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Appendices

S

HBLEERARE (FSHD) E—M#THNERARE, TEZWEM. B
EFENR, EFHEARSHRONLENTIAZESS, FSHD MRASR E &AM X E F
DUX4 ABRINFHFEREL, EEFEEEZMHT, DUX4 ERHIFRATIREFET
ERAHE (ZGA) MXBENET, HFES ZGA BRFEMBHLERT XM ME
HEHE-STHRGETEAEXREM. &AM, & FSHD £&F®, DUX4 ARFAERRILT
MRIEMERESMAT 2N THARRE, HALENIAM. BETEBELRE,
RASEMMIETFAEE FSHD KA,

2R DUX4 ¥E24 FSHD X REHETHIEREEH, 8 DUX4 AfIARLR IR F
AR RE RSN ENDARMZE D . NAARNFRMEFFENE FSHD hilA%
EMFEMENRE, RRIEESDEBTD TKE LB, MXEKFEERGE
RARAL. Mo, BREAIRBRORRRIRS] T FAVREYLE] VIR 076877 K
FY8E

RROBIS BAMETTER G5t FSHD EYZRARR B DUXY ) SE9HERTUR
R LR AR . RNRAIAREARA, MAIFRENDPHRREM TS DUX4 18X
Fim AL B £ T U

EEZER, BRIMEALMMEZ RNA UF (snRNA-seq) REZIZALE NIVHIEL T
M. B =4 FSHD #AF— MW RBEANRES T, RINRLETINERNENE
Rz MR A TR . ZFER IR T % DUX4 UMM, FRESEITA
T HE’Jﬁﬂzt FEPEEHS AHFIER DUX4 ZImBHA [, IR ISR AR08
SHEXERE FEMIRERN DUX4 ZIEHA 1, BAXLBEAIMNTHRREWIR
15&1[19’1%&%&)% ENVET AR MZEE, BT WA F MR AAIR
o H— MRS R 7T XEZF NS KL B MEMNEN . DUX4 e
[ B3Rk 4 AREEAMEMAREY), T DUX4 EIREHA | EEZHEMBRRERER. 8
Ry, DUX4 MRS ERARNMNABMBRLERIA, 8- 7 DUX4BITEMUT
FHRREAFHEMNES AN E DT RERHARAGTEF. snRNA-seq 7T7ERIN FATE
B IR T 4 FSHD ERLENMEZSHMIRE T KRG MR, 1558 7 )
AR DUX4 NS R AT IER .

HE=FP, ROBINHERT%E RNA NFNBTIAMER, BOPFHRAREARRE
SRS, MRS DUX4 BUARRMEZRRUEMALELBEFMRN . 1Z
FEKIL T ERRAN T 452K, F7E FSHD LT 409/ N B R 4 1 7 DUX4 454EFRIA

BAHKFEFEDTNRRRET T RAGEFASPAERT FSHD 27 REMTEE
BENME, FABRREBLIREEET AR MAENERMRT B, X—KR#
H AR FSHD FHIMEHMAARZREE T £, FEMIRICRETHE 7R
Rt —H TR A 0 oI BE
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AENEF, BMNBIMN=RHKEE FSHD BEMNAFS LR THBERER TN
AUREMEAEZRAE, SCELT 3D AR TR EFRAL (3D-TESMs) AIHGEE. XL 3D-TESMs X
NEIT FSHD MXEMIERAL, B45 DUX4 M DUX4 SERFFIA . BUNIAAHEER
EURERFTEN KRS NARER. SEMNEFARIER, 5 2D £EEFAL,
3D-TESMs &R 7 BE MBS LTI DUX4 BERERRFIAKENRS. BEFIRMN
2, A=MARNDTUEY (XEXEMIEIEER 2D NLAZFHNAYTLFE
h#iR%I) 4:3E 3D-TESMs REETHE, ARNEZERBNMITHERTEHIT
B, XUELERRPXENEYELX 3D-TESM EREEEE N, EAFTEH—PxE
3D-TESM#RR, EEmE, HAIKINFFART FSHD /) 3D BEARE, X E)TT DUX4
FEFM T B SRBIEEXRNERITMRIBETEERR, BT RRAYIFE
NANERRTE.

HEEREFR, T DUX4 iESHAEHAEHTT T PacBio Iso-seq WFr. BIFBEKIR
MRS RNA UFEIE, TNME T HETIZERRENG S RWEBITE A,
ZIERARNAR DUX4 THREKES. SXRMELL, DUX4TRIASHERERNEX
A, AFIEREERERENEREXENHFEEEM. EERNEFRTEES
W, URENEZHEXNSHFK (NMD) $EERE., 5 RNA JITH RNA RifHE%
MEFRSEES NMDEEERIFFRIH BEMBIFRER, 77 DUX4 BREFAMNE
AIFTEHE . tesh, FALI DUX4 SERRENURM SHEGARINE T B~ FWEME
RMZER, 3R DUX4 NAMIER R UL, £ DUX4+HERATIRBINFRTLR
MEAEGRABEFERHAFOERTE, RAEENRRNE. KIEK RNA MR
TR BERNEBRNM D TERE 8 FHE, XLEEREFHERSTRERETES
i, DUX4 5 LTR FSEMEE LIR M NHES THNBERNE. XMARE
IRERERBEYED, 877 DUX4 NSHBINRMES A, &E, &
MBETXEEREAPHREIBREHEDNERTRAEELEE RTTHEBEREDH
ERERREE AL, 22, DUX4EARARATFES 2. RAUMELRMNEFAHTL.
A X EF B FAEKFRILAER DUX4 AYFRIEMAEIR(ERR AL T &tk
RXIEGAMRBEMAMRREMNERAZT NS HEDITHHR T I DUX4 M
X T FSHD R HIRVIEMR, AARFKHDET T R MARILE EERAT TR
f#o





