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O6wa nHdopmayus

Description
B-LCL-CDGL1 e TpaHcdhopmMumpaHa ¢ EBV kneTb4YHa nnHMS oT B numdoumnTi, nonyyeHa oT NaLmeHT c guarHosa

PMM2-CDG, BpofieHO HapylueHue Ha ramkosunvpaHeTo (CDG). ToBa psifiko MeTabonnTHO pa3CcTPONCTBO ce
AB/DKU Ha MyTauum B reHa *PMM2*; KoliTo Kogupa doccomaHHoMyTa3a 2 (PMM2), OCHOBEH €H3UM B MbTS Ha
rMKo3umnupaHeTo. MytaumuTte B *PMM2* HapyLllaBaT CMHTE3a Ha FIMKO3UIMPAHWN 0IUFO3axapuaHN BEPUTH,
KOETO BOAM A0 fedEKTHO rMNKO3UANPAHE Ha Pa3NNYHU MNKOMPOTENHU U FIMKOCHUHIOAUNUAMN B TbKaHUTE U
KpbBTa. Pa3cTpPOMCTBOTO Ce XapaKTepm3npa ¢ MyJITUCUCTEMHU NPOSIBU, KOUTO YECTO 3acAraT HEBPOIOTUYHUTE,
4YepHOAPOOHUTE Y eHOOKPUHHUTE DYHKLMN.

KaTo numdobnactongHa kneTbyHa NMHKS, TpaHcdopmrpaHa oT EBV, B-LCL-CDG1 npefcTaBnsiBa LieHeH in vitro
MoOAeN 3a U3yyaBaHe Ha MONIEKYISIPHUTE U KNeTbYHUTE Nnocneanum ot gedurumTa Ha *PMM2*. Ta3u kneTbyHa
NNHWS MOXe fia Ce M3MO0/3Ba 3a U3C/efBaHe Ha AedheKTUTE Ha FIMKO3MAMPaHe, akTUBHOCTTA Ha eH3Ma PMM2
1 NOTEHLMANHN TepaneBTUYHN MHTEPBEHLUN, BKIIOYNTENHO FrEHHA KOpeKLUms 1 fobaBsHe Ha cybcTpaT. B-LCL-
CDG1, Hapep ¢ ApYry KNeTbYHU INHUK, MONYYEHU OT NaumeHTH ¢ CDG, CNyXKM KaTo BaXKeH pecypc 3a pa3bupaHe
Ha natoduanonorusTa Ha CDG 1 3a oLeHKa Ha HOBM CTPaTErnu 3a edeHune Ha Te3u 3abonsBaHus.

Organism Yosek

Tissue MepudepHa KpbB

Disease BpofieHn HapyLueHUs Ha rMUKO3unnMpaHeTo

Applications leHoTUNMpaHe Ha ecekTuTe Ha CDG B UMYyHHUTE KNETKU. PYHKLMOHANHM TECTOBE (Hanp. NOBbPXHOCTHM

aQHTUTeHU Ha B-kneTkuTe). 3nMTBaHe Ha LMTOTOKCUYHM feKapcTBa. MyTauMOHeH aHanu3. AHanus Ha
anonToTMYHM MexaHU3Mu. Onpegensiie Ha HLA-Tun. Bb3gencTBre Ha AetheKTHOTO FNKO3MANpaHe Ha
Pa3nNYHU KNETBYHWU FMKOMNPOTENHM BBPXY Pa3NYHN DYHKLMN.

XapaKTepuUcTuKku
Gender XKeHa
Ethnicity KaBkasku
Morphology Kpbram KneTku
Cell type B Aumdoumnt
Growth OkayBaHe, KnbeTep
properties

PerynatopHu faHHuU
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Citation B-LCL-CDG1 (kaTanoxeH Homep 302012 Ha Cytion)
Biosafety level 2

NCBI_TaxID 9606

BuomMoneKkynsapHu gaHHu

Viruses TpaxchopmaTop: EBV
Pa6oTtac
Culture RPMI 1640, w: 2,0 mM cTabuneH rnytamuH, w: 2,0 g/L NaHCO3 (Homep Ha cTaTusTa B Cytion 820700a)
Medium
Supplements [onbnHeTte cpepata ¢ 10% TONAMHHO akTuBMpaH FBS
Subculturing MopabpxaTe KyNTypuUTe, KaTo MepUOANYHO f06aBSATE AN MOAMEHSTE cpefiaTa. 3anoYyHeTe KynTypuTe C

nABTHOCT 2 X 10° KneTkn/ml v noagbpxKanTe KOHUEHTPALMSATA Ha KNeTKUTe B Agnana3oHa ot 1 x 10° 0o 5x 10°
KneTkn/ml 3a onTUManeH pacTex.

Fluid renewal Cnep KaTo LBETHT Ha cpeaTta ce NPOMEHU B XXbAT
Freeze KaTo cpepa 3a KpMOKOHCepBaL s M3Moa3BaMe MNb/Ha cpefa 3a pacTex (BkaumTenHo FBS) + 10% DMSO 3a
medium afieKBaTHa XXM3HeCnocobHOCT cnep pa3MpassaBaHe unn CM-1 (kaTtanoxeH Homep 800100 Ha Cytion), KosiTo

BK/IOYBa ONTVUMU3MPaH/ OCMOMNPOTEKTOPY U METABONUTHN CTabunmsaTopu 3a nogobpsiBaHe Ha
Bb3CTAHOBSIBAHETO U HaMasisiBaHe Ha KPUOUHAYLMPaHUs CTPeC.
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Thawing and
Culturing Cells

Incubation
Atmosphere

Flask Coating

Freezing
Procedure

1. YBeperTe ce, Ye h1aKOHBT OCTaBa [ b/1I60KO 3aMpa3eH Npy AOCTaBKaTa, T KaTo KNeTKUTe ce
TPaHCMOPTUPAT CbC CYX Nefl, 33 Aa Ce NOAAbPXKAT ONTUMAHW TeMMNEepaTypu NO BpEME Ha
TpaHCMOpPTUPAHETO.

2. Mpu nonyyaBaHe UK CbxpaHsBaiiTe He3abaBHO KpMOBMOATa Npy TeMnepaTypu nog -150 °C, 3a fa
OCUrypuTe 3amna3BaHe Ha KleTb4yHaTa UsaocT, Uan NpeMmnHeTe KbM CTBKA 3, aKo € Heo6Xo0g1MMo
He3abaBHO KyNTUBUpPaHe.

3. 3aHe3abaBHO KynTMBMpaHe 6bp30 pa3mpaseTe h1aKOHA, KaTo ro NOTONUTe BbB BOAHA 6aHs € yMcTa
BOJa U aHTUMUKPOBEH areHT ¢ TemnepaTypa 37 °C, KaTo pa3bbpKBaTe BHMMATEHO B NPOABb/DKEHME Ha
40-60 ceKyHaM, [OKAaTO OCTaHe MasiKa fiegeHa byyka.

4. N3BbpluBaiiTe BCUYKM CNefBaLLy CTHMKMU MPU CTEPUIHM YCIOBUS B aCMMPaTop, KaTo npegu oTeapsiHe
Ae3nHdeKumpaTe KprosmronaTta cbe 70% eTaHo.

5. BHMMaTenHo oTBopeTe Ae3nHdeKuMpaHus dakoH 1 NpexBbpieTe KneTbyHaTa cycneHsus B 15 ml
LleHTpodyxHa enpyBeTKa, CbabpXalla 8 ml xpaHuUTenHa cpefa CbC CTallHa TemnepaTypa, KaTo
pa3bbpKaTe BHMMATENHO.

6. LeHTpodyrupalite cmecta npu 300 X g B NpoAb/KEHME Ha 3 MUHYTK, 32 fia OTHENUTE KNeTKUTe, U
BHUMATE/IHO M3XBbpaeTe CynepHaTaHTaTa, CbAbpXalla ocTaTbyHa 3amMpassaBalla cpefa.

7. BHMMaTeNHO pecycneHaMpainTe KneTbyHaTa nefeta B 10 ml npscHa xpaHuTenHa cpepa. 3a agxesnBHm
KNeTKU pa3genieTe CycneH3nsaTa Mexay gse Konbu T25; 3a CycneH3noHHU KyATypuy NpexBbpreTe
usnaTa cpega B efHa konba T25, 3a fa cTumynupate echeKTUBHOTO B3aMMOZENCTBIE 1 pacTex Ha
KneTkuTe.

8. MpupabpxaiiTe ce KbM YyCTaHOBEHMTE NMPOTOKO/IN 3a CY6KYNTUBMPAHE 3@ HEMPEKbCHAT PacTex u
MOAAbPKAHE HA KNEeTbYHATA JINHUSA, KATO rapaHTMpPaTe HAZEXAHN eKCNIepUMEHTAIHM Pe3ynTaTu.

37°C, 5%(:02’ OB/aXXHEeHa aTMocdepa.

3a onTUManHO NPUKPEnBaHe 1 XM3HECNOCOBHOCT Cied pa3MpassiBaHe NpenopbyBaMe fa ce U3non3eaTt Konbu
WM NNIaKM C KOJTareHOBO NOKpUTHe.

Kp1oKoHCepBMpaHMTE KNeTbYHU IMHUK Ce TPAHCMOPTMPAT BbPXY CyX fief BbB BanuanpaHa, M3onmpaHa
OMaKOBKa C AOCTATbYHO XN1agMNEH areHT, 3a fa ce NofAbpKa NpubansnTenHo -78 °C no Bpeme Ha
TpaHcrnopTupaHeTo. Mpy nonyYyaBaHeTo He3abaBHO MperiefanTe ONakoBKaTa U He3abaBHO NpexsbpeTe
(h1akoHWTE 3a NOAXOAALLO CbXpaHEHHe.
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Shipping

Conditions Kp1OKOHCEPBMPAHUTE KNETBYHM IMHUKN Ce TPAHCNOPTMPAT BbPXY CyX fieq BbB BangnpaHa, u3onmpaHa
OMaKoBKa C f,OCTaTbYyHO X/1aaUJIeH areHT, 3a fla ce noaabpxa NnpubnnsnTenHo -78 °C no BpeMe Ha
TpaHcnopTupaHeTo. Mpu nonyvyaBaHeTo He3abaBHO NpernefarTe oNnakoBKaTa U He3abaBHO NpexBbpeTe
nakoHWTe 32 NOAXOAALLO0 CbXPAHEHME.

Storage

Conditions 3a A bAroTpanHo CbXxpaHeHue nocTaBeTe IaKOHMTE B TeYEH a30T B MapHa ¢asa npu TemrnepaTypa okoso -150

00 -196 °C. CbxpaHeHuneTo npu -80 °C e NpUeMANBO CaMO KaTo KPaTbK MEXAMHEH eTan npeay NpexBbpasHETO B
TeyeH a3oT.

KoHTpon Ha kayecTBOTO [ TeHeTuyeH npodun [ HLA

Sterility
3aMBbpCsSBaHETO C MUKOMJIa3Ma Ce U3K/oYBa KakTo Ype3 PCR-6a3mpaHu aHanunsm, Taka v 4pes nyMUHECLEHTHM
MeTO/AM 3a OTKPUBAHE Ha MMKOMAa3Ma.
3a fa ce rapaHTUpa, Ye HsiMa 6aKkTepranHo, FbOUYHO UM OPOXAEBO 3aMbpPCABAHE, KNETbYHUTE KYITypH ce
NopAnarat Ha eXefHeBHY BU3YaHN NPOBEPKMU.
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