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A XA molecular chaperone ERp299] 7|84
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Az DNAC] 1xd3 oz AFH e FAAEE @92 E99 &=
o kA 33 72 AEFoZ Ao e eFAR 5. HA 9
A9 oF 80%E AA = EHIGHAN wEWALe AFXF M HAFZEZAHRA
(post-translational modification)2& AXHA AZHoz Aol e ¥AZ FA
Aol HdE 23 E 33} (glycosylation), 33} (sulfination), oligomerization
5ol Atk 2FAY R F8E 715FY shte @ o] SulEA Ed (folding)

F e B34S AT F= Aotk 2EA = GRPI4, ERp72, Bip, Calnexin

AEXA glAE] EAst o] £H R R A F o
HFsA 2R - AEF =93 4TS vt £EH 2E#H L (ER stress) &
Qto]] o] EAAHEES TR EH9E WA E0] ER lumend Fole A di$
3l wgo] FUI3t. AXANA DA FHd AFAe ZHE ER storage

183 PDI 5 o8 7R

diseases (ERSD) 31 $irt,

ERSD: o8 714 AH o] ®Wede eyl Sue A3 + Ao o] AL &
AFo|AY F& AYPHY Ao g £FA A o] HAHSA TP £
g2 £33 2XAU B MEE (cytotoxin) o2 Z-E-3le dojuts AH ol
A2 742 B.1E ERSDY)+ congenital hypothyroidism (thyroglobulin deficiency,
thyroid ‘peroxidase deficiency, thyroxine binding globulin deficiency), diabetes
insipidus (vasopressin precursor defect, vasopressin V2-receptor defect, aqusporin
defect), osteogenesis imperfecta (type I, II, IV procollagen deficiency), lipid
disorders (LLDL receptor deficiency, microsomal triglyceride transfer protein

deficiency, lipoprotein lipase deficiency, lipoprotein defect), diabetes mellitus
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(insulin receptor defect), growth disorders (GH receptor defect), primary
hypoparathyroidsim (preproparathormone defect), parkinsonism (parkin associated),
and albinism (tyrosinase deficiency) 5°] 1t}

#3715 A38%F (hypothryroidism)®} X &2¥3-& E43}7] $3td DD-PCRS
st 2R candidateE 2 AUk ©] candidateE2> EF GD AF &
2 £ (thyroid-stimulating hormone)d] ¢J3te] ZH=n, )& 2] candidate7} Al
EAo EAste DWFoIUL ERp29 ol AXA ] EAdte dwAt.
ERp29E A AX FRTL-5 AlXA 29393, ERp292] cDNAT 2607) 2]
otu|i4tE JAEPGstr Aon EAFES oF 29 kDaolw pl 56 °lth. ERp299]
cDNAE A8 7}A ZFFY Fo 2AH BHEH] don o 90%e] DA Lo
543}t ERp29= N-terminusel signal peptide®t C-terminus®] ER retention
signal?l KEEL A go] EAgT +8L AFEAA A3 AHE E73x
ERp29¢] AXW 715& HdAA &dch. 28y o8 71A ER stressol 934
ERp29¢] do] F7tgtt. ERp297F SR AEZH 2Ed 20 tig o7t 3l
o] 7I5& e AL FETL 5 UA T

ERp299] & TAAMEANM 3 A5 2224 oA - oE A
A1} (insulin, transferrin, hydrocortisone)o] ¢j8talys AR ¢l adxn
ERp29¢8] mRNAT ZAldAA 2dET) 334 32829 AFEER thyroglobulin
(Tg)e] 3¥o| ERp29E HYLdH3I FRTL-5 AHEA oF 33%7F =713tk
ERp29+ Tg9t oF3tAl 43248 sl 2282 ot & ER chaperoned] o] &
7Vt th. o] ER chaperone £& ERp29%E A5&88 34t AMEESe] ER
stress®l] 23} UPR(unfolded protein response) AE17} =5 A =W ERp297}
ER stress signaling®] key moleculeQl PERK9}x= A& 28 3ttt o]24 ERp29
7} A Z U4 ER chaperone® modulator 9&& 38 2% 4 Qo



