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OI'BY HUMKU CO PAMH (HoBocuotupck), 2 — B @I'BY GLICKD
um. B.A. AnmazoBa (Cankr-IlerepOypr). S O0JIBHBIM IIpOBEACHA
"rangeM-TpaHciianTauus”. Jluarno3 MM ycraHaBiaMBaim Ha OC-
HOBaHMH MEXIYHApOIHBIX KpUTEpHEB. Y BceX OONBHBIX Ha MO-
MEHT IIOCTaHOBKH AWarno3a Habmropanacs I craagns 3aboneBanus.
VY 11 GonbHbIX B nebroTe 3a001eBaHus (PyHKLUS MOYEK ObLIa HE
HapylieHa, y 2 — ormedeHo ymepeHHoe cHmkenne CK®. Ocreope-
CTPYKTHBHBIN Tiporiece (auddy3Ho-oyaroas GopMa) OTMEUYCH y
11 GonbHBIX, Y 2 — OpayKeHUs KOCTel ckeera He ObLIo (auddys-
Has (opma). Y 6 GONBHBIX BBISIBICHA MOHOKJIOHATIBHAS CEKPELIHS
IgG (x Tvma), y 5 — IgA (y 3 — A, y 2 — k-Tumna), y 2 — 6enok benc-
JlxoHca. B kauecTBe MHIYKIIMOHHOM Tepariy O0JIbHbIC TOTydalll
cnenyromue pexxumbl: VAD Ne3 (3 6ombHbIX), VAD Ne3 + PAD
Ne2 (1 6ombHOIT), VAD Ne3 + VD Ne3—4 (4 6ombabIX), VD Ne6-7
+ VCD Ne2 (2 6ombabIx), VD Ne6-8 (3 OombHbIX). YacTuuHas
peMHECcCHsl IOCTUTHYTa y 3 OOJBHBIX, OYSHb XOPOIIasl YaCTHYHAS
pemuccusi — y 1, monHas pemuccust — y 9. OheKTUBHOCTD Jiede-
Hus onpezenanacs no kpurepusMm EBMT. B kadectBe pexuma
KOHJTUIIHOHUPOBAHKS Y BCeX OONBHBIX MPHUMEHSUTH BBICOKHE JIO3bI
Mmendamana: y 2 — 100 mr/v?, y 1 — 140 mr/m?, y 10 — 200 mr/m>.
IMonnepxuBaromas Tepamnys Hociae TPAHCIUIAHTALMY ObUla CIIey-

OIIeH: y 6 GOJIBHBIX KCIONb30Bau 6oprezomud (1,3 mr/m? B 1, 8,
15, 22-i1 iau uepes 4 Hex, 4 Kypea), y 3 — peadepon, y 1 — tanuao-
MUz, 3 6onbHBIX JeueHue nocie ayto-1TT'CK He nomyyanm.
Pe3yabrarnl u 06cy:xkaenne. 3a nepros HaoroneHus ot 10 o
89 mec (Menuana 47 mec) mporpeccusi 3a00JIeBaHNsI OTMEUYCHA Y
7 (54%) OonbHBIX, CpefHee BpeMs 10 IPOTPEecCH COCTaBwiIo 18
(6-60) mec, nonHast pemuccus coxpansiercs y 6 (46%); Bpems Ha-
omonennst 10-64 mec, meauana 37 mec. JleTansHOro nexoza, CBs-
3anHoro ¢ ayto-TT'CK, He 6p110. Ha done nporpeccuu 3adonesanus
yMepiu 3 GOoNbHBIX (Bpemst 10 mporpeccun mocie ayto-TT'CK co-
craBwio 11-16 mec). 3 5 GonbHBIX, KOTOPHIM BBITIOJIHSLITA TaHIEM-
Hyto ayTo-TI'CK, y 2 coxpansieTcs IIojHasi peMHccust 3a00/IeBaHus
(Bpemst HaOmroneHus 42 u 76 Mec), y 3 — KOHCTaTHpOBaHa Iporpec-
cust MM (2 ymepiu, 1 GosbHOM B HacTosiiiee Bpemst roiydaet XT).
3akitouenne. Ha cerogHsmHmii 1eHb MHOIOUNCIEHHBIMU HC-
ClIeIOBaHHSIMHI JJOKa3aHa poiib ayTo-1T'CK B yBennueHn# npozon-
JKUTETGHOCTH JKM3HH 1 YIy4IICHUH €€ KadecTBa y OonbHBIX MM.
Cy1mecTBeHHOH NpoOIeMOl SBIISIETCS HEAOCTYIHOCTb JaHHOTO
METO/Ia JIeUeHHs B 00JbIIMHCTBE pernoHoB PO. K npumepy, B Up-
KyTCKOH 00JIacTH B TeUeHHE 7 JIET CTAaHIAPTHBIA METOJ| JICUCHHS
MM c npumenenueM ayto-TT'CK noyuniu Tonbko 13 60IbHBIX.

MporHocTryeckas 3HauUMMocCTb MyTauuii B reHax CKIT u NRAS y 60i1bHbIX OCTPbIM MVENOVAHbIM fieliko3om c t(8;21)

Metpoga E.B., MapTbiHkeBnY U.C., MapTtbiHeHKo J1.C., MonywkuHa J1.6., LibibakoBa H.10., ViBaHoBa M.I., KneunHa E.B., LLlabaHoBa E.C.,
Mpuuaes C.B, Abaynkaabipos K.M.
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BBenenne. Y OONBHBIX OCTPBIM MHUEJIOUTHBIM JIEHKO30M
(OMJ) t(8;21) cumraercst MapKkepoM OJIATONPHUATHOTO MPOTHO32
(ypoBenb nonHbIx pemuccuii — 97%). Onnako y 30-50% Takux
OOJIBHBIX Pa3BUBAETCS PELUIMB. DTO CBA3BIBAIOT C HAUYUEM Y
OonbHBIX MyTanuii (ocodbenno CKIT D816).

Ieab padoThbl. M3yunTs 4acTOTY BCTPEYAEMOCTH U OLIEHUTD
IIPOrHOCTUYECKU noTeHuuan Myrauuid B renax CKIT u NRAS' y
6omnbHBIX OMIJT ¢ t(8;21).

MarepuaJjsl u MeToabl. B ananu3 BkitoueH 21 GonbpHOM
¢ nuarHo3om de novo OMIJI u t(8;21) B Bo3pacte ot 17 10
70 net (menmana 53 roma). Metogom monmMepasHOW LeTm-
HOW peakuuu ObM ucciaenoBanbl reHbl CKI/T (myTauuu 8§,

11-ro sk30H0B 1 D816V) u NRAS (myrauuu 12, 13, 61-ro
KOJIOHOB).

Pesyabrarel. Mytauust D816V Haiinena y 3 (14,3%) OosnbHBIX.
Myrauuu G12D, G13D B rene NRAS o6Hapyxkensl y 2 (9,5%) 60b-
HbIX. AHaM3 o01el 1 Oe3pEIIMBHOIN BBDKUBAEMOCTH Y OOJIBHBIX
¢ D816V u 6e3 MyTauuu 1oxasaj CTaTUCTUYECKH 3HAYUMBIE Pa3in-
yps (p = 0,04). Myrauuu B NRAS reHe ObUIn HE3HAUMMBIMU.

3akaiouenue. Hanmmume pa3nuyHbIX MyTanuid B Tpymnmne
6onbHbIx OMJT ¢ t(8;21) nenaer ee rerepoOreHHON MO MPOTHO3Y
TeyeHusl 3a001eBaHUs U OTBETY Ha IPOBOAUMYIO Tepanuto. O6-
Hapyxenne mytaruu D816V B rene CKIT accormupyercs ¢ He-
6HaFOl'lpl/l$[THbIM MPOrHO30M M BBICOKUM PUCKOM pEUINBA.

YacTtoTa BO3HUKHOBEHUA U cneKkTp myTauuii BCR-ABL reHa y 601bHbIX XpOHUUYECKM MIUENOoNeiniKo30M,
PE3MCTEHTHDbIX K Tepanu MHrM6UTopamn TMPO3NHKNHa3bI

Metposga E.B., MapTbiHkeBny W.C., MonywkuHa J1.6., MapTtbiHeHKo J1.C., iBaHoBa M.I., Libi6akosa H.IO., LLlabaHosa E.C., ®oMuHbIx M.C.,
LyBaes B.A., A6aynkaabipoB K.M.
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Beenenue. OHO# W3 OCHOBHBIX IMPUYKMH PE3UCTEHTHOCTH 0OJTb-
HBIX XPOHHYECKHM MuenonerkozoM (XMIJI) k Tepary HHTHOUTOpa-
mu Tupo3unkuHasel (UTK) sBssorcs MyTalMy KUHA3HOIO JOMEHA
BCR-ABL. Coxpanenne MyTaHTHBIX K1oHOB mipy Teparii MTK yka-
3bIBACT Ha HeNIoTHOE Wi HeaddekruBHOe BCR-ABL MHruOMpoBaHue.

Heab padoTbl. AHAIU3 CIIEKTPa U 4aCTOThl BCTPEUAEMOCTH
MyTanuii KuHa3zHoro qoMeHa BCR-ABL y pe3uCTeHTHBIX K Tepa-
nuu UTK GonbHBIX.

Marepuaiibl 4 MeToAbl. IIpoaHanu3upoBaHbl PE3yNIbTAThI
MyTanuonHoro aHanuza BCR-ABL TeHa, BBIIOJTHEHHOTO METO-
JIOM IIpsMOro cexBeHupoBaHusi, y 203 OGonpubix XMJIL. Konu-
4eCTBEHHOE ollpesienienye sKkenpeccuu rena BCR-ABL metonoM

TIL[P B pesxnmMe peaabHOTO BpEMEHH BEITIOTHEHO C MPUMEHEHHEM
Habopos UntepJlabCepruc (PD) u mkassi IS.

Pesyabrarbl. Myranuu resa BCR-ABL BeisBieHbl y 74
(36,5%) n3 203 6ompubIx XMJI B cpenHeM uepes 33 mec, y HUX
yamie apyrux onpeaessuuck: T3151 —y 18 (24,3%), G250E —y
6 (8,1%), M351T —y 6 (8,1%) GoibHBIX, HEUYBCTBUTEIHHBIMH K
WUTK2 myrammu 6summ y 38 (51,4%).

3ak/04enue. Boicokas yacToTa BCTPEYaeMOCTH U IIMPOKUI
cnextp mytauuii reHa BCR-ABL yOenurenbHO 10Ka3bIBAIOT He-
00XOIMMOCTh MCCIIEIOBAHUSI MYTAlMOHHOTO CTAaTyca KHHA3HOTO
nomeHa BCR-ABL y Bcex 6onbHbIX XMJI I1pu pe3uCTEHTHOCTH K
tepanuu UTK.

YpoBeHb 3Kcnpeccu aHTUreHa KOJITOHa B KauecTBe NoKasaTtens 3p¢$peKTMBHOCTY Tepanu aHeMNn4eckoro CHgpoma
MewHsk XK.B.!, KpaBuyk 3.1.", ToHuaposa H.B.!, Anewuk C.1.2, Bongapyk O.H.', Pygb M.C.!

'TY PHIL, TpaHcdy3mnonoruv n MeanumnHCKmx 6rotexHonoruii, MrHck; 2¥Y3 MHckasa obnactHas KnmHuyeckas 6onbHuua, Pecny6nuka benapycb

BBenenne. AkBanoput 1, yuacTBYIOIIUI B TPaHCIIOPTE BOBI,
MOJKET TaK¥Ke OCYIIECTBIIATH IEPEHOC KUCIOPOia U YIIICKHUCIIOTO
rasa gepes KIETOUHYI0 MeMOpaHy 3pUTPOIIUTOB.
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Ieans pa6oTsl. VccnenoBanne ypoBHS SKCIIPECCUH aHTUTEHA
Konrona (snurona akBanopuHna 1) Ha MeMOpaHe SpUTPOLUTOB Yy
TAIIEHTOB IIPU aHEMHYECKOM CHHIPOME.



Mpunoxerue 1

MarepuaJjibl 1 MeTobl. METOIOM MPOTOYHOH UTO(ITF0O-
PUMETPHH UCCIIEIOBAIN SPUTPOLIUTHI AIMEHTOB MY>KCKOTO TI0JIa
or 51 no 62 ner ¢ XJIJI B Il craguu 3aboneBanus ¢ anemuei |
CTEMNECHH TSHKECTH, Y KOTOPBIX OTMEYAIOCh 4-KpaTHOE CHIKEHHE
(» <0,05) CUD ai1s1 5pUTPOLUTOB C MAKCUMAJIBHOM 3KCIIpeccueii
anturena Konrona.

Pesyabrarel. Uepes 2 Hex OT Hadana Tepaluu C MpUMEHe-
HUEM TPeTHN30JI0HA TaHHBIA MMOKa3aTeNb MOBLICHICS B 2,9 paza

U HE OTIMYaJICs OT 3HAUCHWH B IpyMIle 3A0POBBIX JIOJEH. D10
COCTOSIHUE KOPPEIUPOBAJIO C MOBBIIIEHUEM KOHIIEHTPALIUK TeMO-
[I00MHA U KOJIMYECTBOM 3PUTPOLIUTOB.

3akaouenue. [Ipu aneMuueckoM cuHApoMe Y 60mbHBIX XJ1J1
[oCcJIe Tepanuy ¢ IPUMEHEHHEM KOPTUKOCTEPOUIOB OTMEUAETCs
MOJIOKUTENbHAST KOPPEIISALMS MEXKAY YPOBHEM SKCIIPECCUU aKBa-
nopuHa | Ha 3pUTPOLUTAPHOI MeMOpaHe U COoJlePKAHUEM IreMO-
[IOOMHA U KOJTMYECTBOM dPUTPOLUTOB.

ArpeccuBHble nuMm$pombl y 6onbHbIx BUY-nHpekynein
MNMueHuk A.B.

MeanumnHcknin ueHTp "TeHoTexHonorua', Mockea

BBenenne. B mupe u B Poccuiickoit denepanun HEyKIOHHO
pacrer 4uciio BHOBb MH(uIpoBaHHbIX BUY U, cooTBeTCTBEH-
HO, OOJIEHBIX C pa3BHTHEM BTOPUYHBIX 3a00JeBaHUI (CTagus
IVB, panee o6o3nauaemas kak CITNJ] — cunapom npuoOpereH-
Horo uMmmyHoneduuura). CIIMJ] — BOSHUKHOBEHHE KOMILICK-
ca M3BECTHBIX 3a0OJleBaHUH B ycioBHsX xecTkoro T-CD4-
anuMdonnTo3a, Bbi3BaHHOro BUY  (onmmopryHHUCTHYECKHE
uHpexuu, TyoepKynes, capkoma Kanommu, numdomsr). BAAPT
MOKa3aHa IPU BCEX BTOPHYHBIX 32a001€BaHUsX. Y ITOJaBISIONIETO
OONBIIMHCTBA OOMBHBIX OTMEYAECTCSI MUHUMAIIBHOE COZlEpIKaHHe
CD4 (menee 200 kieTok B 1 MKJI) ¥ BEICOKasi BUPYCHAsi Harpy3Ka
(cotam ThICSY Komwid B 1 Mxir). BUY mpuBoauT K IMMYyHOOTIOC-
peIOBaHHOMY BO3HHKHOBEHHIO JIMM(OM M COIUIHBIX OIyXOJNeH.

MarepuaJibl 1 MeTObl. B 3TOl CBSI3M OITMCaHbI HEKOTOPbIE
onkorponssie Bupycel: EBV, HHV-8 (KSHV), HPV. Konndexk-
uus BUY u Bupycamu rematuroB C u B 3apeructpuposana y
75% OOJNBHBIX, B OCHOBHOM 3TO MOJIOJbIE MYXUYHMHBI — HOTPEOU-
TEJIM BHYTPUBEHHBIX HAPKOTHUKOB. JIumMdombl y OonmbHbIX BIY-
nH}EeKIel NPeaCcTaBIeHbl HCKIIOUUTENFHO B-KIeToYHBIMH
arpeccuBHBIMHU (pOpMaMU (B OCHOBHOM 0€3 JISHKeMU3aIiK) Y JIHIL
MOJIOZIOTO BO3pacTa. Y HeOOIBIION IPYIITEl OOJBHBIX CPETHETO H
MIOKUJIOTO BO3PACTa PAa3BHBAIOTCS 3PEIOKICTOYHBIC JTUM(OMBI
(pomnmuxynspuas mumdoma, B-XJJT). JlnarnocTrka Ha4YMHAETCA
¢ OMOTICHH YBEIMIEHHOTO THM(paTHIECKOTO y3I1a.

Pesynbrarel. B Hameii pabGore mo nmumoaneHoOmaTHsIM
(JIAIT) cpenu 80 GosbHbIX TyOepKyie3 BbusiBieH Y 41%, numdo-
MBI — y 29, numdorpanyiaemaro3 — y 6, peaktuBHas JIAIT — y
14, cudpunuc —y 2 (MUHIQJIMHA U IPsIMAasi KUIIKA), BHETOHAHBIC
TEPMUHOTEHHBIE OIyX0JU — Y 4, CapKOUI03 — y 1, XOJaHTUOTeH-
HBIH paK NedeHu, Meractassl paka —y 1, capkoma Kanomm —y 1,
MynsTUIeHTpHYeckas suMmdoma Kactamana — y 1%. B ocrpoii
(haze Oone3HM XapaKTepHa MOHOHYKJIC030110100Has KapTHUHA Tie-
pudepuueckoii kKpoBu. Bo Bropylo, nareHTHYI0, hazy Oone3Hu y
3 MOJOIBIX MYXXYHMH MBI HAaONIONAIN JICHKEMOUIHYIO PEaKIHIO
nuMdaTHyecKoro Tuna u3 OOJBIINX IPAHYIUPOBAHHBIX JTUM)O-
OUTOB. Y HAC HAKOIUICH OMBIT Habmronenus 135 GoipHBIX arpec-
cuBHBIMH JIuMpoMamy, y 40 U3 HUX TMAarHO3 yCTAHOBJIEH TOIBKO
Ha ceKUuu. ['mcronoruueckuil Auar€o3 y ocTalbHbIX: AUbdys3-
Hast B-kpynHoknerounas mumdoma — 60%, mumdoma bepkurra —

16%, ponnukynspuas mumdpoma — 12%, MALT-mumdpoma — 6%,
T-knerounsie muMmdpomMsl — 4%, nepBuanast tumdoma LTHC — 2%.
3akurouenne. bolbIIMHCTBO OOIBHBIX CTPAAATH BUPYCHBIMH
rernaruTaMi, ONMMOPTYHUCTHUECKUMH MH(MEKIUAMH, cTaaus 00-
ne3nu [VB. 26 6onbHbIX 1uddy3HOH B-KpyMTHOKICTOUHON JTHM-
dhomoit nmomyurnn CHOP u CHOP-nogoOHbIe KypChl. 3-JICTHSIS
o01asi BBDKMBAEMOCTh cocTaBmiia 52%, 3-neTHss 0e3peruuB-
Hast BBDKHBaeMOCTh — 32%. B HacTositee BpeMs CTaHIapTOM Te-
paruu siBsercs nporpamma R-CHOPE (R-EPOCH). MapkepHas
Juig 3anazaa Jokanuzauus — nepsuynas auMpoma [THC — Berpe-
THJIach Y 2 OOJIBHBIX, Y OMHOTO M3 HUX JOCTHUTHYTA MOJNHAs pe-
Muccus 110 4 et HaOmoaeHus. 12 6onbHbIX TuMdomoit bepkutra
HONy4YWIM OJIOKOBYIO Tepanuio 1o nportokonry mNHL-BFM-90,
NHL-BFM-95. 3-neTHs1s 001mas BEDKHBaeMOCTh cocTaBmiia 48%
n OesperuauBHas — 40%. YMmepnan 9 manueHTOB, NPHUYHMHAMHU
CMEPTH SIBUIUCH [IPOrPECCUPOBAHUE JTUM(OMBI, arpaHyI0LUTO3
1 MH(EKIIMOHHBIE OCIIOKHEHHUS B OTCYTCTBHE PEMHCCHH, TyOep-
kyne3. Huzkue mokazarenu 3pQEeKTHBHOCTU JiedeHUsT 00YCIIOB-
JIEHbl HECKOJIbKUMHU (haKTOpaMU: HO3/HEE oOpalleHue 3a Melu-
[MHCKOM IMOMOIIBI0 B TEHEPAJIH30BAHHON cTaguu JTHM(POMEI,
OTCyTCTBHE HamepeHus: nmpuHuMath BAAPT, manuume npyrux
3a00JieBaHui (IemaTUThI, ONINOPTYHUCTUUECKHE NH(EKIUN), He-
cobionierne cpokoB ITXT, BeicOKast MOTPEOHOCTh B MACCHBHOM
MoJiZiepKUBaroIIel Tepanuu. TeM He MeHee MOoKazaHa MPHHIIN-
MUaJIbHast BO3SMOXKHOCTh M3JICUEHHS TOW KaTeropuu OOJIbHBIX. Y
18 GopHBIX TM(pOMOTT XOMKKIHA BBISBIEH MTPEUMYIIECTBEHHO
CMEIIaHHO-KJIETOYHBIN BapuaHT C BbIsABIeHHEM Bupyca EBV B
OITyXOJIEBBIX KIIETKaxX. Y OOJBIIMHCTBA OONMbHBIX MMenachk 11—
IVB cranust 601e3HH, HO XapaKTePHBI JOCTATOYHOE KOJHMYECTBO
CD4-knerok (0onee 400 B 1 MKJI) U yMepeHHasi BUpyCHasi Ha-
rpy3Ka, 4TO OTIMYAETCSI OT COOTBETCTBYIOIIUX IOKa3arelel y
OonpHBIX arpeccuBHbIME JuMpomamu. Jlumpoma XomkkuHa y
BUY-uHQUIMPOBAHHBIX OOJIBHBIX CITY’)KUT MOJCIBIO M3yUCHHS
narorere3a 31oil Gopmel onmyxonu. M3 18 Gompubix CITU/I-
accouuupoBaHHou JIX 7 ymepnu 10 Havasa jnedeHus. Jleuenue
npoBoawin 11 GonbHbiM: ABVD + nyueBas tepanus (JIT) — 8§,
BEACOPP ycuneHHbIH ¢ nocieayolei 1y4eBoii repanueid — 3.
Bo Bpemst Tepanuu ymepiu 2 OOJNBHBIX, Y OCTAIBHBIX OOJBHBIX
MIOJTy4YeHBI TIOJTHBIE PEMHUCCHH TIPH HAOIIOAEHHUH JI0 8 JIeT.

[iByx3TanHoe 3HAONpPOTEe3MPOBaHNE KaK MeTOA fieueHus rny6oKoii nepmnpoTesHoil MH$peKUmn KosleHHOro cycTaBa
y 60nbHbIX remodunuen

Muceuknn M.M., MamoHos B.E.
®rBY lemaTtonornyeckmnin HayuHbli LeHTp MuH3lgpasa Poccun, Mocksa

Beenenne. HeoOX0aMMOCTh DHJIOMPOTE3UPOBAHKS OOJIBHBIX
C TSDKEJI0HM reMopUInIecKoil apTpornaTueil B yCI0BUAX BBICOKOTO
pHCKa NePUIPOTE3HOH NHEKINH TpeOyeT pa3padOoTKH ITOIXOI0B
K JICYCHHIO STHX OCIOKHEHHUH.

MarepuaJjibl 1 MeTOAbI. J[ByXdTalHOE 3HAONPOTE3UPOBa-
HUE MPUMEHSUTN Y OONBHBIX TeModuineii A (7 6onbHBIX) 1 B (2
OOJIBHBIX) TPH PA3BUTUH TITyOOKOW MEPUNPOTE3HONW HHQPEKIMH

KoJIGHHOTO cycTaBa B 11 ciryyasx (2 GONbHBIX — OMlaTepasbHbIC
oTiepaIum).

Ilepswiii sman. YpaneHue WMIIIAHTOB, CaHAIUS AHTHU-
centukamu (JlaBacent 0,1-0,2%, womonupon 1%, BOIHBIH
pacTtBop xJjoprekcuanHa 1%). Xupyprudeckas caHalus: TO-
TallbHOE HcceueHne (GUOPO3HOW KamCylbl C MHOTCHHBIMHU
IPaHyJSALUIMH, YKOHOMHAs pE3eKIUs KOHLOB OCIPEHHOH H
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