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BEET S #Rprogeria » R R B RAETZ &b
(premature aging) - £ L1886 — I EEA L RIHE RV £58
A= S BR 4 B3 (Sir Jonathan Hutchinson, 1928-1931, [E—7&){E
Medico-Chirurgical TranssactionHiH]_E &R T E—R A M E = ERY R
X i EEEFH ML TSI © “The subject of this case, a boy, at 3%,

presented a very peculiar withered or old-mannish look, all his

features being thin and pinched. His fingers were shrivelled, and dusky,
and their nails, which also were remarkably thin, were curved
backwards so as to present more or less of hollow in the middle. His
head was large and the anterior fontanelle not quite closed; the scalp
was exceedingly thin, and with the exception of a quantity of down,
was quite bald.....” (1) -
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EERVEER T ANEEE - £+ —FER&RETI8ITES— I REIIMNIE
& BHFT BELE$EE (Hastings Gilford, 1861-1941 » B—4G)&H T 5
—BE MR AR RIREZ B ER1TR AT - WIRE
ZBE FEFEERNER - BT BBEE®FEMedico-Chirurgical
TranssactionfiHE% T B A M ETENR X (2) - X GEFE
HEZXERIIN/NEEL(E ) RER » TEEFBEREMT KB
R IR ESEAEEGREEE A\ ERETerE T
S TIERAEEE Y B RERIM =R LN EEISENE R T
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Hutchinson-Gilford Progeria Syndrome (HGPS) -

15 years old 17 years old

1.5 years old

B . RS TEEARREEMz BEESETRBFAZE A .B F %R : Gilford,
1897, Med Chir Trans 80: 17-46.
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Z&BE H (nuclear lamin)fyE:H lamin A/C(ZRElamin A > LMNA)ZE
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Normal Prelamin A Processing Hutchinson-Gilford Progeria Syndrome
50-amino acid deletion
(»=RSYLLGw)
RSYLLG CaaX CaaX
Farnesylation (FTase) ‘ Farnesylation (FTase) l
l.Mk I,Mk
RSYLLG CaaX . CaaX
C-terminal cleavage C-terminal cleavage
(Likely RCE1 and l 1. (Likely RCE1 and l flch
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Prelamin A (74 kDa) Mutant Farnesylated Prelamin A (67 kDa)
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B EBHA(Lamin A)RBEE R (Progerin) 2 EA18%E. BIF %K
B : Coutinho Z A, 2009, Immun Ageing 6:4



I8 P4 TR ¥ SRR B 22 1 A FiBEY) (prelamin A) & & 4E M
(SRR B ARV B E £ G Y Lamin A » & Sc—(El& 15EmRHVAS
fiE& (farnesyl group)& g% j0_E Lamin A C-IFCaaX |t &R B
(cysteine)BYAirE > Lamin AE# T EI4HMZER » 3% Lamin A C-lig-
aaXEFH U » 78 E—EPER “RSYLLG” WUE#VIF
&2 Clmer farnesyl groupayRERREE ~ B Lamin AR BB 4HREZ
IR - RMAREVYAHPGSE AT » HAI=EPBZE2MIEE 4
fE—i%  {[HZEEEfE Lamin A& RSYLLG” 2 50{H@EFN A FAE
HitHE Clwe farnesyl EfE B INEFO A IR PR EZEL M
FEREEAERE L - EREREN AR ERBER I EE
IZIREE - difEkER k@) -
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Bloom Syndrome » Cockayne syndrome » Cutis Laxa » De Barsy
Syndrome > Wiedemann-Rautenstrauch Syndrom #1 Xeroderma
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