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7 47U 77 ERESR (fibrinogen storage disease : FSD) X, FFHEM O/ NMEKNICERE 7 7V 7 7> (Fbg) NEFEL
HEEEZAELCLERTHD, FSD #2275 Fbg IKTIEDRK & LT, 6 FEiD Fbg vy $HDOBIETHF (284R, 314P, 316N,
AG346-Q350, 366S. 375W) i Z4 T 5, y375W @ Fbg /L CHO M2 3\ T, Fbg AHIKRERLR (large granular : LG)
L OMHER (fibrous form : F) # 2L, BAKE LTHFET L Z LA LN LTS, RBFETIX, MRS A FSD
ZH| 29 HE Fog IR R RBIR I AR LT,

FSD # 29 % L3t 6 OB\ TFAE, BLUFSD # D722\ Fbg X TJE (Non-FSD) 7 & x5 L L7-, IE# y 8 cDNA %
FITHTTAI RDLELGIRES Yy hEHWTERy 7T AI REERLE, 777 23 R%& AaBp 4 CHO Mifldic B s 1
BN L CLEEFBUMAE (stable #5) ZBI32 L. Fbg 0WHE (ELISA (T X K78k 4 L UL Fog IBEDORE) & Fbg
DRI (BOEHUATER K OB FEMEEIC L 28152 /i Lz, £7-. CHO #ifla & ITflas sk HuH-7 #ifa 4 Hv 7z
—i@ PR BMIAR (transient #8) ZERIL ., @ FEAEOBWVIC L 2MBANE AKEZ LR LEZ, &6, BY v #2680
~N7F REHEEAE CHO Mila (IEH Ao SH+HLF v $8. 1EH Bp $H+5% v 8. BF v $EAME) 2/ERL. HAKRBRIC
DVWTHRFE L7z,

ZORER, BiH EE ITROF R A ST

1. FSD $ X1 Non-FSD stable B Cix. 1E% Fbg FEE CHO HfEIZH L C. MM Fog BENERKT LY FEIC LA
| PG AY N

2. FSD @ 3 £k (314P, 316N, AG346-Q350) TIL, y375W FIERIC "LG” BL UV F HAEKZZR DT, —J7. FSD D 2 #& (284R,
366S) & Non-FSD ¥ETiZ LG” HAKDOHZED bz,

3. EFBMEITIX. FSDHRICI W THER Lo/ Malk & 2 0NN —E DRI 4 F T HEm 4 R LT,

4. JFHMRLARO HuH-7 MRICISWTH RO AR S 7z, CHO/HuH-7 @ transient MUtk Clix FSD 24T °F
EAKEFRD T2, Non-FSD transient ¥k Tl stable FRIFERIC "F B AKITZRD SnpnoTz,

5. 7T FEPEAE CHO MM CIXE AR RIS T, BE Fbg FE4E CHO Ml TOARD 7=,

INHDOFER LY | BEHEIRE AL FSD 2 295 6 FiD Fog v S8 AR A28 A L2 BEHIIC O 380 511, FSD #RIZ
R CTh o7z, MBS ARIZRE ¢ OB TR SN T, EF Ac 8- B 8L & HIZEE Fbg & L THAY.THND
LTI B E N, FSD IIMiRERTHANBUEHNTH Y | SR Fog K TEE 2 L2 BHITHBWT FSD % %IiE
FTHNE, BEOTHBLOQOL 2L T 2EHERRTTHDH, APFEND, FERME Fog (X FHED BT VT, CHO #ifd
ZHVTHRHE Fbg FE/E transient #EA (ER L AOLHUARE CHAERE AR Z 2 7 ) —= 2 790X, IHREHIC FSD RIED
FEEMEEZHIMI CE D 2L BRI, Lo T, &, BIEIFT—HL TRRIEAEHRXE LTUMERH D b D LT,




