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Heuab pa6orbl. MOHUTOPHHI MHUHUMAJIBHOW PE3ULyabHOM
6one3nn (MPB) y 6onbHbix MM Ha 3Tare BhICOKOAO3HOW KOH-
COJIMJIAITHH.

Martepuanst u MeToabl. O6cnenoBansl 32 GonbHEIX MM (17
MYX4uH U 15 skeHIuH) B Bo3pacte ot 41 roga o 65 ner (MenuaHa
Bo3pacra 58 ner). Pasza 3aboseBaHus 1MOCIe WHIYKIMH OOpTE30-
mubconepxkanwmu cxemamu: [1P — 12, oxYP — 8, UP — 12. Mo6u-
mzanust ['CK o cxeme LI® 4r/m*+ I'-KC®, KOHIUIMOHUPOBAHIE
niepen ayto-TCKK mendanan 200 mr/m?. TTocne ayto-TCKK TP —y
19, oxYP — y 13. O6pasiipl KOCTHOTO MO3ra UCCIICIOBATIM METOIOM
MHOTOMapaMeTpryecKoid mpotoynor muromerpun (MIIL) no mo-
6wmsanuu I'CKK, uepes3 2—-6 mec nocie ayro-TCKK Ha nporou-
HoM 1Tomerpe BD FACSCanto II, muenoMHbie ma3MaTiHaecKme
knerku (I1K) ompenensiiucy no anturenam CD38/CD138/CD45/
CD19/CD56/CD117/CD28 cornacHo niporokoiy A.Rawstron, 2006.

MPE < 0,01%, 0K0JI0IOpOroBoe Koin4ecTBO MueIoMHbIX [TK 0110
ompenesnieHo B koinuectse 0,01-0,04% pe3nayanbHbIX KIETOK.

Pesyabrarel. Ilpu obcnenoanuu 12 GonbHeix B IIP, mo-
CTUTHYTOM B pe3yJibTaTe WHIYKUUOHHOHN Tepanuu, MPB BbIsB-
neHa y 6 (50%). OkonornoporoBoe Koau4ecTBo MUETOMHBIX [TK
omnpeneneHo y apyrux 6 6onbHbIx ¢ ITP u 1 6onbHOTO ¢ 0XYP.
ITocne ayto-TCKK nmMmynoxumunueckas I1P quarnoctiupoBana y
19 GompHBIX, cpean koTopbix MPB™ otmeuena y 7 (37%) 6omb-
HBIX, TIPU 9TOM y OCTaJIbHBIX 12 OOJNBHBIX BBISBICHO OKOJIOIIOPO-
roBoe 3HayeHue MueraomMubIx [1K.

3akuouenne. MIIL] sBisiercst MeTo10M BBIOOpA JIJ1sl TOUHOTO
KOJIMYECTBEHHOT'O OMPEACICHUS pe3uayanHbix MueaomMubix [1K
y 6onbHBIX MM Ha pa3HbIX 3Tanax Tepanuu. BeisiBieane MPB
nocne ayto-TCKK cBumeTenbcTByeT o 1esecoo0pa3sHOCTH Ha-
3HAYEHUS MTOJJIEPKUBAIOLICH Teparuu.

BnAnAHne reHeTUYECKMX aHOManuii Ha o6LLyI0 BbKNBaeMOCTb 60/IbHbIX MHOXK€CTBEHHOI MUenomMoli

lapudynnunx A, MaptbiHkesuy U.C., Bonowwn C.B., LmuaT A.B., KyslunHos A.lO., LLlysaes B.A., ®omuHbix M.C., CtenbmatueHko J1.B.,
Beccmenbues C.C., Abgynkaabipos K.M.
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BBenenue. Vcronp30Banne COBPEeMEHHBIX MMPOTOKOIIOB JIeUe-
HYsI OOJBHBIX MHOKECTBEHHOM Muenomoii (MM) ¢ npuMeHeHu-
€M MHIHOUTOPOB MPOTEACOM, UMMYHOMOJIYJIATOPOB, BHICOKOIO-
3HOW XUMHOTEPAITUH BBI3BIBAET HEOOXOAUMOCTH MOMCKA HOBBIX
MIPOTHOCTUYECKHX (B TOM YHCJIC TEHETUYECKHX ) MApKEPOB.

Heuan padorsl. OLEHUTH YaCTOTY BCTPEUAEMOCTH FeHEeTHYEe-
ckux aHomanuit (F'A) U ux BIUSHHUE HA OOIIYH BBDKHBACMOCTD
(OB) y 60ompHBIX MM.

MarepuaJisl 1 MeTOABI. Mbl oLleHWIN JUIUTeabHOCTh OB y
103 6onpHBIX MM B Bo3pacte ot 28 10 93 ner (MeanaHa Bo3pac-
Ta 61 rox), KOTOPBIM BBIMOJHSIN TEHETHUYECKUE HCCIICAOBAHNSI.
CooTHonIeHre My X41HbI/KeHIMHBL — 1:1,3. [luToreneTnyeckuii
aHaJIN3 KJIETOK KOCTHOTO MO3Tra BBINOJHSUIM 10 CTaHJapTHOM
GTG wmeronuke. [Ipu nccnemosanun metonom FISH wmcnons-
3oBasin JIHK-30umb1: LSI 13(RB1)13q14, IGH/CCNDI, 1GH/
FGFR3, LSI Tp53(17p13.1) (Abbott).

Pesyabrarbl. ['eHeTHuecKkre aHOMalMU BbIABICHBI y 28
(27,2%) GonbHBIX: IIpH HUTOreHeTHYEeCcKOM aHanuze y 8 (7,7%),
npu FISH y 20 (19,5%); y 9 (8,7%) HapymeHHs ObLTH KOM-
miekcHeIMH. Y 75 (72,8%) GONBHBIX XPOMOCOMHBIE HapyIle-
Husl He BbIsBiIeHbl. CpaBHEHHE 4acTOThl oOHapyxkeHus ['A B
rpymmnax mMonoxe — 61(27,9%) u crapme 65 ner — 42 (26,2%)
pasznuuuii He BBIABUIO. [IpM 3TOM KOMIUIEKCHBIC HApyIICHUS
KapHOTHIIa Yallle BCTPEYaJIUCh B CTapIIeii BO3pACTHON rpyrie
(9,5%), uem B rpymme 60mbHBIX MOJOXKe 65 et (4,9%). Hacrora

BcTpeuaemoctu [A B rpymmax 0oiapHBIX MM, crparuduiupo-
BaHHBIX 0 MexxayHapoaHoW mpornocruueckoi mkaine (ISS),
HE MMella CTaTUCTHYECKU 3HAYMMBIX pasnumuuii: ISS-I — 12
(4,7%), ISS-II — 14 (7%), ISS-III — 17 (14%); p > 0,05 s
BCEX I'pymnIn CpaBHCHUA. CXO}IH]SIG PEe3yabTaThI 6I>IJ'II/I TIOJTYYCHBI
B Ipynnax OONbHBEIX C Pa3iM4HBIM YPOBHEM anbOymuHa u [3,-
MukporioOyiuHa. ['A vaie BeTpeyanuch IpU CEKpelun mapa-
nporenna knacca IgG —y 61 (27,9%) 6onbueix 1 MM benc-
Jxonca —y 5 (40%), pexe npu cexkpeuuu IgA —y 15 (13,3%)
n IgD — y 1(1%) GonpHOTO, ONHAKO Pa3IUYusl B 4acCTOTE UX
BBISIBJICHUS TAKXKE HE 6])1.]'[1/[ CTAaTUCTUYCCKHU 3HAYUMbIMU (p >
0,05). TA t(4;14) Obuia obHapyxkeHa y 3 (2,9%); t(11;14) —y
9(8,7%); del13ql4 —y 11(10,7%); dell7p — y 1 (1%) GonbHO-
ro. Y 4 6onbHBIX BbIsBIEHO codeTanue t(11;14) ¢ apyrumu I'A:
y 2 —c t(4;14), y 2 — ¢ dell3q14. Meauana OB y OonbHBIX,
WMEIOIINX TeHeTHYeCKue abeppanuu, coctaBmia 23,6 mec mo
CpaBHEHHIO C 43,2 Mec y OOIBHBIX ¢ HOPMaJIbHBIM KapHOTHIIOM
U OTCYTCTBUEM MOJIEKYJSIPHO-I€HETUUECKUX MapKEPOB.

3akuoyenne. ['eHeTHYeCKHEe aHOMAJIMM SIBIISIOTCS HE3aBU-
CHMBIM NIpOTHOCTHYECKNUM (hakTopoM y 6onbHbIX MM. Hanmune
XPOMOCOMHBIX HapyLIEHHH HEraTUBHO BIIMSAET Ha JUIUTEIbHOCTD
o01ieil BenkuBaeMocTd 00abHBIX MM. FISH-ananmu3s nossoisier
MOBBICUTH YaCTOTY ONPEACIICHU BI:ICOKOCI'[GLH/IQ)HLIHBIX TCHCTH-
YECKUX MapKEpOB, UIPAIOIUX Ba)KHYIO POJb B JUATHOCTUKE U
oTpeAeNeHIH MPorHo3a mpu MM.

AvnHamwuka MHI-KnoHa y 60nbHbIX annacTUYecKon aHemuen
MmasaHoBa T.B., LLunoga E.P, YybykuHa X.B., Po3aHoBa O.E., Kapmaukas W.W., By6Hosa J1.H., A6gynkagbipos K.M.
OrBY Poccuiicknin HAW rematonorum u tpaHcoysvonoruv ®MBA Poccnn, CaHkT-MNeTepbypr

Beenenne. M3BecTHO, 4TO, MOMHUMO OOJBHBIX C MOATBEPIK-
nennbiM auarnosom ITHI, wierku ¢ ITHI-¢enorunom (ITHI -
KJIOH) BBISIBIISIIOTCS HanOOJIee YacTo IpH alIaCTUYECKOH aHEMUH
(AA). Tak, coriacHO COBpPeMEHHBIM TpencTaBineHusm, [THI -
KJIOH MOXKET OBbITh BBISIBJICH 0OOJiee YeM Yy TIOJIOBHHBI OOJILHBIX
AA. Hannune 1aHHOTO KJIOHA CYUTAETCS MOJIOKUTEIbHBIM IPO-
THOCTHYECKUM ITPU3HAKOM B OTHOLLICHHUHU PE3YJIbTaTUBHOCTH UM-
MYHOCYIIPECCUBHOH Tepanuu O0IbHBIX AA.

Heuas padorel. V3yueHne yacToOThl BBISBICHUS U JUHAMHKHI
[THT -xnoHa y 60sbHBIX AA.

Marepunanasl U mMetoabl. OGcnenoBanbl 69 OoibHBIX AA.
HccnenoBanue mpoBOAMIM METOJOM MHOTOIBETHOM MPOTOYHOM
LUTOMETPUU B COOTBETCTBUHU C PEKOMEHIAIMAMHU MexX1yHapoI-
Horo obmectsa mporouHoi uromerpun (ICCS). B nepugepuue-
cKoit kpoBu omnpexaersui kietku ¢ [THI -penoTunom cpemn rpa-
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nynouutoB (FLAER/CD24/CD15/CD45), monouutoB (FLAER/
CD14/CD64/CD45) u sputpormtoB (CD235a/CD59). Aunamu-
ky [IHI-xmona na mporspkenun 1,5-3 et ¢ mepuogudHOCTHIO
uccienoBaHuii 1 pa3 B 6 Mec IpociexuBaiu y 28 G0IbHbIX.
Pesynbrarsl. [THI -ki10H ObL1 BBIsiBIIEH Y 44 (63,8%) 00mb-
HbIX. Pa3smep ITHI-xiona Bapsuposan ot 0,01 1o 99,8%. Ilpu
atoM y 12 (27,3%) GonbHBIX OH coctaBisul MeHee 1%, y 19
(43,2%) — 6onee 10%. IIposiBeHNs] CKPBITOTO BHYTPHUCOCYIH-
CTOTO T'eMOJIN3a BBISIBIISUIN, KaK MIPABUIIO, IIPH Pa3Mepe MaToo-
TUYecKoro KioHa oonee 25%. CortacHO MOITY4YECHHBIM JaHHBIM,
nannune [THT-knona menee 10% KIMHUYECKOTO 3HAYCHUS HE
UMEET U CYIIECTBEHHBIMU OTKJIOHEHUSIMH B KIMHHUKO-Tabopa-
TOPHBIX MOKa3aTelsiX He CONPOBOXKIaeTCs. IIpH mpoMeKyTou-
HBIX pa3Mepax KIOHAa BO3MOXKHO TPAaH3UTOPHOE ITOBBIIICHHE
JIAT (Mapkepa BHYTPUCOCYIUCTOTO remoin3a) B 1,5-2 pasa mo



Mpunoxerue 1

CPaBHEHHIO ¢ HOPMAIbHBIMH 3HAYCHUSIMH. KITMHUYEeCKH MaHU-
(ecTHBII TeMONIN3 ¢ U3MEHEHNEM LIBETa KOXKH U MOYH, OMIINpy-
OuHeMHuell pa3IMYHON CTENEHH BBIPAXKEHHOCTH M TOCTOSHHBIM
MPEBbIIICHHEM HOpMalibHOTO ypoBHS JIJII' CBIBOPOTKH KpO-
BH B 5—6 pa3 u Oonee ormeuasncs npu pasmepax [THI -kioHa,
npespimaomux 80%. Msyuyenne aunamuxu I[THI-knona y 28
OOJIEHBIX TIOKA3aJ10, 4TO Y ¥4 OOJBHBIX (1 = 7) HaOIIOIANIOCH I10-
crenennoe yBennuenune [IHI -kimona. B Tom uncne napacranue
pasmepoB kioHa Ha 10% u Gonee ormeueno y 3 (10,7%) Bcex
oOcienoBaHHbIX. Y 1 00JbHOH 3a 2,5 roma HaOMIONEHUS KIOH
BBIPOC TOYTH B 3 pa3a IO CPaBHEHHIO C MCXOJHBIM YPOBHEM

(c 30,3 no 82,4%) Ge3 CyIIECTBEHHOTO BIUSHHS HAa KIMHHYE-
CKOe TedeHHe 3a00JeBaHuUsI, HECMOTPS HA MOCTENIEHHO Hapac-
TaloIlKe IPU3HAKH CKPBITOrO remMonu3a. Y 3 OOJIbHBIX OTMeue-
HO CHIDKeHHE copepikanus kieTok ¢ [THI-dpenoTumom, BIutoTh
J0 ncuezHoBeHus (y 1 GOIBHOTO ¢ MCXOAHBIM KIOHOM 1,3%).
B aT0il moarpymnmne TeHACHUUS K YMEHBUICHHIO YPOBHS MaTo-
JIOTHYECKUX KJIETOK HaOmonanach y | OOJBHOW ¢ MEpBUYHO
onpeneneHHbIM Ki1oHoM 80,7%. Yto xacaercst Oonplield yacTu
6onbubix AA/ITHI — 13 (46,4%) B moarpynme u 5 GOJIbHBIX €
OTCYTCTBHEM MAaTOJIOTUYECKOro KJIOHA, TO AaHHBIE TMPOTOYHON
LUTOMETPUH Y HUX OCTABAJIHNCh CTAOMIbHBIMU.

OnpepeneHne reHeTuYecknx nonumopdpusmos CCR5-A32 n CCR2-641 y poHopoB n BUY-1-uHduLmpoBaHHbIx
60nbHbIX

MmuHwukosa O.A., ®espanesa U.C., Makapuk T.B., NMusHuk A.B., Cynapnkos A.b.

OIBY lemaTonornyeckunin HayuHblin LeHTp MuH3gpaBa Poccrm, MockBa; MOCKOBCKIMI KIMHUYECKMIA HAYYHO-MPaKTUUECKNIA LLeHTp fenapTaMeHTa
3paBooOXpaHeHnsa MocKBbI

Beenenne. ITonumopdusMbl IeHOB, KOOUPYIOLIUX XEMO-
kuHOBBEIe perienTopsl CCRS5 m CCR2, koTOpBIe SIBASIOTCS KO-
peuenTtopamu i Bupyca BHUY-1, moryr BiuAThs Ha BepoAT-
HOCTh 3apaxeHus u TedeHne BUY-unpexkuuu. l'omosurornas
myTtanust CCR5-A32, npu koTOpol Ha MOBEPXHOCTH KIIETOK
OTCYTCTBYeT (pyHKUMOHAIbHBIH 6enok CCRS, momHocThIO pe-
IATCTBYeT HNPOHMKHOBEHMIO BUpyca B KIETKM Xo3sauHa. Ilo
CPaBHEHMIO C HOCUTEJISIMU HOPMAJIbHOTO T€HOTHIIA y OOJIbHBIX
¢ rereposurotHoid mytauueir CCR5-A32 mennennee pa3BuBa-
torcst cumnroMel CITM/la, MeHbllle BUpyCHAs Harpyska, Mel-
JneHHee cHIKaercsa konuuectBo CD4 ' T-kierok. B oTHOmEHNN
apyrux nonumopdusmoB reHoB (CCR5-59029, CCR2-64I,
SDF1-3’A u gap.), cBs3aHHBIX C NpoHUKHOBeHueM BHUY-1 B
KJIETKH, IaHHbIE JIUTEpPaTypbl HE TaK 0lHO3HauHbl. Kpome Toro,
ObUIO MOKA3aHO, YTO PACHPOCTPAHEHHOCTh ITUX MYyTalUH OT-
JMYAETCS y Pa3HbIX 3THUYECKUX rpyni. Tak, yacToTa MyTaluu
CCR5-A32 y mpexncraBuTeneil €BpONEOUTHON pachl 3HAUYU-
TEJBHO BBIIIE, YeM y a(pUKaHLEB U a3uatoB. [lis pycCKUX U
yKpauHIeB yactora rerepo3urorHoit mytauuu CCR5-A32 co-
craBnseT B cpennem 21%.

Ieaw padorsl. Onpenenenne yactoTsl reHoTunoB CCRS5-A32
n CCR2-641 y nonopoB u BUY-1-uHbuuupoBaHHBIX OOJIBHBIX
(BUYY).

Marepuanst u meroabl. VccnenoBano 59 obpasuos JTHK
BUY*-60nbHbIX 1 77 00pa3uos JJHK moHOpOB. MyJIBTHILIEKCHYO
[1LIP B peskumMe peanbHOro BpEeMEeHHU ISl ONPeJIeNICHUs TIOJIMMOp-
¢uzmoB CCRS5-A32 u CCR2-641 npoBoauiu ¢ npaiiMepamu, pas-
paboTaHHBIME C TIOMOIIBEO Mporpammbl Primer 3.0, ¢ Habopamu
pearenToB (pupmbl "CHHTONI" B COOTBETCTBHH C HHCTPYKIIUCH.

Pesyabrarel um  o0cyxaeHue. lerepo3urotHas MyTa-
musi CCRS5-A32 oraBnena y 20,8% mnonopoB u 13,6% BUY'-
6ombHbIX. ['omo3urornas myrarmus CCR5-A32 —y 2,6% nonopos
u He oOHapyxxeHa y BUYU-0onbHbIX. [eTepo3uroTHas MyTarus
CCR2-641 BosiBiena y 22,1% monopos u 23,7% BUY -60mbHBIX.
I'omozurornast myranust CCR2-641 BorsiBiiena y 2,6% 10HOpOB u
He oOHapyxkeHa y BUU™-00/1bHBIX.

3akirouenue. BrisiBIeHHBIE HAMH YacTOTHI PaclpoCTpaHe-
Hust myTtaruii CCR5-A32 u CCR2-641 coBmnagaroT ¢ JaHHBIMU
nureparypbl. [loydeHbl CTaTHCTUYECKH 3HAUUMbIC DPa3IUYUs
mo vactore BcrpedaemMoctu reHOTHNoB CCR5-A32 B rpymmax
noHopoB u BUY-undummposannsix. ITo pesynsraram 4acTor-
Horo aHanu3a B rpynne BUY-unduupoBaHHbIX JaHHAS MyTa-
[IMsI BCTPEUAETCS] B TETEPO3UTOTHOM COCTOSIHHH B 1,5 pasza pexe
(p < 0,05), yeM y JOHOPOB, @ B TOMO3UTOTHOM HE BCTPEYACTCS
BooO1e. ITomydeHHble pe3yIbTaThl TOBOPST B I10JIb3Y THIIOTE3bI O
MIPOTEKTUBHBIX cBOHCTBaX MyTaHTHOTO amenst CCRS5-A32.

PecTpuKuua rymopanbHOro MMMYHHOTO OTBETa Ha aHTUreHbl Tpom6ouutoB cuctem HPA n HLA
y remaTonornyecknx 60onbHbIX

lfonoskuHa J1.J1., AtpowieHko I.B., MywknHa T.O., Bacunbesa M.H., Muxainosa E.A.
®rbY lemaTonornyecknin HayuHblin LeHTp MuH3gpasa Poccum, MockBsa

BBenenne. ATUTONMMYHHU3AINS FEMATOJIOTHYECKUX OOIBHBIX
k antureHam cucteM HPA (Human Platelet Antigens) u HLA
(Human Leukocyte Antigens) kiacca I siBisieTcss ofHUM U3 OC-
HOBHBIX HMMYHOJOTHYECKUX OCJIOKHEHHH TpaHC()y3nOHHOM
Tepanuy TpoMOoLUUTaMH. B MHHUIMAMy ryMOpanbHOTO MMMYH-
HOTO OTBETa BaXKHYIO poiib UrparoT mosexyiasl HLA knacca II:
AMHHOKHUCIIOTHBI COCTAB INENTHICBS3BIBAIONINX CAHTOB MMMY-
HOKOMITCTEHTHBIX KJIETOK BIHSET Ha MPE3CHTALNIO TyKEPOIHBIX
OenxoB peuentopam T-nmumdonuros. [lonumopusm aHTUTEHOB
cuctem HPA u HLA, ompenenseMbrii 3aMeHaMHd aMHHOKHC-
JIOT, BIMSIET Ha MPE3EHTAIMI0 MMMYHOTCHHBIX OJMIONENTHIOB
BCJICICTBUE M3MEHEHMSI UX MPOCTPAHCTBEHHOU KOH(UIypauuu.
HLA-pecTpUKTHpOBaHHBIE MEXaHU3MbI ATIONMMYHH3aLlUH Ha
anturensl cucteM HLA u HPA B Tpancdy3nonoruu u3ydeHsl He-
JOCTATOUHO.

Iean padorsl. Mzyuenue Bmusaus HPA- m HLA-renoruna
0OJILHOTO Ha aHTHUTEN000pa30BaHUE MPU TpaHCchy3HsiX TPOMOO-
LUTOB.

Marepuanbl u Metoabl. OGciieoBanbl 29 OOJIBHBIX arlia-
ctudeckoil anemueil (AA), 18 — octpbeiM 1UMQOOIACTHBIM JIEHi-
ko3oMm (OJIJT), 20 — ocTpbiM MuenoOIacTHBIM Jieiiko3om (OMJ),
300 momopos. TkaneBoe Tunuposanue jokycoB HLA-DRBI,
-DQBI (Hu3k0€ U BBICOKOE Pa3pElICHUE) BBHIIOIHIIM METOAOM
nosuMepasHoit nennoi peakuuu (ITIP) ¢ cexBeHc-cnienngu-
YeCKUMHU TpaiiMepaMu, TeHoTunupoBaHue jnokycoB HPA-1, -2,
-3, -4, -5, -6, -15 — meronom IILIP ¢ amrenb-cienupuuecKumMu
npaiiMepamu. CorocraBlieHre Pe3yIbTaToB UMMYHO(EPMEHTHO-
rO aHaJlM3a C HATUBHBIMHU M JMIeHHbIMH HLA TpomOoruramu,
MHUKPOJIIUMQPOIUTOTOKCHIECKOTO TECTa MPUMEHSUIN ISl BBISBIIC-
HUSL ¥ OTIPEJIENICHHs] HallPaBJIeHHOCTH aHTHTEN, TPOMOOLHUTEI J10-
HOPOB ¢ n3BecTHHIM HPA-reHOTHIIOM MPpUMEHSIIN A7 U3y4eHUs
cneunpuynocty antu-HPA-anTuTen.

Pe3yabTarel m o6cyxaenue. CriocOOHOCTh K aHTHTENO-
00pa30BaHUI0 y OOJBHBIX 3aBHCEIIA OT HO30J0THYECKOH (POPMBI
3a00J1€BaHNi, KOTOpBIE 110 YACTOTE AJJIOUMMYHU3ALUN MOXKHO
MpeICTaBUTh B cieayromeM mopsiake: AA — OMJI— OJIJL. Onpe-
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