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OBWA NH®OPMALNA

OnucaHne

B-LCL-CDGL1 e TpaHcthopmMupaHa ¢ EBV knetbyHa nnHus ot B numdoumTy, nonyyeHa oT naumeHT ¢ guardHoda PMM2-CDG, BpoaeHo
HapyLleHue Ha ramko3unmpaHeTo (CDG). ToBa psaKo MeTaboNnTHO Pa3CTPOMCTBO Ce Ab/DKM Ha MyTauun B reHa *PMM2*, KoinTo kogvpa
hocchomaHHomyTaza 2 (PMM2), OCHOBEH €H3MM B MbTA Ha MIMKo3uAnpaHeto. MytauumTe B *PMM2* HapyLuasaT cvHTes3a Ha [/IMKO3uanpaHmn
onMrosaxapuiHun Bepurn, Koeto Boaun 40 AeteKTHO MMUKO3UANpaHe Ha pasiniHu [IMKONPOTENHN U IIUKOCUHTONUNNAN B ThKaHUTE U
KpbBTa. Pa3cTpoiiCTBOTO Ce xapakTepuanpa ¢ MyITUCUCTEMHY NPOSIBU, KOUTO YECTO 3acsraT HEBPOIOTMYHUTE, YePHOLPOGHWTE 1
€HO0KPUHHUTE (PYHKLUN.

Karto numdhobnactongHa kneTbyHa NnHUs, TpaHcgopmmnpara ot EBV, B-LCL-CDGL1 npeacTaBnisiBa LiEHeH in vitro Mogen 3a nlyyaBaHe Ha
MONEKYNIAPHUTE W KNETBbYHUTE Nocneauuy ot geduumnta Ha *PMM2*. Tasn KneTbuHa NMHKUA MOXe [ia Ce U3MOo/3Ba 3a U3cneasaHe Ha
AedheKkTuTe Ha rMIMKo3uInpaHe, akTMBHOCTTa Ha eH3uma PMM2 1 noTeHumanHu TepaneBTUYH UHTEPBEHLUN, BKTIIOUYUTENHO reHHa KopeKuus
1 fobaesiHe Ha cyocTpart. B-LCL-CDG1, Hapef ¢ Apyru KNeTbYHU IMHWK, NOSTyYeHn oT nauneHTn ¢ CDG, ciyxu KaTo BaxkKeH pecypc 3a
pas6upaHe Ha natodusnonoruata Ha CDG 1 3a oueHKa Ha HOBU CTpaTernmn 3a ie4eHne Ha Te3n 3abonssaHus.

TbKaH MepudbepHa kpbB

3a6onasaHe BpoaeHn HapyLLeHns Ha IYKO3UIMPaHEeTo

MscTo Ha meTacTtasute Henpunoxumo (EBV-TpaHcthopmupaHa B-LCL; 6e3 meTacTtasn)
MpunoxeHus

leHoTUNUpaHe Ha ehekTnTe Ha CDG B MMYHHUTE KNETKN. PYHKLMOHA/THN TECTOBE (Hanp. NOBbPXHOCTHU aHTUreHN Ha B-kneTkuTe).
M3nuTBaHe Ha LMTOTOKCUYHN NnekapcTea. MyTalmoHeH aHanns. AHaIi3 Ha anonToTUYHK MexaHu3mu. OnpegensiHe Ha HLA-Tun.
Bb3aeiicTBre Ha AedeKTHOTO IMKO3UIMPaHe Ha Pa3IMUYHU KNETBHUYHMN NIMKOMPOTENHN BLPXY Pas/IMYHU OYHKLMUN.

KNACUN®UNKALMUA
OpraHmsbm Yosek
Cekc KeHcku
CBoliicTBa, CBbp3aHu C pacTexa OkauBaHe
Craryc Ha 'MO GMO-S2

MoapoGHOCTM OTHOCHO cTatyca Ha TMO

GMO-S2: This B-LCL contains a stably maintained EBV episome encoding viral latent-phase genes (EBNA-1/-2/-3, LMP-1/-2). EBV is
classified as a risk group 2 pathogen; BSL-2 containment required. This classification applies within Germany; regulations may differ
elsewhere.

HuBo Ha 6uonoruyHa 6esonacHocT 2
XAPAKTEPUCTUKN
Mopdonorus Kpbrnn knetkn
Tun KneTka B numdpount
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NWAEHTU®UKATOPU

N3TOYHUK
B-LCL-CDG1 (katanoxeH Homep 302012 Ha Cytion)

[aHbueH naeHTUUKaLMoHeH Homep 9606
B NCBI
Llenosasbp Not assigned

NMPOABA N NPEAPA3MO/OXEHOCT

Bupycu
TpaHcdopmatop: EBV

OBPABOTKA N OTINEXAAHE

XpaHuTtenHa cpega

RPMI 1640, w: 2,0 mM ctabuneH raytamuH, w: 2,0 g/L NaHCO3 (Homep Ha cTtatusita B Cytion 820700a)
Atmocchepa 3a MHKyGaumsa 37°C, 5%C02, oBnaxHeHa atmocdepa.

foGaBku
JonbnHeTe cpegarta ¢ 10% Ton/IMHHO akTuBmpaH FBS

MpecaxpaHe

Mopabpxaiite KynTypuTe, KaTo NepUoanyHO fobassaTe WK NoAMeHsATe cpejarta. 3anoyHere KynTypute ¢ nabTHOCT 2 X 105 knetku/ml n
nogabpxaiiTe KOHUEHTpaumsaTa Ha kneTkuTe B gnanasoHa ot 1 x 105 no 5 x 105 kneTku/ml 3a onTManeH pactex.

OGHOBsIBaHe Ha TEYHOCTTA Cnep kato UBeTbT Ha cpefiata ce NPOMEHN B X bAT

Pasmpa3ssiBaHe 1 KyNTUBUPaHe

Confirm that the vial remains deeply frozen upon delivery, as cells are shipped on dry ice to maintain optimal temperatures during transit.
Upon receipt, either store the cryovial immediately at temperatures below -150°C to ensure the preservation of cellular integrity, or proceed to
step 3 if immediate culturing is required.

For immediate culturing, swiftly thaw the vial by immersing it in a 37°C water bath with clean water and an antimicrobial agent, agitating gently
for 40-60 seconds until a small ice clump remains.

Perform all subsequent steps under sterile conditions in a flow hood, disinfecting the cryovial with 70% ethanol before opening.

Carefully open the disinfected vial and transfer the cell suspension into a 15 ml centrifuge tube containing 8 ml of room-temperature culture
medium, mixing gently.

Centrifuge the mixture at 300 x g for 3 minutes to separate the cells and carefully discard the supernatant containing residual freezing
medium.

Gently resuspend the cell pellet in 10 ml of fresh culture medium. For adherent cells, divide the suspension between two T25 culture flasks;
for suspension cultures, transfer all the medium into one T25 flask to promote effective cell interaction and growth.

Adhere to established subculture protocols for continued growth and maintenance of the cell line, ensuring reliable experimental outcomes.

KOHTPO/1 HA KAHECTBOTO N KPUOKOHCEPBALUA

CrepunHocrt

3amMbpcsABaHETO C MUKOMNIa3Ma ce U3k/iouBa KakTo Ype3 PCR-6a3npaHy aHamsu, Taka 1 Ypes lyMUHECLLEHTHU MeTOANM 3a OTKpUBaHe Ha
MUKoMnasma.

3a [a ce rapaHTvpa, Ye HAMa GakTepuasiHo, FrbOUYHO MU APOXAEBO 3aMbpCsBaHe, KNETbYHNUTE KYTYpU ce noanarar Ha eXeHEBHM
BU3YasTHI NPOBEPKY.

Cpepa 3a 3ampassiBaHe Karo cpefia 3a KproKoHcepBaLa 13nos3Bame Nb/iHa cpefa 3a pactex (BkauntenHo FBS)
+ 10% DMSO 3a agekBaTHa X1U3HeCrnocobHOCT cnef, pasmpasssaHe M CM-1 (kaTasioxeH
Homep 800100 Ha Cytion), KOATO BK/IOYBA ONTUMM3VIPaHV OCMOMNPOTEKTOPU N METAB0/TUTHN
cTabunmnsaropy 3a nogobpsBaHe Ha Bb3CTaHOBSBAHETO U HaMasifABaHe Ha
KPUOMHAYLIMPaHWs cTpec.
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https://www.cellosaurus.org/Not%20assigned

Ycnosusa 3a cbxpaHeHue

3a obnrotTpaliHo CbhbxpaHeHve noctaBeTe h/lakoHMTE B TeUEH a30T B NapHa pasa npu Temneparypa okono -150 go -196 °C. CbxpaHeHueTo
npu -80 °C e NnpveM/IMBO caMO KaTo KpaTbK MeXAVHEeH eTan npean NPexsbp/ISHETO B TEYEH a30T.

Ycnosus 3a gocTaBKa

KpVOKOHCEPBUPaHNTE KNETbYHM IMHWM Ce TPAHCMOPTUPAT BbPXY CyX /1€ B YTBbPAEHW, U30/IMPaHN OMAaKOBKM C JOCTATbYHO XaJUIeH areHT,
3a fia ce Noaabpxa npuénmanTesiHo -78 °C no Bpeme Ha TpaHcrnopTupaHeTo. Mpu noslyyasaHeTo HesabaBHO nperieaaiTe onakoskara 1
HEe3a6aBHO NpexBbp/ieTe )IaKOHUTE 3a MOAXOASALLO ChXPaHeHue.

AAPUTEN

ETHU4YecKa NpuHaANeXHOCT KaBkasku

NMPABHN BbMNPOCU N BE3SOMNACHOCT

Mepku 3a 6e3onacHoCT

KoraTo nnaHupate fa cbxpaHsiBare Kpronpenapar B TeYeH a3oT 3a 6bAello pasMpassiBaHe, e 3ab/DKUTEeNIHO [a cnassare CTpory Mepku 3a
6e30MacHOCT. MoAxoAsLLIMTE 3aLUTHU PbKABULIM 1 06/1EK/0 ca OT ChLLECTBEHO 3HAUEHUE, a Mo BpeMe Ha NPeXBbP/ISHETO Ha 3aMpaseHu
npo6u KbM WK OT pe3epBoapa C TeUeH asoT e Heo6XoAMMO Aa Ce U3Mo/3Ba Macka 3a fiue Uy npeanasHi ounna. Tosa ce Npaeu, 3a a ce
Hamasu pUCKbLT OT HapaHsiBaHe OT NOTEHLMAaTHY eKCM/I03UM Ha KPUOBMOTE NPY M3BXKAAHETO MM, KOUTO MOraT Aa A0BefaT [0 U3XBbp/siHe
Ha ocTpy hparmeHTH.

FapaHuyua

Hue B Cytion 3actaBame 3af Ka4eCTBOTO U1 XMN3HECMOCOOHOCTTA Ha HALLUTE NMPOAYKTY.

[apaHTUpame, Ye HalmTe KNeTKY LWe 6baaTt XM3HeCnocobHY B HA4a10TO Ha KyITUBMPAHETO B NPOAb/keHne Ha 60 AHW cref usnpatlaHeTo
MM OT HalUMTe CbOPBXEHUS.

[apaHTUpame, Ye BCUYKM MaTepuasIn OTroBapsaT Ha creumrkayumTe, onucaHn B ceptudmkara 3a aHasims u/unm npogykrosara mcra

3a Nb/HW NoAPOBHOCTN, MOJIA, HanpaBeTe cnpaska ¢ Hawarta <a href=""/Kou cme Hue/lapaHuma/™ hreflang=""x-default"">apaHuynoHHa
aexknapaums
HeoGxoaumo e cnopasyMeHue 3a Yes
npexBbp/isHe Ha MaTepuanun
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