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Hereditary Spastic Paraplegia SPG13 Is Associated with a Mutation
in the Gene Encoding the Mitochondrial Chaperonin Hsp60
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Mitochondrial Hsp60 Chaperonopathy Causes
an Autosomal-Recessive Neurodegenerative Disorder
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A novel mutation in the HSPD1 gene in a patient with hereditary spastic paraplegia.
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Alignment of Sequence_l: [Human Hsp60.xprt] with Segquence 2: [Zebrafish Hsp60.xprt]

.., pPwo ,  , Je0 o fewo  JiK , Jt200 [tdce, Beoo Jieoo Rk, [go8 Bdoo | 273 Similarity : 534/572 (93,36 %)

I;.nm; | Seg_1 1 MLRLPTV?RQHRPVSRVLAPE’.TRAYJ\KDVKFGADMQGVDLL&DJWAVTMGPKGR 60
S S | B —— L L LTl LD LT EEELTTLLL LT TLLLTLL

F v T T 1 1 T 1 ¥ 1 1 “y ¥ 5 T + r =y Seq 2 1 MLRLPSVMROMRPVCRALAPHLTRAYAKDVEKFGADARALMLQGVDLLADAVAVTMGPEGR 60

Seq_1 61 TVIIEQSWGSPKWTKDGVTVAKS IDLKDKYKNIGAKLVQDVANNTNEEAGDGTTTATVLA 120

II||II|l|I||IIIll|I|HIIH|| llIIII||Il|IIII|IIIIIIIIIIIIIII

L r Seq_2 61 KVTKDGVTVAKSI 120
TRIMg bing... F——H + o f— ———f
it . - == p— —+—+H Seq_1 121 RSIAKEGFEKISKGANPVEIRRGVMLAVDAVIAELKKQSKPVITPEEIAQVATISANGDK 180
inge an T T

B —— e T e it L R T e e

= Py JU——ah Seq_2 121 RAVAKEGFDTISKGANPVEIRRGVMMAVEEVISELKKNSKPVITPEEIAQVATISANGDT 180
excn NN axon I

Seq_l 181 EIGNIISDAMKKVGRKGVITVKDGKTLNDELEIIEGMKFDRGYISPYFINTSKGQKCEFQ 240

e L0LL= LLLEREEEELELEERETEE LEEEEEEELLEEEEETTELEL ]lIIIIIl
Seq_2 181 EVGNI ISNAMKKVGRKGVITVKDGKTLHDELEIIEGMKFDRGYISPYFINTAKGQKCEFQ 240
( S D O Seq_l 241 DAYVLLSEKKISSIQSIVPALEIANAHRKPLVIIAEDVDGEALSTLVLNRLKVGLOQVVAV 300

CLLERRRELED =L LEaentE Fiiiinge ][IIIIIII]|III|I|IIIIIII|I

Seq_2 241 DAYVLLSEKKISSVQSIVPALEIANQHRKPLVIVAEDVDGEALSTLVLNRLKVGLQVVAV 300

Seq_1 301 KAPGFGDNRKNQLKDMAIATGGAVFGEEGLTLNLEDVQPHDLGKVGEVIVTKDDAMLLKG 360

O D O ' R A A e S R N RN RNy

Seq_2 301 KAPGFGDNRENQLODMAVSTGGTVFGDEAMGLALEDIQAHDFGKVGEVIVTKDDTMLLKG 360

Seq_1 361 KGDKAQIEKRIQEIIEQLDVTTSEYEKEKLNERLAKLSDGVAVLKVGGTSDVEVNEKKDR 420

sl =l e bl e ba b=l LDDEDLELEEEREREELL TR LT

Seq_2 361 RGDASAIEKRVNEIAEQLESTNSDYEKEKLNERLAKLSDGVAVIKVGGTSDVEVNEKKDR 420

Seq_1l 421 VIDALNATRAAVEEGIVLGGGCALLRCIPALDSLTPANEDQKIGIEI IKRTLKI PAMTIA 480

!IIIIIIIIIllIIIH FUELLRTELEL IR === b= D 0EELT=00=0 T=1111111
Seq_2 421 ALNATRAAVEEGIVPGGGCALLRCIPALDNIKPANADQKIGIDIIRRSLRIPAMTIA 480

Seq_l1 481 KNAGVEGSLIVEKIMQSSSEVGYDAMAGDFVNMVEKGIIDPTKVVRTALLDAAGVASLLT 540

CRLERULR=000 TEE L FEE =] =L EREd = EER R P iner gl
Seq_2 481  KNAGVEGSLVVEKILQSSTEIGYDAMNGEYVNMVERGIIDPTKVVRTALLDAAGVASLLS 540

Seq_l 541 TAEVVVTEIPKEEKDPGMGAMGGMGGGMGG-G-MF- 573

1] 2] 222 2] == 1) e
Seq_2 541 TA-EAVVTEIPKEEKEMPAGGMGGMGGMGGMGGMGF 575
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