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MceBpoonyxonb BepxXHen YenocTu
y pebeHKa nepBoro roga XM3Hu Kak
nepsoe npossreHne remocounumn B

M.MM. KanunuHa, A.B. MwoHkwuH, H.C. paués, A.B. MNonetaes, [.B. ®epoposa, M.A. }Kapkos

@IBY «HaumoHarbHbIi MEANLMHCKNIA MCCIIER0BATENIbCKUY LIEHTP BETCKOM reMaTosiormm, OHKOI0rm
n ummyHosnormm uM. [imutpus Porayesa» Mun3gpasa Poccun, Mocksa

Mcespoonyxorb (M0) — peakoe ocnoxHeHWe reModounum, BosH1Kaloee He Boree vem B 1-2% cryyaes.
Hanbonee yacTo nopaxaloTca AnuHHbIe TpybuaTble KOCTKU, KOCTU Ta3a, KUCTel u cton. B muposon
nuTepaType onucaHo 16 naumeHToB ¢ nopaxeHueM B 061acTy BepxHel YentocTv npu reMocpunuu. B ctatbe
MPUBOAMTCA KITMHUYECKUI Criyyait HabnioaeHVs MaTonornieckoro obpasoBaHus C NopaskeHeM BEPXHEN
YEemioCTU U AeCTPYKLMEN KOCTeW NMULIEBOrO CKeneTa y rofosanoro mManbumka. IuddepeHumnanbHbii
OMarHo3 nauMeHTa BKIloYas 3/10KkayecTBeHHble 1 [obpokayecTBEHHbIE 06pa30BaHNs BEPXHEN YemiocTH,
BOocnanuTenbHble npouecchl. lMpu obcnenoBanun pebenka bbin BoiABneH geduunt IX dakTopa
CBEpTbIBaHNA U YCTaHOBMEH AuarHos: remocounua B. MauveHTy nposepeHa onepaums nNo yaaneHuio
obpa3oBaHus Ha hoHe crneunnyeckor 3aMecTUTENbHOM Tepanuu U BepudmLMpoBaHa BHYTPUKOCTHaSA
opraHu3yioLascs rematoma. 10 BepxHen yenioctu y pebeHka bbina nepsbIM NPOSBNEHNEM FEMOOUIUK.
Pooutenu nauneHTa panu cornacue Ha UCnosb3osaHve MHhopMaLmmn, B ToM uncne goto pebetka, B
Hay4YHbIX MCCMEeNoBaHUAX 1 Mybnmkaumsx.

KnioueBble cnoB.a: ncesgoonyxoss, reMochununs A, remochunns B, nopaseHne BepxHew Y4eniocTu, eTu
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Pseudotumor of the maxilla as first presentation of hemophilia B
in a 1-year-old male

M.P. Kalinina, A.V. Pshonkin, N.S. Grachev, A.V. Poletaev, D.V. Fedorova, P.A. Zharkov

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Pseudotumor is a rare complication of hemophilia with a prevalence 1-2% of all clinical cases. Commonly bone lesions affect
long tubular bones, the pelvis, wrist and foot bones. According to world science literature only 16 cases of maxilla bone lesions
in patients with hemophilia were found. This article describes a clinical case of maxilla pathological lesion with the destruction
of facial skeleton bones in a one year old boy. The differential diagnosis included malignant and benign neoplasia, inflammatory
processes. During laboratory examination a deficiency of IX coagulation factor was revealed and the patient was diagnosed
with hemophilia B. The patient underwent surgical treatment by removing the lesion with specific replacement therapy; an
intraosseous organizing hematoma was verified. The maxilla pseadotumor in this child was a manifestation of hemophilia. The
patient's parents agreed to use the information, including the child's photo, in scientific research and publications.

Key words: pseudotumor, hemophilia A, hemophilia B, lesion of the maxilla, children

Kalinina M.P., et al. Pediatric Hematology/Oncology and Immunopathology. 2021; 20 (1): 156-159.
DOI: 10.24287/1726-1708-2021-20-1-156-159

cesnoonyxonb (M0) GenpeHHO KocTu vy

11-neTHen peBOYKM Mpu remMochnnmn Bnepsble

6bina onucaHa |. Starker B 1918 r. [1]. 310
pefKoe OCosHeHne BcTpeyaeTcs B 1-2% cnyyaes
Cpeav nauueHToB, CTpafjallunx remModomnuenn [2].
Hanbonee yacto MO nopaxaeT onuHHble TpybuaTble
KOCTW, KOCTU Tasa, KUCTei u CTOM, NoKanusauus B
YEmMIOCTHO-NMLIEBOY 0BracTn BCTpeYaeTCs KpalHe penko
[3]. MO Bo3HMKaET B pesynbTaTe PeLWAMBUPYIOLLNX
KPOBOTEUEHWI B MATKME TKaHu M KocTu. OHa nposBsns-
etcs 6esbonesHeHHbIM bbicTpopacTyLLmMM 0bpasoBaHeM
C MoCTeneHHOM JecTpyKuMel oKpysKaloLmx TRaHel [4].
MonobHas KNUMHMYECKas KapTUHa XapaKTepHa Ans 3MoKa-
UECTBEHHbIX OMYXOMeW, B IEYEHNN KOTOPbIX HE0bXx0aMMO
npoBefeHne Buoncuu UNKM paguMKanbHOro ynaneHus.
BbinonHeHWe paxke MafoMHBa3WBHbIX BMELLATENbCTB Y

nauneHToB c remocunuein 6es npoeseneHUs 3aMecTu-
TenbHOM Tepanuu npenapaTamm (DaKTOpPOB CBEPTbIBAHWSA
MOXET NPUBECTU K dhaTanbHOMY KPOBOTEYEHMIO.

Bobigensiot 3 Tuna MM0:

1) KpoBOTEUEHUS B MbILLILI C pe3opbumneit oKpyska-
IOLLMX KOCTHBIX TKaHEMN;

2) NoOHaAKOCTHWUUHbIE KPOBOTEYEHUs C nocre-
OYIOLWMUM UCTOHYEHNEM NepuocTa U hOPMUPOBaHUEM
HEKPO30B «OT [LaBIEHNS»;

3) BHYTPUKOCTHbIE KpOBOM3NUAHMA [5].

Mpu ructonormyeckom uccneposanun MO npen-
cTaBnseT coboi MHKANCYNMPOBAHHYID remMaToMy Ha
pasnuUUHbIX 3Tanax opraHusaumm [4].

D.P. Cox u coasrt. B 2011 r. onybnukoBanu cTaTbio,
B KOTOpOW npoaHanuavpoBanu 16 cnyyaes pasBuTUS
MO B uyenoCTHO-NMLEBOW obnacTu npu remodunnmu.
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CornacHo 3TuM AaHHbIM, M0 BCTpeyaeTcs B Bo3pacTe
oT 6 Mecsues no 34 net (cpenHuit BospacTt 11,6 ropa).
Benywen xanobon naumMeHTOB ABNSETCHA Hanuuue
6e360M1€3HEHHON ONYXONKU C TEHAEHUMEN K BbiICTpOMy
pocTy. CpefnHuin pasMep NopaxeHus B YeNiCTHO-NN-
uesoi obnacTtu cocTasnset 4,9 cm (o1 3,0 go 10,0 cM).
MHTepecHO OTMETUTB, UTO Yallle BCTPEYaNoCh CHUKEHNE
VIl chbakTopa ceepTbiBaHua (remodounua A) v nuwb
B 2 cnyyasx Habniogancsa nedonumt IX daktopa (remo-
counms B) [6].

B neuenun MO ucTtopuyeckn NpPUMEHSNUCH
pasnuuHble MeTofbl: aMbonusauusa, nyyesas Tepanus,
YPECKOKHas acnupauus, 3HyKneaunsa u pagvkasbHoe
XUpYpruyeckoe ypaneHve. IMbonmsaumsa He UCMosb3y-
€TCS B KaUeCTBe CaMOCTOATENbHOrO MeToLA JIeYeHws, a
BbINOSHAETCA NWLLbL Kak 3Tan nepep yaanexwem obpa-
30BaHus. JlyyeBasi Tepanusi NPUMEHSETCA MPU Hepe3ek-
TabenbHbIX 06pa30BaHUAX Y NKLL MOXKUIIOro BO3pacTa.
UpeckoxHas acnupauusa v 3anofiHeHne pediekTa
hMBPMHOBLIM KfleeM — [OBOSbHO 3PDEKTVBHASA U HERO-
poras MeTOAMKa, HO He YCTpaHAEeT KOCMETUYECKUX
Aed)eKTOB NPU BHYTPUKOCTHbBIX NOPaeHuax. Xupypru-
Yeckoe yaarnieHne B HacTosILLEee BPEMS ABMAETCH eAnH-
CTBEHHbIM pPajuKkanbHbIM METOAOM JIeUeHus:, Ho TpebyeT
TLLATENbHOIrO KOHTPOJIS YPOBHSA aKTMBHOCTY hakTopa
ceepTbiBaHua Kposw [7]. Takum oBpasom, npu Boibope
acpdekTuBHoro Metona nevenuns MO yuuTbiBalOTCS
0bbeM ¥ NoKanusaums NopaseHns, a Takke Bo3pacT
nauveHTa.

BasHo moHuMaTb, uTO 0Bpa3oBaHMe B AETCKOM
BO3pacTe C 0YaraMmm KOCTHOM AECTPYKLMN MOXKET UMETb
3/10KaYECTBEHHbIA xapakTep. B Takux cnyuyasx Heob-
XOAMMO NPOBELEHNE UHBA3WUBHbIX MaHWUMNYMALMIA, TaKmnxX
Kak buoncusa wnu ypaneHune obpasosaHus. [pose-
LeHVEe XMPYpruyeckmx BMeLLaTenscTs be3 obecneveHns
PucyHok 1
KomnbloTepHast ToMorpadovs IMLEBOMO CKeneTa

Figure 1
Computed tomography of the facial skeleton
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cTabunbHOro reMocTasa Y nauMeHToB C KoarynonatnaMun
MOXET CONPOBOXXAATbCA XNU3HEYIrPOXKaOLLMMU KPOBOTE-
YeHUAMHU.

KITMHWYECKUM CITYYAN

Pooutenu nauumeHTa panu cornacue Ha MCNosb-
30BaHuWe MHdopMaLuK, B TOM yucie ¢oTto pebeHka, B
HayuHbIX nccrnepoBaHuax u nybnukaumax. B despane
2015 r. 8 HMWUU AOrOUN wuM. OmMutpua Porauesa obpa-
TUINCb POAWTENM rOLOBANoro Manbymnka c xanobamm
Ha besbonesHeHHoe obpasoBaHue B obracTu BepxHen
YEemioCTK cnpaea, KoTopoe bbINo BbIABNIEHO OKOMO 2 Mec
Hasan. B TeueHune 1,5 Mec obpasoBaHune NocTeneHHO
yBenuumnBanochb B pasMepe. PebeHok bbin rocnuTtanu-
31pOBaH B CTaLMOHAP KPaTKOBPEMEHHOr0 feYeHuns s
poobcnenoBaHnsa U OMpeReneHnsa TakTUKN fTeYeHus.
MauneHTy BbIMOSTHEHA KOMMbIOTEpPHasa ToMorpadwsa
NMLEBOr0 CKemneTa, Mo AaHHbIM KOTOPOW MMeeT MecTo
yBENUYeHMe B 06beMe BEPXHEN YEMIOCTY CMpaBa C 3aMe-
LLLEHWMEM KOCTU MSITKOTKaHHbIM COLEPKUMbIM C HEPaBHO-
MEpHbIM UCTOHYEHMEM KOCTHOWM TKaHW no nepudpepun,
pasmepamu 42 x 28 x 5 MM (pucyHok 1). Mpu npose-
OEeHWX npefonepaunoHHOro obcrefoBaHns BbIABIIEHO
YOJSIMHEHWe aKTMBMPOBAHHOIO YaCTUYHOro Tpombo-
nnactuHosoro speMenn (AYTB) mo 163,1 c. Mpu cbope
aHaMHesa BbISICHUIIOCb, YTO B Bo3pacTe 9 MecsueB
y pebeHka nmena MecTto TpaBMa ¢ popMUpOBaHMEM
remMaToMbl MArKUX TKaHeW B NpaBoM LLeyHoW obnactu.
[Mp13HaKM NOBBILLEHHON KPOBOTOUMBOCTY B BULE JIEMKOIO
BO3HMKHOBEHMUA MOCTTPaBMaTUYECKMUX IKXMMO30B OTMe-
yanucb ¢ 8-MecsyHoro BospacTa. bonee paHHux nposs-
NeHWN reMopparMyeckoro CMHAPOMa He O0TMEYEeHO:
3aXMBEHWE MYMNOBWHbI, NpopesbiBaHue 3y6oB, BHYTpU-
MbllLeYHblE UHBEKLMU U 3abopbl nepudepuyeckon
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KJIMHUYECKWUE HABJIOOAEHUA

KanumnsipHOM KPOBM KPOBOTEYEHUEM HE COMPOBOKLA-
nmcb, KedpanoreMaToMbl MPU POsKAEHUM He Bbino.

YunTbiBasA BbIABIEHHYIO rMnokoarynsaumio, 6o
NMPOBEAEHO KOHTpOsnbHoe obcnepoBaHne, B KOTOPOM
NOATBEPKAEHA WM30MMPOBAHHAs TUMOKOArynauMs no
AYTB, accouumpoBaHHas CO CHUKEHWEM aKTUBHOCTM IX
thakTopa ceepTbiBaHWs KpoBM [0 4,3% (HopMarbHble
3HaueHns 50—-150%). Mpu MccnenoBaHMM KONMUEeCTsa U
hyHKLMM TPOMBOLIMTOB, @ TakKe aKTUBHOCTM chakTopa
Bunnebpanpa v VI, X, XI, XII dbaktopoB cBepTbiBaHUA
naTosioruu He BbIIBMEHO. TeCTbl HA BOTYAHOUHbIV aHTU-
KoarynsHT ¢ SA0M rafiokm Paccena n KBapLeBbIM akTu-
BaATOPOM — OTpuuaTenbHble. TakuMm obpa3oM, pebeHky
yCTaHOBMEH AuarHo3: remocounua B, cpepHeTsxenas
dopmMa.

Mpu ocMoTpe pebeHka Ha Koxe roneHei BbIBMNEHbI
€[IMHNYHbIE 3KXMMO3bl 0BbIYHOWM OKpacku. Buanmble
cnunsucTele 060M04KM YncTble, po3osble. [pn ocMoTpe
mvua obpalllaeT BHMUMaHWe ero acuMMeTpusa 3a cuyet
MpWMNyXIoCTM B NPaBo LleyHol obnacTu okono 3 cM.
ObpasoBaHue nNpu nanbnauuu NnoTHoe, 6esbonesHeHHoe.
lMpn pMHOCKONMM B NOSIOCTb HOCA HE PacnpoCTpaHsieTCs.
Mpu opockonun B Npenasepun pTa B 0bnacTu BepxHen
yenicTu crnpaea Bbllwe 3ybHoro pspa obpasoBaHue
MPaBWIIbHOW OKPYoW DOPMbl, MOKPLITOE LIMAHOTUYHOM
CnM3ncTon 060OYKON, NPU JOTParMBaHUM He KPOBOTOUMT.

Mo paHHbIM nabopaTopHoro poobcrnenosaHus B
koarynorpamme o1 06.02.2015 aktusHocTb IX dhakTopa
cepTbiBaHua — 4,3%. B obwem n 6Buoxummuyeckom
aHanmsax Kposw, obLLeM aHannse Moum, Ha 3M1EKTPOKap-
OMorpamMMe, peHTreHorpachum nerkux, yrnbTpa3BykoBOM
UccrnenoBaHUM OpraHoB BPIOLLIHOM NOSIOCTM U 3abpIoLLINH-
HOro NPOCTPaHCTBA MaTOSIOrMK HE BbISIBIIEHO.

YunTbiBas [eCTPYKTUBHbIN PoCT 0BpasoBaHus, B Kpyr
omdbdhepeHUmanbHOro aMarHosa BXOOMIM Kak 3110Kaye-
CTBeHHble npoLiecckl (ocTeoreHHas capkoMa, pabpomuo-
capkoMa, capkoMa I0uHra), Tak 1 [obpoKayecTBeHHble
ob6pasoBaHna (aHeBpu3MaribHas KOCTHas KUCTa, 0CCH-
thuunpyowas dubpoma, HelMpoaKToAepMalbHan
MeflaHOTMYecKas onyxofib MrnaaeHues). PebeHoK 6bin
06Cy}OeH Ha KOHCUNIMYMe B COCTaBe Bpayen — remato-
FTIOrOB M XMPYProB, NO pesyfbTaTaM KOTOporo Bbipabo-
TaHa TaKTVKa MHTPa- M NOCNEONEPaLMOHHOI0 BejeH s
B BMIE NPOLNEHHOW MHPY3MM 1 BONIOCHBIX BBELEHUN
npenapata IX dpakTopa cBepTbIBaHWA C TLATeNbHbIM
nabopaTopHbLIM MOHUTOPUHIOM.

Mepen npoBefeHMEM BMeLLATeNbCTBa NaUMEHTY
6oniocHo BeegeHo 1000 ME (100 ME/kr) koHueHTpaTa
uerioseyeckoro dhakTopa ceepTbiBaHusA IX (MoHoHaiiH,
CSL Behring LLC, CLLIA), B ganbHeiweM nposoamach
NPOLNeHHan MHgy3Ws npenapata B fose 80 ME/u.

B ycnosusax obLuein aHecTesun BbINOMHEH paspes
KO M NMOOKOMHO-3KMPOBOW KNEeTYaTKu No CKaTy Hoca,
ornbas Kpbifio NOCMEAHEro, C NEPeXoAoM Ha KPacHyIo
KaliMy BepxHel rybbl u MPOANEH MO NEPEXOLHON CKI1aaKe

B NoniocTv pta cnpasa. [lpu noMoLum pacnatopa Bbige-
neHa y3ypupoBaHHas KOPTUKanbHas NacTuHKa KoCcTu
BEPXHEW YeniocTu, pasmepamun 3 x 4 cM, ynaneHa KocT-
HbIMM Kycaukamu (pucyHok 2).

Huxe pacnonaraetca MSArKOTKaHHOe cofep-
UMOE KpacHO-Ceporo LBeTa B ncespokancyne. lNpu
BbIMOSTHEHWN UHTPAOMEPALMOHHOIO TMCTONOMMYECKOr0
UcCenoBaHWs AaHHbIX 3a HanMune HeomnacTUUECKOro
npouecca He nosnyyeHo, BbINO MPUHATO pelleHue o
MPOBEAEHNN 3KCKOoXI1eaLmmn obpasoBaHus bes pesekumm
BEPXHEN yenocTu. MarkoTkaHHas yacTb obpasoBaHus
NEerko OTAensnach 0T KOCTHON NepedHen CTEHKN Bepx-
HeYesnoCTHOro CUHyca, yAaneHa foxkon donbkMaHa
(pucyHok 3). TeMocTas npu MoMoLuM BUMoNspHOro

PucyHok 2
OnepauwoxHoe nose. 3tan onepauymm

Figure 2
The surgical site. Treatment stage: surgery

PucyHok 3
MsrkoTkaHHasa YacTb 0bpa3oBaHus

Figure 3
A soft-tissue part of the mass
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KoarynaTopa. KpoBoTOUMBOCTb YMEpPEHHasi, KPOBOMO-
Teps okono 40 mn.

Ha dboHe npoBoAMMOi 3aMeCTUTENBHON Tepanuu Bo
BpeMs onepaumu Bbin AOCTUrHYT CTabUMbHLIA MECTHbIN
remMocTas. Yepes 1 u nocne BonoCHOro BBEAEHUS aKTUB-
HocTb IX dakTopa B KpoBu cocTtaBuna 90%, a uepes
4 4y—130%. B nocneonepalmoHHOM Nepuoge B yCOBUSX
CTauMoHapa KpaTKOBPEMEHHOro neyenus LleHTpa umM.
OmuTtpua Porayesa B TeyeHne 5 cyT pebeHok nonyyan
npoaneHHylo MHdy3uio npenapata IX dpakTopa cBepTbI-
BaHus B fo3e 50-60 ME/u. Ha 3ToM choHe aKTUBHOCTb
chakTopa B kpoBu cocTaBuna 60-70%. lNpu cHUsKeHUM
aKTMBHOCTM hakTopa oo 43% Ha 6-e mocneonepauu-
OHHble CYTKU NPOSIBIEHNI FreMOpparnyeckoro CMHAPOMa
He 0TMeyanocb W OT MPOBELEHWA CYTOYHOM MPOL-
NEHHON MHAY3NKM peLleHo 0TKasaTbes. B panbHenwem
kKoppekuus peduumnta IX cakTtopa nposomunach
BontocHbIM BBefieHneM 600 ME npenapata IX chakTopa
cBepTbiBaHusA. Ha 10-e cyTku Bbinn CHATBI LLBbI.

Mo [aHHbIM TUCTOMOrMYECKOrO 3akKfioYeHns B
LOCTaBIEHHOM MaTepuarne onpefensiTca parMeHThbl
rybuaToin KocTW C mpuneralwmMm MArKUMU TKaHAMK
¢ obwupHbIM fedpekToM. [lehekT 3anonHeH nuanpo-
BaHHON KPOBbIO C NepuOKanbHbIMU OTIIOKEHUAMU
reMoCuMAepuHa M CKOMMEeHMAMU remocupepodaros
“ ructuounToB. Bokpyr oTMevaeTcs nponudpepauuns
BOJTOKHUCTON COEANHUTESIbHOW TKaHWU C HEPaBHOMEPHOM
BOCManMTENbHON UHAPMNbTPaLMEA CMELLIAHHOIO XapaK-
Tepa € y4YaCTKaMu rpaHymsiLMOHHON TKaHW. 3aknioyeHue:
OpraHusyioLLlascsa reMaToMa.

3AKJTIOYEHUE

Hamwu npeacTtaBneHo onucaHue cnydyad npepone-
paunoHHOro noobcnenoBaHus, onepaTmMBHOro yievyeHUA

M0 B 0brnacTu BepxHen YeniocTu y rogoBanoro pebexka
npu remModunnM 1M NOcrieonepaunoHHOro BeeHUs B
YCINOBUAX CTalLMOHapa KPaTKOBPEMEHHOMO feYeHus.
CtouT oTMeTuTb, uto 0 y ManbuMKka ABMNOCH NepBbIM
NPOsiIBNIEHNEeM OCHOBHOro 3aboneBaHus. [lpoBefneHue
MHBa3MBHbIX BMellaTenbCTB Be3 cneunduyeckon
3aMeCTUTeNbHOW Tepanuu Mpu Koarynonatuv conpo-
BOXOAETCH BbICOKMM PUCKOM KWU3HEYrPOXKaLLUnNX
KpoBoTeueHuin. IdpheKTMBHOCTL U HesonacHoCTb
XMPYPruyeckoro BMellaTeNbcTBa y nauueHTa bbina
obecrneyeHa MpMMeHEHWEM MPOASIEHHON WMHY3MK
KOHLIEHTpaTa YenoBeyYeckoro oaktopa cBepTbiBaHMsA IX.
[HaHHbIA cnyyal HarnsgHoO UNCTpUpyeT Heobxoaun-
MOCTb MEXAMCLMMIIMHAPHOrO NMOAX0Aa NpY JleyeHun
conupHbix obpasoBaHMit B 0651aCcT FOMOBLI U LWeM,
NPOBEAEHNSA MOHUTOPUHIra nokasaTenein remocrasa
y NauMeHTOB AEeTCKOro BO3pacTa, a Takxe yCrneLHoe
BefeHne BOMbHOro B CTaLuMOHape KpPaTKOBPEMEH-
HOro JfleYeHUss C OSIMTENbHOCTbIO FOCMMTanu3auum
8 cyT.

WCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.

KOH®JTUKT UHTEPECOB
ABTOpbI CTaTbu MOATBEPAMIIM OTCYTCTBME KOH(PSIMKTa WHTEPECOB, O
KOTOPOM HEOBXOAMMO COOBLLUTD.
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