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veIX UI1, 56 0T, 44 — XUM® u 140 6016HBIX, 00CICIOBAHHBIX
¢ uenbio auddepenimansHoi uarsoctukn XMII3 ¢ Herposu-
(eparuBHBIMU 3a00J1€BaHUsIMUA CUCTEMbI KpoBu. Jlo o0cienoBa-
HYsI OOJTbHBIE HE TOYYalld Crielu(pIIeCcKON Tepariu.
Pesynomamut u oocyyncoenue. B rpynne 6onpabix UIT My-
tauust VO17F B rene JAK2 onpenensinace y 56 (83,6%) uz 67
oOcnenoBaHHbIX O00NbHBIX, Ipu DT — y 26 (46,4%) u3 56, npu
XUM® —y 21 (47,7%) u3 44 o6cnenoBaHHBIX OOJIBHBIX, B TPYII-
Te IEPBUYHBIX 00CIEYyEMbIX C LENbI0 U PepeHInanbHOM ana-
raoctuk XMII3 ¢ HenponuepaTuBHBIMU 3a00JI€BAaHUSAME CH-
cTeMbl KpoBH — y 12 (8,6%) u3 140. ¥V 127 (41,4%) OonbHBIX U3
307 oOcrnenoBaHHBIX OBUI BBINOJHEH LIMTOICHETUYECKUI aHAIIN3
KJIETOK KocTHOTO Mo3ra. Y 121 (95,3%) u3 127 omnpenenen HOp-
MaJbHBIA Kapuotut, y 6 (4,7%) n3 127 — xiioHaIBHBIE XPOMO-

COMHBIE abeppanuu: y 2 — NPOTHOCTHYESCKN HeOIaronpHsTHBINA
KOMIUICKCHBIH Kapuotut, y 2 — anomanuu del(13)(q22) u del(20)
(ql12), oOycnapnuBaromye OnaronpusTHOE TeueHHE 3a0o0ieBa-
HUSI, Y 2 — M30JIMPOBAaHHBIE OJMHOYHBIC M3MEHEHHUS XPOMOCOM
del(Y)(q12), del(3)(p13).

3axniouenue. IlonyueHHblE B XOJE HALIETO HCCIIEIOBAHUS
pe3yNbTaThl O ONpPEAEICHHI0 YacTOTHIl BCTPEYaEMOCTH MYyTa-
i VO17F B rene JAK2 y OONBHBIX C pa3IMYHBIMU BapHAHTAMH
XMII3 Canxr-IlerepOypra u JleHnHrpaackoit obnactu cooTBeT-
CTBYIOT JaHHBIM JiuTeparypbl. Onpenenenue mytanuun V617F B
rere JAK2 ciy>KUT JOMOTHUTEIHHBIM JUATHOCTHYECKUM MapKe-
poMm y OonbHbIX XMII3, a BBISBICHHE Y HUX KOMILJIGKCHOTO Ka-
PHOTHIIA TIPU [IUTOTEHETHYECKOM HCCIICIOBAHIH MTO3BOJISIET BbI-
JICNIUTh TPYIINY prcKa TpaHc(HopMaluu 3a001eBaHUsL.

bone3Hb KactnemaHna: KﬂlllHIlIKO-MOpd)OIIOI'I/I"IECKVIe BapuaHTbl N pe3ynbTaTbl JiedyeHnA
AJ1. MenuksaH, E.K. Eroposa, W.b. KannaHckas, A.M. KospurrHa
OIrBY lemaTtonornyeckmnin HayuHblii LeHTp MuH3apascolpa3suTma Poccun, Mocksa

Bseoenue. B nocnennee BpeMs OTMEYEH 3HAYUTEIIbHBIA HH-
tepec k O6onesnn Kactnemana (BK), B mepByro ouepe/p, u3-3a ee
cBsi3u ¢ reprecBupycom 8-ro tuna (HHV-8), BUU-undeximeii.
Ota penkast 00/1€3Hb ¢ IEPBOHAYATIBHBIM IIPOSIBIICHUEM B KaUeCTBE
JIOOPOKaUeCTBEHHOTO 3a00JI€BaHMs, OTHOCHTCS K HEOITyXOJIEBBIM
nmumpaneHonatusam. BK moxer couerarscst c POEMS-cunipomMom,
MHOXECTBEHHOI MUEIOMON, MOXET IIPOrPECCUPOBATh B CAPKOMY
Karromm, 3110kaqecTBEHHYIO JIMM(MOMY WITH OITyXOJb U3 (DOJUTUKY-
JISIPHBIX JICHAPUTHBIX KieToK. JlnarHoctuka BK tpebyer 00si3a-
TEJILHOTO BBIIEIECHUS TUCTOJIOIMYECKUX IIOATHIIOB OOJE3HU: IHa-
JIMHO-BACKYJIIPHBIN, IIa3MOKJIETOUHBIH, CMEIIaHHbIH; yTOUHEHUS
CTENEHH PACIPOCTPAHEHHOCTH MpoIecca (JOKaIbHBIM, MYJIbTH-
LEHTPUYECKHi1), uccuenoBanusl Ha uHpuuupoBaHHocts HHV-§,
ypoBHS Tponykiuu uHTeprnelknHa-6 (MJI-6). B mannoit pabote
IpeCTaBICHbl KIMHUKO-MOpdoIorudeckas XapakTepHCTHKa H
pe3ynbrarsl JedeHus 48 BUY-HenHbumpoBaHHbIX 601bHBIX BK,
HaOJFOABIINXCS B TIOJMKIMHUYECKOM OT/EeNIeHHH [ emMaronornye-
ckoro HayuHoro tentpa (CHIT) ¢ 1995 mo 2011 &

Mamepuanst u memoowt. CpetHuii BO3pacT OOJIBHBIX COCTA-
B 36 net (16—69 ner). Cpoku HabmoneHus ot 7 mo 320 mec,
coorHomenne M:K — 1,1:1,0. Cpenn Hux y 22 (46%) nuarto-
CTUPOBAH THAIMHO-BACKYJISPHBIN BapuaHt, y 16 (33%) — mia3-
MoxJIeTouHbIi BapuaHT n'y 10 (21%) — cmemanssiii Bapuant bK.
VY 4 607bHBIX ¢ IA3MOKJICTOYHBIM MYJIBTHLEHTPUYECKUM BapH-
anroM Oosieznu (MKDB) B Tkanu nuM@aTnieckoro ysia UMMYy-
HOTHUCTOXMMHYECKUM MeTonoM BeisBieHa JJHK HHV-8. ¥V Bcex
OOJIBHBIX C TJIa3MOKJIETOUYHBIM BAPHAHTOM, HE3aBHCUMO OT LICH-
TPUYHOCTH OOJIE3HU, UMMYHOTHCTOXUMHUYECKUM METOIOM TKaHU
TMM(paTHYECKOTO y37Ia BEISIBUIN PA3HON CTENIEHU BBIPAKEHHOCTH
runepnpoaykuuio NJI-6.

Pezynomamol u odcyscoenue. AHanu3 pesynbraToB Je4EeHUs
MOKa3aJl, YTO XUPYPTUUECKOE yIaICHNEe BOBICYSHHBIX TMM(paTH-

YECKHUX y3JIOB IPUBEIIO K BI3IOpoBiIeHHIO Y 33 (70%) GonbHBIX
C JIOKaJBHBIM THAIMHO-BACKYJISIPHBIM U TUIA3MOKJIETOYHBIM Ba-
puantamamu BK, He3aBHCHMO OT aHATOMUYECKOH JIOKAIU3aIUU
omyxonu. Cpenu HUX, 5 OOJNBHBIX € JIOKAJIbHBIM IIa3MOKJIETOY-
HBIM BapHaHTOM JIOTIOJHUTENIHFHO TTONYYMIN JIyYEBYIO TEPAITHIO
Ha 00nacth nopaxenus (30—40 I'p). Peruaussl He HAOIFOAATICH
HU y OJHOrO OOJBHOIO IIpU CpoKax HaOmrozeHus oT 28 no 290
Mec. M3-3a penkocTn 3aboeBaHms, JICUCHUE TIa3MOKIIETOYHOTO
BapuaHTta BK npencrasisier Oonpliye TpyIHOCTH. B Hactosiiee
BpeMmst xuBbI 8 (53%) u3 15 6onbHBIX: 2 OOJBHBIX NOIYYUIH Te-
panuio kypcamu CHOP (cpox naOmronenust ot 24 10 36 mec);
2 OOJBHBIX ayTOMMMYHHOW reMoiuTnieckor aHemueit (ANUTA)
nomyunnu Tepanuto kKypcamu R-CHOP (pemuccusi, cpok Ha-
omronenus ot 36 1o 60 Mec) u 3 — 10 porpaMme puTyKcumMad +
BEJIKEI/1 + JiekcaMeTa3oH (peMuccusi, CpOK HaOIkJCHUS OT 7 JI0
14 mec). Ocranbubie 7 (47%) OONBHBIX, cpeay HUX 3 OOJNBHBIX
MKSB, accommmpoBarnasiM ¢ HHV-8, co cpenneit mpomomkurens-
HOCTBIO XKM3HH 44 Mec, yMEepIHu OT CENTUYECKUX OCIOKHEHUH.
VY 2 Goneubix HHV-8 accoluupoBaHHBIM C I11a3MOKJIETOUHBIM
BapUaHTOM, B CpelHeM uepe3 48 Mec, KOHCTaTHpOBaHa TPaHC-
(hopmarnus 3a001eBaHusI B IMM(POMY C arpeCCHBHBIM TCUCHHEM U
JIeTaJbHBIM UCXOJ0M. TakuM 00pa3oM, MPOTHO3 MIa3MOKIIETOY-
Horo BapuanTa bK HeOnaronpusreH.

Buieoow:

1. BK, HecMOTps Ha CBOIO PEAKOCTb, NOJDKHA OBITH BKIIIOYE-
Ha B TU(PepeHInaNbHbINA HarHo3 TuMdaaeHOmaTHil.

2. Tlporuo3 BK y BUU-otpuuaTenbHbIX O0IbHBIX ONPEaes-
€Tcsl TUCTOJIOTMYECKUM BapUAHTOM U CTEIEHBIO PACIPOCTPaHEH-
HOCTH 3a00JIeBaHMSI.

3. Bwi0op Tepanuu npu BK 3aBHCHT OT THCTOIOrHYECKOTO
BapUaHTa, PAcIpOCTPAHEHHOCTH IpOLEcca, HAJIUYUs ayTOUM-
MYHHBIX OCJIO)KHEHUH 1 nHpuuupoBanHoctn HHV-8.

SdPpeKkTBHOCTD KOMOMHUPOBAHHOI IMMYHOCYNpPECCUBHON Tepanunu 60bHbIX annacTnyeckol aHeMuei
Mo AaHHbIM MHOTFOLLEHTPOBOIro uccefgoBaHnA HaynoHanbHOro remartonormnyeckoro o6wecrsa (2005-2011 rr.)
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Beeoenue. B pamkax HarnumoHanbHOro remMarojoruueckoro
obmectsa ¢ 2005 I. IPOBOAUTCS IIEPBOE OTEUECTBEHHOE MHOIO-
LEHTPOBOE HccienoBanne dPpHEKTUBHOCTH UMMYHOCYTIPECCHB-
Ho# Tepanuu (VICT) npu armactuyeckoii anemuu (AA). Llens Ha-

14

CTOAIIEr0 UCCIEA0BaHUS — KOOPAUHALUS YCUINH [0 OKAa3aHUIO
JIOCTYITHOW COBPEMEHHOI MEIMITMHCKON TTOMOIIN OOJbHBIM AA.

Mamepuanovt u memoowt. B uccie10BaHy MPUHUMAIOT y4a-
crue 14 remaronornyeckux LeHTpoB (I'emaronoruueckuil Ha-



lpunoxeHue

yuHblif nentp, Mocksa; HUM xnunuyeckoit ummyHonoruu CO
PAMH, HoBocuOupck; reMarojiorHuecKue OTIEeNICHHsI 00aacT-
HBIX KIIMHUYECKUX OOJIbHMIL).

C suBaps 2005 1. o anpens 2012 1. 3apeructpuposano 315
6onbHbIX AA. JlanHas pabora mocesiieHa pesyinsratam WMCT
B3pOCJIBIX OONMBHBIX AA, momyyaBiux Jedenue B 2005-2011 rr.

Pesynomamut u oocyrcoenue. OUeHKY pe3ylbTaToB Jede-
HUs TpoBenu y 173 6ombHbBIX (58% Myx4uH U 42% KEHIIUH) B
Bo3pacrte oT 16 1o 72 net (MenuaHa Bo3pacra 23 roza), B Ipo-
rpaMMmy JI€YeHHUS] KOTOPBIX OBLIM BKJIIOYEHBI aHTHTUMOLUTAP-
HBII TI00YJIHH B COYETAHUU C IUKIOCIOpUHOM. Tskenyro AA
JUarHOCTUPOBaNIK y 75% OonbHBIX, HeTskenas AA —y 25%.
OLeHKy pe3ylbTaToB I[POBOAMIM COIVIACHO OOIIEIPUHATHIM
KPUTEPUSM: KIMHUKO-TEMATOJIOTHYECKOe YIydIlleHHe, JacTHY-

Has 1 nonmHas pemuccus. Ha nedenne orBetmm 139 (80%) u3
173 GonbHBIX, IPH 3TOM PEMUCCUU ObLTH TONy4eHbl y 107 u3
139 orBetuBmnx Ha MCT OosbHBIX. PeruauBel HaOMIOAIUCH
y 13% OonbubIX. O0mmas 7-1eTHSS BBDKHBAEMOCTh COCTABHIIA
75%. B Teuenue aHanmusupyemoro nepuona BpemeHu (7 ner)
YHUCJIO I'EMAaTOJIOTHYCCKUX HEHTPOB, MPUHUMAKOIINX Yy4aCcTHUC B
HCCIJIEJIOBAHUU U UMEIOIIUX BO3MOXHOCTHU IIPOBEICHHS O0OJIb-
HbIM AA COBPEMEHHOW HMMYHOCYIIPECCHBHON Tepanuu (aHTH-
TUMOLMTAPHBIA MIOOYINH B COYETAaHMM C LUKIOCHOPHHOM),
yBenuuuiock ¢ 5 1o 14. Ilpu 3ToM G0IbIIMHCTBO OOIBHBIX OT-
BeTmiiM Ha koMOuHMpoBaHHYH MCT pasBuTHeM CTaOMIBHBIX
peMuccui.

3aknrouenue. Coxpansiercst mpodiema JieueHus pedpaxrep-
HBIX AA, TpeOyrolas 1aibHEHITNX COBMECTHBIX MCCIICIOBAHUM.

Ponb TpaHcnNaHTaLMM reMmono3TU4YeCKNX CTBOJIOBbIX K/1eTOK B JieueHUun numepom
H.B. Muxannosa, E.B. KongakoBa, A.A. Bnacos, E.C. bop3eHkoBa, O.C. YcneHckas, H.3. Ocunosa, b.B. ApaHacbes

WNHCTUTYT fleTcKol remaTonorum v TpaHcnnantonorum um. PM. Topbauesoii CaHKT-lNeTepbyprckoro rocyfapcTBeHHOro MeAMLIMHCKOro yHUBepcuTeTa
M. akag. .M. Masnosa

Beeoenue. OCHOBHOIT TIpoOIIeMO B JiedeHHH JTUMQOM B 3py
MOHOKJIOHAJIBHBIX aHTHTEJ OCTAlOTCS PELIUINBBI 3a00JI€BaHMU, Pa3-
BUBLINECS U3 TUM(OMHBIX KIETOK, PE3UCTEHTHBIX HE TOJIBKO K XU-
MHoMnpeparnaparam 1-i IMHIN, HO U K MOHOKJIOHAJIbHBIM aHTHTENaM,
B YAaCTHOCTHU K PUTYKCHMaOy (TIpY HEXOLKKUHCKUX JIMMdoMax). B
OCHOBHOM JICUEHUE PELIUIUBOB Y OOIBHBIX MOJIOXKE 65 jeT 6e3 Ts-
JKEJIBIX COITYTCTBYIOLINX 3a00JI€BaHMI OCHOBAaHO HAa NMPHMEHEHUH
HpenaparoB 2-ii IMHUHU, HE UMEIOIIHUX N1ePEKPECTHON TOKCUYHOCTH
¢ mperiaparamu 1-i JIMHUM U BBICOKOJO3HOM MOJIMXUMHOTEPAITUH
1071 3aLIMTON TPAHCIUIAHTALMK AyTOJIOTUYHBIX I'€MOMOITHYECKHX
crBonoBbIX KieTok (ayTo-TI'CK). IMokazanus k ayro-TI'CK paszpa-
6oraHbl U omyOnKKoBaHb! B Bujie pexkoMenaanuil EBMT. OcHoBHas
npuunHa Heyaad ayTto-TT CK — pe3ucTeHTHOCTh 3a00JIeBaHusI 1, KaK
CJIEJICTBUE, TIOCTTPAHCIIIIAHTALIMOHHBIE PELIUINBEIL.

Mamepuanst u memoost. J1111 yydieHus pe3ysbTaToB Jieye-
HUSI OOJIBHBIX C PEIMAMBAMU U PE3UCTEHTHBIMHU (HOpPMAMU JIHM-
¢om B MHCTHTYTE NETCKOW IeMaTrojOrMU U TPAHCIUIAHTOJIOTHH
uM. P.M. TopGadeBoii ucronb30Bay Clieayromue MeTo/bl: Mpo-
THO3MPOBAHHWE PHUCKA IMOCTTPAHCIUIAHTALMOHHOTO PELUINBA C
HOMOILbIO O3UTPOHHO-OMUCCHOHHOM ToMorpaduu (I19T), npu-
MEHEHHE HOBBIX PEXKUMOB KOHIULUMOHHPOBAHUS, HCIOJIB30Ba-
Hue anantuBHON nMMyHoTepanuu (amto-TI'CK ¢ mocnemyrommm
HepearBaHueM JOHOPCKUX JUM(pOLUTOB). B ciydae nepBu4HOM
PE3UCTEHTHOCT BO3MOXKHO IPUMEHEHHE TaHJEMHOI TpaHc-
IJTAHTAIMU: ayTOJIOIMYHON—aJIJIOr€HHOM.

Pezynomamat u oocyscoenue. B nepuon ¢ 2008 1. y 64 601b-
HBIX arpeCCUBHBIMH HEXODKKUHCKUMU JIMMpOMaMu 1 TUM(OMOit
Xomxkunaa (HXJI u JIX) nepen u nmocine ayro-TT'CK BoimomHsuu
II9T ansa onpeneneHuss MeTaboOIMYECKONH aKTUBHOCTH OILYXOJIH.
BbDKMBaeMOCTb OONBHBIX, Y KOTOPBIX YAanoch AocTuup IIOT-
orpunareibHelii craryc nepen ayto-TT'CK Obuta cyriecTBeH-
HO nyyiie, yeM y [I9T-nonoxurensHbix OOJMBHBIX: 3-X JICTHAS
obmast BebkuBaeMocth (OB) cocraBuna 87% npotus 42% (p =
0,013). ¥V 7 GosibHBIX C BBICOKUM pUCKOM penmauBa JIX mocie

ayTo-TI'CK ¢ nexabps 2011 1. mpuMEHEH HOBBIH PEKHM KOHIIHU-
[IMOHMPOBAHMUS C BKIFOYCHHEM OeHJamycTHHa B 103¢e 140 mr/m? B
TeyeHue 2 naHei, mendanana 140 mr/m?, Benesuna 200 Mr/m? B Te-
genue 4 aueit, urosapa 200 mr/m? B Teuenne 4 aueit (BeEAM).
B kauecTBe KOHTPOJIBHON IpyIIbl BeIOpanyu 18 GONbHBIX, CpaB-
HHUMBIX 10 PUCKY PELIUANBA, BO3PACTY, NPEIUIEUCHHOCTH. B pe-
3yJbTaTe He BBIABICHO PA3IMYHUi 110 BPEMEHU BOCCTaHOBIICHHS
reMoIo033a, He(POTOKCUUHOCTH, TeNaTOTOKCUYHOCTH, OJHAKO B
rpynmne ¢ 6eH1aMyCTHHOM ObLIO MEHbIIIE S1M3040B (peOpHIbHOM
HEHTPOIIeHNH, peke UCIIOJIB30BAIN 3aMECTUTEIbHYI0 TeMOKOM-
MOHEHTHYIO Tepanuto. [locTTpaHCIIaHTalMOHHOMN JIETaIbHOCTH
He Obu10. Henocpencresenno nocne ayro-TI'CK nonnas pemuc-
cust OblTa TosTydeHa y 6 OOJIbHBIX, YaCTHYHAsI peMUCCHS (B TPYII-
e ¢ pexumMoM KoHaunuonuposanusi BeEAM) — y 1 GonbHoro.
bennamycTuH ObUI TaKXKe BKJIIOYEH B PEXKUM KOHIULIMOHUPOBA-
Hus npu ao-TI'CK y 2 6onehbix XJIJT u y 1 6omprOTO JIX.
Mbl NpUMEHMIM HEMHUEN0a0NaTUBHBIM pekuM (OeHIaMyCTHH
120 mr/m? B Teuenue 3 aHeid, Guonapabus 25 Mr/m? B TeueHue 3
nHel, purykcuMab 1000 mr/m? 1 pas B Heneno Ha auu -14, -7, +1,
+8). Pexxum BriepBbie ObL1 npesioked B M.D. Anderson nieHTpe
quis tedenust HXJL Y OonbHBIX XpOHHUYECKUM JTUM(OIEHKO30M
(XJIJT) monmyyeHa mosyiHast peMuccust 3a00JIeBaHuUs, TPOIOIIKAIO-
1ascs 10 HacTosiero BpeMeHu. Y nanuentos ¢ XJIJI konaummo-
HUPOBAHUE U BECh IOCTTPAHCILIAHTALIMOHHBIH IeprUo IPOBEIEH
amMOyJIaTopHO B YCIIOBHSIX THEBHOTo cramuoHapa. Ciemyer oT-
METHUTb OTCYTCTBUE HH(PEKLIIUOHHBIX OCIOKHEHHUH, Y AI[UEHTOB,
noyunBinx auioTI'CK amOynaropHo.

3akntouenue. Bemomnenne [19T nepen ayro-TI'CK y marm-
entoB HXJI u JIX mo3BonseT mporHo3upoBaTh pe3yibTaThl ayTo-
TT'CK; BritoueHue OEHIAMYCTHHA B PEXXUMbI KOHIUIMOHHPOBA-
Hus kak npu ayto-TT'CK, tak u mpu amno-TI'CK He yBenmmumBaer
TokcnuHocTh XT. HemuenoadnatuBHbli pexkuMm (OeHAaMycTHH +
(monapabuH + Merago3sl PUTYKCHMa0a) HETOKCHYCH, 3 (heKTHBEH
u 11o3BoJisieT npoBectd awio-TT'CK B aMOymaTopHbIX YCIOBHSIX.

TpaHcnnaHTaLyA anfioreHHbIX reMONo3TUYEeCKNX CTBOJIOBbIX KNneTok y 6onbHbix XMJ1 Bo 2-11 n nocnepyiowen
XPOHUYECKON CTagunn, akcenepauum unm 61acTHom Kpunse
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Beeoenue. TpaHcrulaHTaLUs aJIJIOT€HHBIX TEMOIOAITHYECKHX
CTBOJIOBBIX Ki1eTOK (ai10-TT'CK) coxpaHseT 3Ha4MMOCTb KakK Te-
pareBTUYECKHl MeTO/l y OOJNBHBIX XPOHUYECKHM MHUEIIOUTHBIM
neiiko3om (XMJI) ipu pa3BUTHH PE3UCTCHTHOCTH K Teparuu UH-
rubuTopamu TUpo3uHKuHa3. Pesynprare! amno-TI'CK y OonbHbIX
C MPOJIBUHYTBIMHU CTaAusAMHU TeueHuss XMJI 3HaunTeabHO XyKe,

4yeM y OOJIbHBIX B TepBoW xpoHuveckoi (daze. Llenb paGoTsl —
oueHuTb dhdexruBHocTs auio-TI'CK y GONbHBIX ¢ IPOIBUHY-
TBIMU cTagusaMu XMJIL.

Mamepuanst u memoovl. BBHINOTHEH pPEeTPOCHEKTUBHBIN
aHaJaM3 JOJITOCPOUHBIX PE3Y/IbTaTOB TEpaluu B Ipynne u3 66
00MbHBIX (41 7KLl MY)KCKOTO Toj1a U 25 — )KEHCKOTO B BO3PAacTe
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