHBIE ADTPUTHIL.

Teuenue 3aboseBaHust JOOPOKAUECTBEHHOE U JIEYEHUS HE
Tpebyer. VI3MeHeHUsI KOKU MOTYT COXPAHSIThCS Ha MPOTSI-
JKEHUM HECKOJIbKUX JIET W CIIOHTAHHO PErpeccupoBaTh,
0COOGEHHO TIPU TIPEKPAIeHNH TPaBMaTU3AIUN MaibieB [2].
B 10 7Ke BpeMst HEKOTOpbIe aBTOPbI c0001aT 00 3 HEeKTUBHO-
CTM MECTHBIX TJIIOKOKOPTHKOMIOB, cTabuam3aTtopa MeMOpaH
TYYHBIX KJIETOK TPAaHWJIACTA U Jla)Ke XUPYPTUYECKOTO JiedYeHUsT
[py 3HAYMTENbHOM KocMetnueckoM siedexte [5,9,10]. Coe-
BPeMeHHas JMarHOCTUKa 3a00JIeBaHUs T103BOJISIET U30EkKaTh
HEeOOGOCHOBAHHOIO HA3HAUEHMSI arPECCUBHOMN Tepaliui.

B crarbe mnpejcraBieHbl KAMHUYECKUE CJydanl JBYX
Hal[MeHTOB, KOTOPbIM B XO[e 00C/IeN0BaHUSI B OT/AeJeHUH
Kap/ItOPEBMATOJIOTUU TOPOJICKO JIETCKOI MHOTOTIPO(MUITH-
HOIT GosibHUIBI No5 T. 3aroposkbe ObLI BBICTABJIEH IUArHO3
«ITaxuepMOIaKTHIINST> .

Cnyuaii 1. Bombnoit B., 13 ner, mampuuk. Hampasren
¢ jkasobaMu Ha yTOJIIIEHHEe TIPOKCUMAIbHBIX MexkK(pasaHro-
BBIX CYCTaBOB KucTel. AMOyaTopHo 3anono3pen KOPA.

Anamue3 6oJie3HU: BIEPBbIE MaIl[MEHT CTaJ OTMeYaThb
yToJIIeHusT B 06acTi MeX(paJTaHTOBBIX CYCTaBOB KHCTEH
B 12 siet. Bostesnennoctn u grickoMgopTa mpu ABUKEHIH 3TO
HE TPUHOCHUJIO, TI03TOMY 33 MEIMIIMHCKON IOMOIIBIO He
obpamiascst. Co BpeMeHeM NOABIINCH Ha JIaTePaIbHbIX TOBEPX-
HOCTSIX YKa3aHHbBIX CYCTABOB YUACTKU YMEPEHHOTO KEPATO3a.

ITpu 06BEKTUBHOM OCMOTPE (hU3MIECKOE PA3BUTHE COOT-
BETCTBYET BO3PACTY, KOKHbIE MOKPOBbI U BU/IUMbBIE CJIU3U-
CThIE PO30BbIE, B JIETKMX BE3UKYJISIPHOE JIbIXaHWE, TPAHUI[bI
OTHOCHTEJIbHOW CeP/IeYHON TYHOCTH BO3PACTHbIE, TOHBI CEPJI-
ma purmuansie, YCC 78 ya./mum., AJl 115/65 mm pr. cr,,
oprambl OPIONIHON 1TOJ0CTH GE3 MATOJTOTHYECKUX M3MEHEHUH,
OTE€KOB HeT. J[BUJKEHUsT BO BCeX CyCTaBaX BbBINOJIHSIOTCS
B 1IoJIHOM 0ObeMe, besbosnesnennnl. Status lokalis: ormeuaer-
cs1 6e360J1e3HEHHbIE, TTOJBUKHBIE YTOJIIEHUS MATKUX TKaHei
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mexxdpanaHroebix cyctasoB | u Il manbues npason kuctu un i
najsbua feBON KWUCTW, NACTHO-panaHroBoro cyctasa Il manbua
npaBoii KNCTU (TA0HHAsA NOBEPXHOCTb)

- 1
Puec.2. YTonuwieHus MArKuUx TKaHen BOKPYr MPOKCUManbHbIX
mMexdananrosbix cyctasos | v Il nanbues npason kuctm n i

nafsblua feBON KWUCTW, NACTHO-panaHroBoro cycrasa Il manbua
MpaBoM KUCTW (TbifbHAs NOBEPXHOCTb)

i
Puc.3. PentreHorpadusa KucTei 60nbHOro B. — oTcyTcTBUE
N3MEHEHNIA KOCTHOW TKaHW, YTOJILLEHUS MATKUX TKaHeil BOKPYr
NPOKCMMaSTIbHbIX MeXX(anaHroBbIx cyctaBos | u |l nanbLes npasomn
kucTu u Il nanbua f1eBon KUCTW, NACTHO-(panaHrosoro cycrasa I
nasbLa npasow K1cTu

BOKPYT TMPOKCUMAIbHBIX MeskdamanroBbix cyctaBos | u II
nasiblieB mpaBoit kuctu u 11 masbia jieBoit KucrH, nscTHo-ha-
sanroBoro cycrasa 11 nasbia npasoii kucru (puc. 1, 2).

B xo0/1€ 1IpoBeICHHOTO 06C/IEI0BAHMS TAHHBIE 32 BOCHIAJIU-
TeJIbHbIe 3200J1€BAHNUS, B T.4. ayTOMMMYHHOTO IeHe3a, ToJry-
wenpl He 6pia. [Ipn Y 3U cyctaBoB 00HAPYKEHO TOIBKO HE3-
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Pue.1. VYTonweHns MArKUX TKaHen BOKPYr MPOKCUManbHbIX

Puc.4. VTONWEHNSA MATKUX TKaHel natepanbHbIX MOBEPXHOCTEN
npokcumanbHbIx pananr ll-IV nanbues 06enx kucteir 60nbHOrO C.

9 0145

Pue.5. YTONWeHns MSATKUX TKaHel natepanbHbIX MOBEPXHOCTEN
npokcumanbHbIx dhanaHr Il nanbua npasomn KUCTU 60nbHOrO C.

HAUNTEJIbHOE YBEJIMYEHUE B MPOKCUMAJIbHOM HATPABJICHUU
MATKUX TKaHell BOKPYI ISACTHO-(aJaHTOBOTO CyCTaBa
T masrpiia mpaBoii KMCTU U TPOKCUMAJILHOTO MesK(aIaHToBO-
ro cycrasa Il mamera sneBoii xuctm. Ha pentrenorpamme
KHUCTEH BBISBJIECHO YTOJIICHNE MIATKUX TKaHeil BOKPYT yKa-
3aHHBIX CYCTABOB 0€3 MPH3HAKOB MATOJOTMYECKUX H3MEHe-
HUii KocTHOU TKaHu (puc. 3). OT npoBeneHrst OHONCUU MsIT-
KUX TKaHed MaTh peGeHKa 0TKa3alach.

YauTeiBasi TOJyYeHHbIE PE3YJIBTaThl 00CIeI0BAHNS,
MAIMEHTY BbICTaBJIeH quarno3 «IlaxugepmMonaktuims».

Cryuai 2. Manvuuk C., 17 ser, obpaTuiicsi K Bpady 110
MoBOMY JehopMaIiiii masbiieB oboux kucreit. Boxen okomo
AByX Jiet. Panee o6csieIoBazicst y PeBMaTOJOTa TI0 TIOBOY
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Puc.6. PentreHorpachms kucteint 6onbHoro C.. yTONLIEHWUS MATKNAX
TKaHen JlaTepanbHbIX MOBEPXHOCTE MNPOKCMMANbHbIX hanaHr
IV nanbLeB 06enx K1cTeir, 0TCYTCTBUE U3MEHEHWIA KOCTHOW TKaHW.

npenmnosiaraemoro KOPA. Jledenus we mosydan BBULy COMHe-
HUI B AMarHoO3€.

Anamnes sxusnu 6e3 ocobennocreii. HacsenctBeHHoCTh
He otsronieHa. OTMeuaeTcst IpUBbIUKA pebGeHKa neperieTaTb
MAJIbIBI PYK «B 3aMOK» C MOCJEAYIONIUM CXKATUEM KHCTEH.
ITpu aTOM MakcuMaJIbHOe [aBJieHue MPHUXOAUTCS Ha JaTe-
paJIbHbIE TIOBEPXHOCTH MPOKCUMAJIBHBIX (hasant. ITUM Ipue-
MOM PeOEHOK YMEHBILAET SIBJICHHUSI CTPECCa.

IIpu 06BEKTUBHOM OCMOTPE KOKHBIE [MOKPOBBI M BU/IM-
Mble CJIM3UCTBIE PO30BbIE, TMATOJOTUYECKUX M3MEHEHUN
€O CTOPOHBI BHYTPEHHUX OPTAHOB HE BBISIBJICHO, IBUKEHIIS BO
BCEX CyCTaBaX He orpaHuueHbl, Ge36ose3HeHHbl. JIuxopaaku,
yTpeHHel CKOBAaHHOCTH CYCTaBOB He oTMevaercst. Status lokalis:
dbopma masbileB KUCTEH BepeTeHOOOpasHasl, HAOMIHAET
nedopmanuio npu IOPA (puc. 4). Ormevaiorcs 6e3601e3HeH-
HBI€ YTOJIIEHUS MSTKUX TKaHEH JIaTepabHbIX TOBEPXHOCTEN
npokcuMasbubix (amanr 11-1V manbies obeux Kucreil.
ITH yTOJIIEHNsT PACIIPOCTPAHSIIOTCS. Ha 06J1acTh MeKdaan-

JIUTEPATYPA

FOBBIX CYCTABOB, MMEIOT OOBIYHYIO, CPABHIMYIO C OKPYIKalO-
HIMMU HEM3MEHEHHBIMU TKaHSIMHU, IIIOTHOCTD (puc. 5). Kosxka
Ha/l HUIMM YTOJIIICHA, 04aroBO MUTMEHTUPOBAHA, TIOJBIIKHA,
C IJIACTUHYATBIM IIEJYIIeHUEM HaJl O4araMu IMUTMEHTAIUH.
JIBUIKEeHYsI B CycTaBax KUCTEH B OJHOM 00beMe.

IIpu nabopaTopHOM O6GCAEIOBAHUN OOUIEKIMHUYECKUE
U GUOXMMHUYECKHME AHAIU3bI B IIPEJEJaX HOPMbI, MApKepbl
BOCIAJICHUST ¥ AyTOMMMYHHBIX IIPOIECCOB OTPHUIATEJIbHDBIC.
HesnaunresibHO MOBBIIIEH YPOBEHD X0JIeCTEPUHA 5,38 MMOJTb /I,

[Ipu Y3U xucteit otMedaeTcss paBHOMEPHOE YTOJIIECHIE
MOZIKOKHO-KNpoBoi kyetyaTku 1I-IV manbues kucreii.
[TsacTHO-anmanroBble, MPOKCUMaJbHBIE MeK(paJaHTOBBIC
cyctaBbl OOBIYHON (HOPMBI, CYCTaBHbIE KOHIIBI YETKHUE,
POBHBIE, KAICYJbl CYCTaBOB HE WM3MEHEHBI, TOBBIIIEHHOTO
co/lepKaHUsl BHYTPUCYCTABHOHM JKUKOCTH, ITOBBIIIEHHON
BAaCKyJIsipu3alum He BbIABIeHo. Ha peHTreHorpamme
orpesiesigeTcsl yTOJIIeHne MATKUX TKaHell JaTepajbHbIX
nmoBepxHocTedl [I-1V mambreB xmcteil, KOCTHO-CyCTaBHBIX
nedopmanuii Her (puc. 6). OT nposeneHs GUOICUN MATKUX
TKaHeil MaTh pebeHKa OTKa3aJIach.

YuurhiBas 106pOKaueCTBEHHBIN XapakTep 3a00JeBaHus,
OTCYTCTBHUE apTPAJITHii, YTPEHHE! CKOBAHHOCTHU, TATOJIOTH-
YeCKUX M3MEHEeHWUl npu J1abopaTopHOM 0OCiIen0BaHUY,
a TakKe BbIABJCHHbIe M3MeHeHus npu Y3V u peHrtreHo-
rpadum KucTeil, nannenTy BoICTaBIeH Anarnos «Ilaxmmepmo-
JAKTUITHASY.

B HacTosiiiee BpeMst Mbl [POJAOJIKAeM HabJOeHUe
3a MAIMEHTaMU JIJTS1 OIIEHKU KAauecTBa MX KU3HU U YTOUHEHUS
JIMHAMUKY 3260JI€BaHUSI.
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ABa BUNagku naxipepmopakTunii y nianitkie

JIM. bospebka, 1.0. Mogniarosa, M. Jmutpakosa

3anopisbkunii Aep>XxaBHUI MegUYHNIA yHIBEPCUTET, YkpaiHa

[NaxiaepmofakTuaif € piakicHoto hopmoto pibpomaTo3y nanbLis. 3aXBOPIOBAHHA XapaKTePM3YETbCA NOTOBLLEHHAM M'AKIX TKAHWUH Ha NnaTepanbHUX NOBEPX-
HAX NPOKCUMANbHUX MX(hanaHrosux cyrno6is nanbLis KUCTi. MoXnueum Tpurepom € MiHiMarnbHa, NOBTOPHA TpaBMatu3auis nasnbliB y nepios emMoLiiHoro
AMCTpeCy nmauieHTa. 3axBOPIOBaHHA Cnif AUepeHLitoBaTi, nepeaycim, 3 t0BEHINMbHAM PEBMATOIAHAM apTpuToM. Maxigepmoaaktunis mae Ao6posKiCHUiA
nepeo6ir i He NOTpebye NiKyBaHHA. Y CTaTTi HaBefeHi KNiHiYHI BUNaAKM OBOX NaLiEHTIB, AKUM Nif Yac 06CTEXEHHS Y BiAAiNeHHI KapaiopeBmMaTonorii MicbKoi
AnTa40i 6aratonpodinbHoi nikapHi Ne5 m. 3anopixoks 6yB BUCTABAEHWIA AiarHo3 naxifepmoaakTuii.

Knioyosi cnosa: naxifepmMoakTunis, OBEHINbHUIA igionaTnyHuin apTpuT, ubpomaros.

Two Case of Pachydermodactyly in teenagers

L.N. Boyarskaya, E. Podlianova, G.N. Dmytryakova

Zaporizhzhia State Medical University, Ukraine

Pachydermadactyly is a rare form of digital fibromatosis. The disease is characterized by soft tissue swelling that affects the lateral aspects of the proximal
interphalangeal joints of the fingers. Its possible triggers are recurrent minimal trauma of the fingers when feeling emotional distress. This disorder should
be considered in the differential diagnosis of juvenile idiopathic arthritis. The disease is benign and does not require treatment. The article presents two cases
of pachydermadactyly in adolescent boys.

Key words: pachydermodactyly; juvenile idiopathic arthritis; fibromatosis.
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HOBOCTHU

OGHapy:keHa reHeTHuecKast
[PEIPACHIOIOKEHHOCTD K OTUTY

AMepUKaHCKUE CIEeNHaNuCcTbl 0OOHAPYKUIU TOTEH-
IIUATBHYI0 TEHETHYECKYIO TPUYUHY YBETMYEHUs PHUCKA
Pa3BUTHS MHPEKIINN CPEHETO YXa, WU CPEIHET0 OTUTA.

K cummromam oruta y jerteil otHOCsATCS GOJIb B yXe,
BBICOKAs TeMIIepaTypa, CHIDKeHHe clIyXa. Kak Ipasuiio,
[PUYUHONU OTUTA CTAHOBSTCS Oakrepuu (ITHEBMOKOKKH,
cTadUIOKOKKH, TeMOMUIbHAS MAT0YKA, CHHETrHOWHAs
nastouyka u 7ip.). HoBoe ncciieoBanme nokasano, 4to cyiie-
CTBYET TCHETUYECKAsI TPEPACHIOTIOKEHHOCTD K OTHTY.

Ananusz o6pasios JTHK 13 Tbicsau geteil BHISIBUII CBSA3h
MesKLy MHGEKIMEel CpeiHero yxa u y4acTKOM XPOMOCOMBI 6,
cozepxkamieMm red FNDCI. Ilocnemyronme ncenegoBanus Ha
MBIIIAX TOJTBEPANIIN CYIIECTBOBAINE ITOI B3AMMOCBSI3N.

«Dynkius rena FNDC1 B opranusme uejioBeka He
Obia xopomio usydeHa. Mol sHaem, uro FNDC1 koaupyer

6eI0K, BIIMSIIONIMI HA BOCIIA/IUTENILHBIN [TPOIECC», — FOBO-
PUT PYKOBOJUTENb HCCJIEA0BAaHUSA JOKTOpP XakKoH Xako-
Hapcot. [lo ciioBaM y4eHoro, ncciezoBanue moATBEepANIIO,
YTO TeHeTHKAa UTPAET BAKHYIO POJIb B BOCHPUUMYMBOCTU
OpraHu3Ma K OTHTY.

OTUT — OJIHO U3 CAMBIX PACIPOCTPaHEHHbIX 3a00J1eBa-
Huil y pereil. [To cratucTuke, OTUT BXOAUT B YUCJIO BeLy-
MUX [PUYMH TIPU HA3HAYEHUU JETSIM aHTHOMOTUKOB.
HoBoe oTKpbITHE MOKET TIOMOUb B co3anuu boee apdek-
THUBHBIX METOJIOB JIEUEHUS OTUTA.
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