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SATANIbHA IHOOPMALIA

Oonuc

KniTrHHa niHis Wilms2 6yna oTpumaHa 3 NnepBUHHOI NyX/IMHK BinbMca y nefiaTpuyHoro nauieHTa 3 MyTaieto 3apokoBoi niHii WT1. Lis
KNITUHHA MiHIA XapakTepu3yeTbCA rOMO3UTOTHO HOHCEHC-MyTaLieto B reHi WT1 (c.1084 C>T, p.R362X), L0 Npu3BOAUTL 40 YTBOPEHHS
yciueHoro, HedpyHkuioHanbHoro 6inka WT1. BrpaTta yHkuioHansHoro WT1, reHa, He06xiAHOro 415 PO3BUTKY HUPOK, € XapaKTEPHOK 03HaKOH
neBHUX NiATUNIB NyXMHU Binbmca, 0c06/MBO TUX, WO NOB'A3aHi 3 Me3eHXiMaslbHUM abo CTpoMasibHUM AndiepeHuitoBaHHAM. KNiTUHHA NiHis
Wilms2 € Baxk/IMBOKO MO0 AJ151 BUBYEHHSA MYX/IMHHUX NPOLEeciB, 3yMoB/ieHnX BTpaTtoto WT1, 0co6/MBO B KOHTEKCTI MyX/IvH Binbmca, aki
36epiratoTb iHWI KPUTUYHI FEHETUYHI 0COGMBOCTI.

KnitvHn niHii Wilms2 Takox HecyTb MyTauii B reHi CTNNBL, sKuii Kogye [B-KkaTeHiH, KNto4oBMiA KOMMOHEHT CUrHa/IbHOTO Wwasxy Wnt. Lii
MyTau,ii, Lo KOHKPETHO BN/MBAOTL HA CepyH 45, NpMU3BOAATb A0 CTabinisauii Ta HakonMUYeHHs B-KaTeHiHy, Lo NP13BOAUTL A0 KOHCTUTYTUBHOI
akTvBauii Wwnsxy Wnt. Lis aktmBavis € Bigomim chaktopoM nponicpepavii KNiTWH i NyX/IMHOYTBOPEHHS B NyX/IUHI Binbmca, Lo pobuts Wilms2
LiiHHOI MOoZEento A5 PO3yMiHHSA TOro, Ak abepaHTHa curHanisauis \Wnt cnpysie po3BuTKy | MPOrpecyBaHHI0 Myx/InH 3 myTauismm WTL.

3 TOuKM 30py heHoTuny, KNiTMHKM Wilms2 4eMOHCTPYOTL Me3eHXiMasibHy MOPAIO/IOrito, EKCNPECYIOTh BIMEHTUH | HE MatoTb eniTenianbHuX
MapKepiB, Taknx SK LUTOKEpPATUH. Lle y3romxyeTbes 3i CTPOMa/IbHUMUN XapakTepucTukamm nyxavHn i nigkpecntoe pons WT1 B perynsuii
Me3eHXiMalbHO-eniTenialbHMX NepexoAis nig yac po3BUTKY HUPOK. MpoTeomHuil aHani3z Wilms2 BUsiBUB akTUBALLtO AEKINIbKOX PeLenTOpPHUX
TMpo3nHkiHa3 (RTK), Bkitoyatoun PDGFR i AXL, fki, SIK BifOMO, NATPYMYIOTb BUXMBAHHS | nponichepavito NyXMHHKUX KNITUH. Kpim Toro,
aKTUBYIOTbCA HACTYNHI Wwnsaxu, Taki sk MAPK i PI3K/AKT, o e 6isbLie NoCuse 3M105KiCHI BNacTUBOCTI KNITUH NiHiT Wilms2.

B uiniomy, KnitTuHHa NiHia Wilms2 cnyrye Bax/iMBUM iHCTPYMEHTOM 419 BUBYEHHS MOSIEKY/IAPHUX MEXaHi3MIiB NyX/IMHY BinbMmca, 3yMOBEHNX
BTpatoo WT1 Ta abepaHTHO curHasisauieto Wnt. i reHeTUUHI Ta heHOTUMIYHI XapaKTepUCTUKM 3a6e3nedyioThb HagiliHy nnatopmy As
[OOCTiHKEHHSI NOTEHUIHNX TepaneBTUYHUX MilleHel i PO3yMiHHS PO/l KIIOUYOBMX CUTHA/TbHUX LWSXIB Y naTosorii nyxanH Binbmca 3
Me3eHXiMasIbHUM KOMMOHEHTOM.

TkaHuHa Hupka
XBopo6a MyxnuHa Binbmca
3acTocyBaHHA

Mogenb KynbTypu KNITUH in vitro. BioximidHi focnigKeHHs

KNACUDIKALIA

OpraHi3m NMoanHa
Cekc Yonosik
XapaKTepucTuUKu pocTty MpUXUNBHUK
PiBeHb GioGe3neku 1

XAPAKTEPUCTUKN
Mopdonoris BepeTeHonogibHa chopma
Tun KNiTUHK Knituuu Binbmca

IBEHTUDIKATOPU

MocunaHHsA

Wilms2 (Homep 3a katasiorom Cytion 300413)
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lapeHTUdDiKaLifiHMiI HOmep niaTHUKa 9606
nopatkis NCBI

LlenosaBp CVCL AS5SE

EKCMPECIA TA CMIPUAHATAUBICTb

Mpodhinb myTauiii
Cratyc myTauii WT1: romo3uroTtHuii c.149 C>A, p.R326x, LOH: 11p11-11pter, ctatyc myTauii CTNNBL1: retepo3urotHuii del TCT>TAT, p.S45Y

OBPOBKA TA BUPOLLYBAHHA

XusunebHe cepepoBuLle
Komnnekt MSCGM (Big Lonza)

ATmoccpepa iHKyGauii 37°C, 5% CO2, Bonora atmoccpepa.
PeareHT ana pucouiauii AkkyTasza

MNepecagka B HOBe cepefoBULLE

Bupanite cTape cepefoByLLe 3 NPUAUNANX KNITUH | npomuiiTe ix PBS, B AskoMy bpakye kasbLito | Markito. [ina konb T25 BukopucToByiite 3-5
mn PBS, a gnst kon6 T75 - 5-10 mn. MoTiM NOBHICTIO NOKpUIATE KAITUHM akKyTa3o, BUKOPUCTOBYytouM 1-2 Mn ans kon6 17251 2,5 mn gns konb
T75. 3anuwiTe KAITUHM iHKYByBaTUCS NpU KIMHATHI Temnepatypi npoTsarom 8-10 XBWauH, o6 Bigokpemutn ix. Micns iHky6auii o6epexHo
3MiWwaiTe knituHm 3 10 Mn cepefoBuLLa, Wo6 pecycneHaysatn ix, a noTiM ueHTpudyryiite npm 300xg NpoTAarom 3 XBUANH. BUkMHbTE
HaJocazloBy piavHY, pecycrneHayiTe KNiTUHM y CBXOMY CepefioBULLI Ta NepeHECITb iX y HOBI KON6K, siki BXXe MICTATb CBiXe cepefoBULLE.

Po3MOpoXyBaHHA Ta KyNbTUBYBaHHA

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/Ib AKOCTI TA KPIOKOHCEPBAUIA

CTepunbHicTb
3apaxeHHs1 MiKon1a3mor BUK/IUYAETLCS 3a AOMNOMOrOK aHasli3iB Ha 0CHOBI MNJ/1P Ta NIOMIHECLEHTHUX METOAIB BUSIBNEHHS MiKOM/1a3Mu.

LLlo6 nepekoHaTuCA y BiACYTHOCTI 6akTepiasbHOro, rpMbKoBOro abo APDKAKOBOr0 3a6PYAHEHHS, KNITUHHI KYNbTYpY NigAaITbCA WOoAEHHOMY
Bi3ya/IbHOMY KOHTPOJIIO.

CepepoBuLie A1 3aMOPOXYBaHHA Ak cepefjoBULLE KPIOKOHCEPBYBAHHA MU BUKOPVUCTOBYEMO MOBHE XWUBU/IbHE CepefoBuLLe
(Bktovatoun FBS) + 10% AMCO ans afekBaTHOT XUTTE3AATHOCTI MicNs BigTaBaHHA abo
CM-1 (Homep 3a kaTtanorom Cytion 800100), Ao ckniafy SKOro BXOASATb ONTUMI30BaHi
OCMOMPOTEKTOpY Ta MeTaboniyHi cTabinisatopun 4718 NPUCKOPEHHS BiHOB/IEHHS Ta
3MEHLLEHHS KPioiH4YKOBaHOro CTpecy.

YMoBwM 36epiraHHsA
[ns TpuBasioro 36epiraHHs NOMICTITb (h1akoHU B napodhasHuii pigkuii aszot npu Temnepartypi Big -150 fo -196 °C. 36epiraHHs npu -80 °C
fonycTme e sk KOPOTKUIA NPOMIKHWI eTan nepez NnepeHeceHHAM Y pigkuii asor.
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https://www.cellosaurus.org/CVCL_A5SE

YMOBU AoCTaBKU

KpiokoHCepBOBaHi KTiTUHHI NiHIT TPAHCMOPTYHOTLCA Ha CyXOMY /b0y B NMEepeBipeHili i30/1b0BaHii ynakoBLji 3 4OCTATHLO KiIbKICTIO

XonogoareHTy 418 NiATPUMaHHA Temnepartypy NpubnsHo -78 °C nif Yac TpaHcnopTyBaHHSA. Mpyn OTpUMaHHI HeraliHo OrfIiHbTE KOHTEHep i

6e3 3B0/iKaHb NepeMICTiTb d/1akoHM Y BiANOBIAHE MicLe 36epiraHHs.

AOHOP
Bik goHopa 1 pix
ETHiYHa npyHanexHicTb KaBkaseLpb

NMPABOBI MUTAHHA TA BE3NEKA

3axoau 6esneku

Mnanytoumn 36epirati Kpiosian y piakoMy a3oTi 419 No4as1bLLIOT0 PO3MOPOXYBaHHS, 060B'A3KOBO CNif 4OTPUMYBATUCA CYyBOPUX 3aX0L4iB
6esneku. IMig yac nepeHeceHHs 3amMOpOXeHMX 3paskiB 40 pe3epByapa 3 piakMM a3oToM abo 3 HbOro HeOOXiAHO BUKOPUCTOBYBATU 3aXMCHI
pYyKaBM4KM Ta OASATN, a TaKOX MacKy abo 3ax1cHi okynspu. Lle HeobxifgHO A4S TOro, LWo6 3MEHLMTW PU3NK TPaBMYBaHHS Bif, MOTEHLiHUX
KpioreHHUX BUBYXIiB MpW BUTyUYEHHI, SIKi MOXYTb NPU3BECTU A0 PO3/1bOTY FOCTPUX OCKOJIKIB.

FapaHTia

Y Cytion M1 BignoBiAaeMo 3a SKiCTb Ta XUTTE3AATHICTb HALLOT MPOAYKLT.

Mu rapaHTyemo, Lo Hali KIITUHW BYAYTb XUTTE3AATHUMM Ha NOYaTKy KY/IbTUBYBaHHSA NPOTAroM 60 AHIB MiC/A BigBaHTaOKEHHS 3 HALLOro
3aBofy.

Mwu 3aneBHSEMO, LLIO BCi MaTepiann BignoBigalTb cneymdikauisM, onucaHum y ceptudpikati aHasnisy Ta/abo nacnopTi NPOAYKTY

[lna oTpumaHHsA 6inbl feTanbHOT iHhopmaui, 6yab nacka, 3BepHiTbCa A0 Haworo <a href=""/Who-we-are/Warranty/"" hreflang=""x-
default"'>3aaBu npo rapaHTito</a>

HeoGxigHa yroaa npo nepegauvy Yes
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