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0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
1. 4e+07
"transfac_rempve_bio_ sinilarity.dat"
1. 2e+07
1e+07
8e+06
6e+06
4e+06
2e+06
o HHHH HHHH N
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
3. 5e+06
"omi mrempve_bio sinilarity.dat"
3e+06
2.5e+06
2e+06
1. 5e+06
1e+06
500000
0 HHH\ Lbss
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity

OMIM

Nurber

Nunber

Nunber

Sinilarity- Nunber

1. 4e+06

“pid_r e

ve_bio_simila

ity. dat"

1. 2e+06

1e+06

800000

600000

400000

200000

0

0.

1

0.2

.3 0.4

Similarity

PMD

Sinilarity-Nuber

0.5 0.6 0.7 0.8

700000

d it hout - erfpve_bi o,

simlarity.dat"

600000

500000

400000

300000

200000

100000

o ‘\\H‘
0

L1

0.3 0.4

0.5
simlarity

PDB

Sinilarity-Nuber

MMM
9

1

3. 5e+06

"pdbstr_renpve_bi o

simlarity.dat"

3e+06

2.5e+06

2e+06

1. 5e+06

1e+06

500000

0.

1

0.2

0.3

0.4 0.6 0.

0.5
simlarity

PDBSTR
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Nunber

Number

Number

3000

2500

2000

1500

1000

100000

90000

80000

70000

60000

50000

40000

30000

20000

10000

450000

400000

350000

300000

250000

200000

150000

100000

50000

Sinilarity- Number

‘brite_emove_english_similarity. dat" —

0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1
Simlarity
Similarity-Nunber
"ptints_renove_english_sinmilarity.dat" —
i
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
"prosite_renove_english_sinmlarity.dat" —
Lisatlls
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity

PROSITE

Nurber

Nunber

Nunber

30000

25000

20000

15000

10000

5000

700000

600000

500000

400000

300000

200000

100000

1. 4e+06

1. 2e+06

1e+06

800000

600000

400000

200000

Sinilarity- Nunber
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“agi ndex_t enove_engl i sh_si milarity. dat"
| HMH (I
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Sinilarity
AAindex
Sinilarity-Nuber
"epd_renmove_english sinilarity.dat"
Ll
0 0.1 0.2 0.3 0.4 0.5 0.7 0.8 0.9
Sinilarity
Sinilarity-Nuber
"enzyme_fenove_english_ sinilarity.dat"
HHHH\ [T
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Sinilarity




Nunber

Number

Number

Simlarity-Nunber Similarity-Number

1. 4e+07 2. 5e+06
“conpound_f emove_engl i sh_similarity. dat” — “pnd_renove_engl i sh_sinilarity. dat® —
1. 2e+07
2e+06
1e+07
1. 5e+06
8e+06
3
E
6e+06
1e+06
4e+06
500000
2e+06
o o HHH\HMHH
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1 0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity Similarity

COMPOUND PMD

Similarity-Nunber Sinilarity-Nuber
1. 4e+07 1. 2e+06
"transfac_renove_english simlarity. dat" — " pdb: wi t hout - at om rermove_engl i shisinilarity. dat" —
1. 2e+07
e+0 le+06
1e+07
800000
8e+06
I3
€ 600000
2
6e+06
400000
4e+06
26406 200000
0 HHHH HHHHHHH‘HHH\ oul ‘\
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1 0 0.1 0.2 0.3 0.4 0.5 0.7 0.8 0.9
Simlarity Sinilarity
Similarity-Nunber Sinilarity-Nuber
8e+06 4. 5e+06
"oni mrenmove_english simlarity. dat" — "pdbstr_renove_english_ sinilarit at" ——
7e+06 4e+06
3. 5e+06
6e+06
3e+06
5e+06
. 2.5e+06
I3
4e+06 £
2 2e+06
3e+06
1. 5e+06
2e+06
1e+06
1e+06 ‘ 500000 i i
o HHHW o HHHHH\HHHHHHHHHHHH HH
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1 0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity Sinilarity

OMIM PDBSTR
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Nunber

Number

Number

2500

Sinilarity- Number

2000

“brite_remve_field

sinilal

ity.

dat:

1500

1000

18000

0.1

0.2

0.3 0.4 0.5

Simlarity

BRITE

Similarity-Nunber

0.6 0.

7 0.

8

0.

9

16000

"prints_renove

field_simlari

y.dat"

14000

12000

10000

8000

6000

4000

2000

350000

|
HHHHHH\
0.

0.3 .4 0.5
Simlarity

0.6

PRINTS

Similarity-Nunber

0.7

300000

"prosite_renove_field_ sinmilarit

250000

200000

150000

100000

50000

0.1

0.2

0.3 0, 0.6

.4 0.5
Simlarity

PROSITE

0.7

0.8

0.9

Nurber

Nunber

Nunber

8000

Sinilarity- Nunber

" aai ndex_r emove_field

sinilal

ity.dat

7000

6000

5000

4000

3000

2000

1000

600000

0.

1

0.

2

0.3 0.4

Similarity

AAindex

Sinilarity-Nuber

0.5 0.6 0.7

0.8

0.9

"epd_remove_field

sinila

ity.dat"

500000

400000

300000

200000

100000

0

400000

0.

1

0.

2

03 0.4 _ 05
simlarity

EPD

Sinilarity-Nuber

350000

"enzyme_renove_fiel d_sinilal

ity. dat"

300000

250000

200000

150000

100000

50000

o m\“

0.1

0.2

0.3 0.4 0.5 0.6

simiarity

0.7
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Nunber

Number

Number

Sinilarity- Number

600000
“conpound_renove_field simlarity. dat” —
500000
400000
300000
200000
100000
o Ll H‘m N
0 0.1 .2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1
Simlarity
Similarity-Nunber
600000
"transfac_renove field sinilarity.dat" —
500000
400000
300000
200000
100000
0 ‘ HH‘HHHHMH
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
120000
"onmi mrenmove_field simlarity.dat" —
100000
80000
60000
40000
20000
0 \“HH HHMM
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity

OMIM

Nurber

Nunber

Nunber

45000

40000

35000

30000

25000

20000

15000

10000

5000

90000

80000

70000

60000

50000

40000

30000

20000

10000

600000

500000

400000

300000

200000

100000

Sinilarity- Nunber

“pnd_renove_fiel d_simlarity.dat" —
|
\“‘ HHHHHH
0 0.1 0. 0.3 0.4 0.5 0.6 0.7 0.8
Similarity
Sinilarity-Nuber
" pdb-wi t hout - at om renove_field sinilarity. dat" —
I I
| l
0 0.1 0.2 0.3 0.4 0.5 0.7 0.8 0.9
Sinilarity
Sinilarity-Nuber
"pdbstr_renove_field sinilarity.dat" —
M\m st HHHH HHH “\m
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Sinilarity

PDBSTR
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Nunber

Number

Number

4000

Sinilarity- Number

“brite_remove_FBE

sinilal

ity. dat”

3500

3000

2500

2000

1500

1000

0.1

0.2

0.3 0.4 0.5 0.6

Simlarity

BRITE

Similarity-Nunber

0.7

0.

8 0.9

120000

"prints_renov

_FBE_si

milarity.dat"

100000

80000

60000

40000

20000

0.1

0.2

0.3 04 05
Similarity

PRINTS

Similarity-Nunber

0.6

450000

"prosite_renove_|

BE simi |

arity.dat"

400000

350000

300000

250000

200000

150000

100000

50000

0.1

0.2

0.3 04 0.5
Similarity

PROSITE

0.6

0.7

0.8

Nurber

Nunber

Nunber

35000

30000

25000

20000

15000

10000

5000

800000

700000

600000

500000

400000

300000

200000

100000

6e+06

5e+06

4e+06

3e+06

2e+06

1le+06

Sinilarity- Nunber

ENZYME

“aai ndex_r empve_FBE.si il arity. dat"
‘ HH‘H\M\H\‘ U
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Sinilarity
AAindex
Sinilarity-Nuber
"epd_remove_FBE sinilarity.dat"
I
0.1 0.2 0.3 0.4 0.5 0.7 0.8 0.9
Sinilarity
Sinilarity-Nuber
"enzyme_renpve_FBE:sinilarity.dat"
UL
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Sinilarity
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Nunber

Number

Number

1.

1.

-

-

4e+07

2e+07

1e+07

8e+06

6e+06

4e+06

2e+06

. 4e+07

. 2e+07

1e+07

8e+06

6e+06

4e+06

2e+06

o

8e+06

7e+06

6e+06

5e+06

4e+06

3e+06

2e+06

1e+06

Sinilarity- Nunbe

r

" conpoiund_r emt

ve_FBE similarity. dat”

0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
"transfac_rempve_FBE_ sinilarity.dat"
HHHH HHHH NI
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
"omi mrempve_FBE sinilarity.dat"
HHH\ TRy
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9

Similarity

OMIM

Nurber

Nunber

Nunber

2e+06

-

8e+06

-

6e+06

i

4e+06

-

2e+06

1e+06

800000

600000

400000

200000

1e+06

900000

800000

700000

600000

500000

400000

300000

200000

100000

5e+06

IS

5e+06

4e+06

w

5e+06

3e+06

N

5e+06

2e+06

-

5e+06

1e+06

500000

Sinilarity- Nunber

“pd_r embve_FBE sini | arity. dat" —

0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1
Similarity
Sinilarity-Nuber
" pdb- wi t hout - at om renpve_FBE_ si nil arity. dat" —
ly
HHHH\H
0.1 0.2 0.3 0.4 0.5 0.7 0.8 0.9 1
Sinilarity
Sinilarity-Nuber
"pdbstr_renpve_FBE sinilarity.dat" —
HHH‘ HHHH\ IILL
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1
Sinilarity

PDBSTR
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Nunber

Number

Number

1800

1600

1400

1200

1000

800

40000

35000

30000

25000

20000

15000

10000

5000

600000

500000

400000

300000

200000

100000

Sinilarity- Number

“brite_bioonly simlarity.dat” —
| L
‘ H ‘ ‘HH ‘ HHH‘H ‘HH‘M HH\HH HaladlL
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
"prints_bioonly sinilarity.dat" —
‘ HHHH\ INITRTRTRTRRTRTION
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
“prosite_bioonly;:simlarity. dat" —
.
0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9

Similarity

PROSITE

Nurber

Nunber

Nunber

70000

60000

50000

40000

30000

20000

10000

35000

30000

25000

20000

15000

10000

5000

5e+06

4. 5e+06

4e+06

3.5e+06

3e+06

2.5e+06

2e+06

1. 5e+06

1e+06

500000

0

Sinilarity- Nunber
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" aai ndex_bi oonl y_similarity. dat" —
NI I 1l | 1
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Similarity
AAindex
Sinilarity-Nuber
"epd_bioonly_ sinilarity.dat" —
‘ m“‘ "HHHH‘HHHH\HHHHH\
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Sinilarity
Sinilarity-Nuber
"enzynme_bioonly sinilarity. dat" —
L
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Sinilarity




Nunber

Number

Number

7e+06

6e+06

5e+06

4e+06

3e+06

2e+06

1e+06

. 8e+07

. 6e+07

4e+07

. 2e+07

le+07

8e+06

6e+06

4e+06

2e+06

0

1e+07

9e+06

8e+06

7e+06

6e+06

5e+06

4e+06

3e+06

2e+06

1e+06

Sinilarity- Number

Similarity

OMIM

*compound_bi oonl y_sinilarity. dat"
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
"transfac_bioonly sinilarity.dat"
LA a0
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
"oni mbioonly sinilarity.dat"
‘M
‘ HHHH i
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9

Nurber

Nunber

Nunber

7e+06

6e+06

5e+06

4e+06

3e+06

2e+06

1e+06

3e+06

N

5e+06

2e+06

-

5e+06

1e+06

500000

5e+06

IS

5e+06

4e+06

w

5e+06

3e+06

N

5e+06

2e+06

-

5e+06

1e+06

500000

0

Sinilarity- Nunber

PDBSTR
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“pd_bi oonl y_si il ari ty. dat" —
HHHH\ [
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1
Sinilarity
Sinilarity-Nuber
" pdb: wi t hout - at om bi oonl y_sinilarity.dat" —
M\Hu wonun ‘HHHH ‘HHH L.
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1
Sinilarity
Sinilarity-Nuber
“pdbstr_bioonly sinilarity.dat" —
e s RRRL 11111 HHHH ‘HH Iy
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9 1
Sinilarity



Nunber

Number

Number

1600

Sinilarity- Number

1400

“brite_bi oANDnot fiel d_sinila

rity. dat" —

1200

1000

400

0.1 0.2 0.3 0.4 0.5 0.6 0.7
Simlarity

BRITE

Similarity-Nunber

0.8

0.9 1

10000

9000

"prints_bi oANDnot fiel d_simla

ity.dat" —

8000

7000

6000

5000

4000

3000

2000

1000

ol

50000

0.1 0.2 0.3 0.4 0.6 0.7

0.5
Simlarity

PRINTS

Similarity-Nunber

0.8

0.9 1

45000

"prosite_bi oANDnot fiel d_sinila

ity.dat" —

40000

35000

30000

25000

20000

15000

10000

5000 —

il D

01 0.2 03 04 05 06 07
Simlarity

PROSITE
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Nurber

Nunber

Nunber

5000

Sinilarity- Nunber

" api ndex_bi oANDnot fi el d_si nilal

ity dat" —

4500

4000

3500

3000

2500

2000

1500

1000

|
I Hmhmm
0

0.1 0.2 0.3 0.4 0.6 0.7

.5
Similarity

AAindex

Sinilarity-Nuber

0.8

45000

40000

"epd_bi oANDnot fi el d sinil al

ity.dat" —

35000

30000

25000

20000

15000

10000

5000

0

|
WHMHM‘ ‘mmman
5 0

01 02 03 04 O )
simlarity

EPD

Sinilarity-Nuber

0.7

350000

300000

"enzyme_bi oANDnot fi el d_si ni | al

ity.dat" —

250000

200000

150000

100000

50000

0.1 0.2 0.3 0.4 0.6 0.7

0.5
simiarity

ENZYME
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Nunber

Number

Number

1e+07

9e+06

8e+06

7e+06

6e+06

5e+06

4e+06

3e+06

2e+06

1e+06

9e+06

8e+06

7e+06

6e+06

5e+06

4e+06

3e+06

2e+06

1e+06

0

1. 2e+06

1e+06

800000

600000

400000

200000

0

Sinilarity- Number

“compound_bi oANDnot fi el d_similarity. dat"
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
"transfac_bi oANDnotfield_ sinilarity.dat"
H It
\‘HHH ‘ HHH‘HHHHHHHHHHM
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
Simlarity
Similarity-Nunber
“ bl bi|blanpnot fi el d_similarity. dat"
HH‘H MMM
0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
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Nurber

Nunber

Nunber

1. 4e+06

1. 2e+06

1e+06

800000

600000

400000

200000

1le+06

900000

800000

700000

600000

500000

400000

300000

200000

100000

4e+06

3. 5e+06

3e+06

2.5e+06

2e+06

1. 5e+06

1e+06

500000

0

Sinilarity- Nunber

PDBSTR

“pnd_bi oANDnot fi el d_si mi lari ty. dat® —
HHHHHHH\H
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DEFINITION Two-hybrid system was used to identify protein-protein
interactions that occur in the pheromone response pathway. Ste4,
Steb, Ste7, Stell, Stel2, Ste20, Fus3 and Kssl were tested in

all pairwise combinations.
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SYMBOL XALK4
SYNONYM  XALK4
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REFERENSE
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REFERENCE

MEDLINE 93204953

AUTHORS Zhou Z, Gartner A, Cade R, Ammerer G, Errede B

TITLE Pheromone-induced signal transduction in Saccharomyces
cerevisiae requires the sequential function of three protein
kinases.

JOURNAL Mol Cell Biol 13, 2069-2080, (1993)
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ft; Tektin motif III - 2
ft; Tektin motif IV - 2
PRINTSO ft 00 O0D0OOTEKTINOODOO

ga
O0DO000O0O

ga; 14-NOV-1994; UPDATE 23-JUN-1999
PRINTSO gaOODDOOOTCOMPLEXTCP1OODOOO

gcC
0000000

gc; THERMOPTASE
PRINTSO gc OO0 OO0 OOTHERMOPTASEO OOOO

gd
O000000 dedectochocd

gd; Tafazzins [1] are expressed in high levels in cardiac and skeletal muscle.
gd; As many as 10 isoforms can be present in different amounts in different

gd; tissues. Isoforms with hydrophobic N-termini are thought to be membrane

gd; anchored, while shorter forms, lacking the hydrophobic stretch, may be

gd; cytoplasmic (these latter are found in leukocytes and fibroblasts, but not
gd; in heart and skeletal muscle). A central hydrophilic domain may serve as

gd; an exposed loop that interacts with other proteins.

gd;

gd; Defects in taz are the cause of Barth syndrome, a severe inherited disorder,

gd; often fatal in childhood [1]. The disease is characterised by cardiac and
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gd;
gd;
gd;
gd;
gd;
gd;
gd;
gd;
gd;

gn

; skeletal myopathy, short stature and neutropenia [1].

TAFAZZIN is a 6-element fingerprint that provides a signature for
tafazzins. The fingerprint was derived from an intitial alignment of 3
sequences: the motifs were drawn from short conserved regions spanning
the central portion of the alignment - motif 4 lies in the hydrophilic
domain. A single iteration on OWL30.2 was required to reach convergence,

no further sequences being identified beyond the starting set.

An update on SPTR37_9f identified a true set of 3 sequences.
PRINTSO gd0 00000 TAFAZZINOOOOO

0000000

gn;

gp

COMPOUND(11)
PRINTSO gn 000000 TASKCHANNEL OO OO0

0000000 e

gp;
gp;
gpP;
gpP;
gp;

gr

gr;
gr;
gr;
gr;
gr;
gr;
gr;

PROSITE; PS00316 THAUMATIN
BLOCKS; BL00316
PFAM; PF00314 thaumatin
PDB; 1THI
SCOP; 1THI
PRINTSO gpO0 00000 THAUMATINOOODOO

000000 dededodod

1. WAGNER, R.L., APRILETTI, J.W., MCGRATH, M.E., WEST, B.L., BAXTER, J.D.
AND FLETTERICK, R.J.

A structural role for hormone in the thyroid hormone receptor.

NATURE 378 690-697 (1995).

2. CHEN, J.D. AND EVANS, R.M.

A transcriptional co-repressor that interacts with nuclear hormone
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gr; receptors.
gr; NATURE 377 454-457 (1995).
PRINTSO gr 000000 THYROIDHORMROOOODO

gt
O000000 &

gt; Xeroderma pigmentosum group G/yeast RAD superfamily signature
PRINTSO gt 00 OOO0OXPGRADSUPERO OOOO

gx
O0DO000O0O

gx; PR0O0752
PRINTS O gx 000 0OOOVASOPRSNVIAROOOOO

ic
0000000

ic; VWFADOMAIN1
ic; VWFADOMAIN2
ic; VWFADOMAIN3
PRINTSO ic0O000OOVWFADOMAINOODOOO

id

O0DO000O0O

id; MGSDVRDLNALLPAVSS WT1_MOUSE 1 1
id; MGSDVRDLNALLPAVPS WT1_HUMAN 1 1
id; GGGGGCGLPVSGARQWA WT1_MOUSE 20 2
id; GGGGGCALPVSGAAQWA WT1_HUMAN 19 1
id; VLDFAPPGASAYGSL WT1_MOUSE 38 1
id; VLDFAPPGASAYGSL WT1_HUMAN 37 1
id; GGPAPPPAPPPPPPP WT1_MOUSE 53 0
id; GGPAPPPAPPPPPPP WT1_HUMAN 52 0

PRINTSO idO00O0OO0O0O0WILMSTUMOUROOOODO
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il
O00000D0 &
il; 14
il; 25
il; 25
il; 25
il; 25
il; 27
PRINTSO ilOO0O0O0O0OTOGAVIRINOODOOO

im

O0DO000O0O

im; INITIAL MOTIF-SETS

PRINTSO mO0O00O0O0TPIR2FAMILY OO O0O0O

it
0000000
it; Ubiquitin motif T - 1
it; Ubiquitin motif II - 1
it; Ubiquitin motif III - 1
PRINTSO it 00 O0OD0OUBIQUITINODOOOO
sd

O0DO000O0O

sd; 21 codes involving b5 elements
sd; 1 codes involving 4 elements
sd; 2 codes involving 3 elements
sd; 0 codes involving 2 elements

PRINTSO sd00O0OOOURICASECOOOO
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sh

O0DO000O0O

sh; SCAN HISTORY
sh; -——————————-
PRINTSO sh 00 000OTETREPRESSORO OO OO

si

O0DO000O0O

si; SUMMARY INFORMATION

PRINTSO siO0OODOTMPROTEINSRAOOOOO

s1n

0000000

sn; Codes involving 4 elements
sn; Codes involving 3 elements
sn; Codes involving 2 elements
PRINTSO sn 000000 S2INAMTFRASECO OOOO

st

O0DO000O0O

st; SCXA_MESMA SCX1_0ORTSC SCX2_TITSE SCX1_TITBA
st; SCXE_BUTOC SCX2_TITBA SCXL_ANDAU SCX3_BUTOM
st; SCX3_ORTSC SIXE_BUTJU

st; SCX1_ANDAU SCX3_ANDAU SCX4_ANDAU SIX4_ANDAU
st; 077091 SCXV_TITSE SIX1_ANDAU SIX1_MESMA

PRINTSO st 00 O0OD0OSCORPNTOXINOOOODO

tbb

0000000

tbb;
PRINTSO tbbhO0 00000 TMPROTEINSRAOOOOO

97



tp
0000D000&

tp; VA5_VESPE VA5_VESMC VAS5_VESVU VAS5_VESFL
tp; VA5_VESGE VA5_VESVI VA52_VESCR VA51_VESCR
tp; VA5_DOLAR VA5_VESSQ VAS5_POLFU VA5_POLEX
tp; VA52_DOLMA VA3_SOLRI 016135 VA3_SOLIN

PRINTSO tpO0D0O0O0O0OVSALLERGENOOODODO

tt

0000000

tt; AMPT_THETH AMINOPEPTIDASE T (EC 3.4.11.-) (AP-T) (HEAT STABLE AMINQPEPTIDASE) - THERMUS AQU
tt; AMPT_THEAQ  AMINOPEPTIDASE T (EC 3.4.11.-) (AP-T) (HEAT STABLE AMINQPEPTIDASE) - THERMUS AQU
tt; AMP2_BACST AMINOPEPTIDASE II (EC 3.4.11.-) (AP-II) - BACILLUS STEAROTHERMOPHILUS.
tt; AMPS_BACSU  AMINOPEPTIDASE AMPS (EC 3.4.11.-) - BACILLUS SUBTILIS.
tt;
tt; 051096 AMINQPEPTIDASE II - BORRELIA BURGDORFERI (LYME DISEASE SPIROCHETE) .

PRINTSO tt 000000 THERMOPTASEO OO OO

EPDUOUOOODOO

RT
O0D0 0000 dededed

RT  "Sequence homologies in the region preceding the transcription
RT initiation site of the liver estrogen-responsive vitellogenin and
RT  apo-VLDLII genes";

RT  "Vitellogenin genes Al and Bl are linked in the Xenopus laevis

RT genome.";

EPDO RTUOOODOODOXL.VIBIOOOOO

00 000000ORT = Reference Title.[?]

ME

OO0 OOOO e
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ME Nuclease protection with homologous sequence ladder [1].

ME Nuclease protection; injected amphibian oocytes [3].

EPDOMEODOOOOOSP H2BLOOOODO

0000000 O0ME = Methods.

RA

OO0 OOOO e

RA Guyader M., Emerman M., Sonigo P., Clavel F., Montagnier L.,

RA Alizon M.;

RA Franchini G., Gurgo C., Guo H.G., Gallo R.C., Collalti E.,

RA Fargnoli K.A., Hall L.F., Wong-staal F., Reitz M.S.;

RA Kornfeld H., Riedel N., Viglianti G.A., Hirsch V., Mullins J.I.;
EPDO RAODOOOOOSRVILTROOOODO

00000000 RA = Reference Authors.

DE

0000000 e

DE Class I transplantation antigens of major histocompatibility
DE  complex PD1
EPDO DEOOOOOOSS.MHCPODOOOD

00000000 DE = Description

DO

0000000 e

DO Experimental evidence: 3

DO Expression/Regulation: embryo(oral ectoderm),.;+heavy Me++
EPDO DOOOODOOOSPMTBOOOOO

00000000 DO = Documentation
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DR

O0DO000O0O

DR EMBL; X03712.1; XLAGA1G; [-1563, 129].
DR  SWISS-PROT; P02012; HBA1_XENLA.
EPDODRODDODODOOXLHBAIDOODOOO

00000000 DR = Database cross-References

KW

0000000 &b

KW  Chlorophyll, Photosynthesis, Multigene famiy, Transmembrane,
KW Light-harvesting complex, chlorophyll binding protein.
EPDO KWOOOOOONP.CABEOOOO

AP
O0DO000O0O

AP  Alternative promoter #1 of 2; exon 1; site 1; major promoter.
EPDO APOOODODOOZM PMLI1OOCOOO

O0O0O0O0000 AP = Alternative Promoter.

DT

O0DO000O0O

DT ?77-JUN-1993 (Rel. 35, created)
DT  07-JUN-1999 (Rel. 59, Last annotation update).
EPDO DTOODOOOOSS.CPTrOOOOO

Oo0OobooOond DT = Date
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FP

O0DO000O0O

FP Zm zein 19K C P1 :-S EM:X563582.1 1+ 1500; 58014.001 057x*1

EPDO FPOOOOODOZM ZEAC1ODODOOO

00000000 FP = Functional Position.

HG

0000000 &b

HG  Homology group 189; Sea urchin ectoderm enriched type 2 RNAs
EPDO HGOOODOOOSPSP2A0000O

00000000 HG = Homology Group.

ID

O0DO000O0O

ID XL_VTA2 standard; single; VRT.
EPDO IDOOOOOOXL.VTA200000

O0O0OoO0oO0ogd ID = Identification.

oS

0000000 e

0S Xenopus tropicalis (western clawed frog)

EPDO OSOOODOOOXTACT200000

OO0D0O0O00DO OS = Organism Species.

101



RF

0000000 e

RF

Nat279:737

PNAS77:1265

PNAS85:507
EPDO RFOODOOOOSPH2BEOOOOO

O0O0O00000 RF = literature Reference.

SQ

0000000 &b

SQ

Sequence 600 BP; 159 A; 160 C; 134 G; 147 T; O other;

tcgatccctt
aaacgatgag
aacggttata
gccattcagce
attcatgagg
cgcagggccc
ctcgcacgta
gattggctcc
agctcgcacc

atctatcaaa

ctttccagceg
aatgaactgc
cgcttatgaa
gcggtttege
tccgaatgta
cgctgttcgg
tatgcaaata
cattggatcc
aatttggaag
tcatcatgtc

gcttgtgett
caagcgaatc
aatgagtccg
tccgtgtacg
cgtttgagcc
gcgacacatt
atagtgtgtt
tcgetgtgeg
catacagcga

tggacgtggt

tggcaggcat
cacttctatt
actgcacgcg
agagaacgac
accaatcaca
tgcatacacc
cgcttgeccegt
tttcgatcct
ttctcatctt

aaaggagcag

gatgagttac
tatacagcga
agaaacacca
ggcccctgaa
cagagcgctc
cgtgcaaaag
tactcatcgg
ccacagacgt

acttgccaaa

gaaaggcccg

EPDDO SQDOOOOOOSP.H2ALOO00OOO

00000000 SQ = Sequence.

SE

0000000 &b

SE

AC

tctacgtgat
gcgaggattt
atcactgcaa
ttaattcatt
tacgtaaata
catgcgtaca
ccccgcatct
ataaatacct
gcgtaaccaa

tgctaaggcc

aagcacacaaattttggtatgtatgtccaatcgtgtatccatcacctatAATATTTTGAG

EPDO SEOOOODOOZM_PML1.1O0000O0O

0000000 e

AC

EP11006;

EPDD ACOOODOOZMADHIOOODOO

00000000 AC = Accession number(s).
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RL

0000000 e

RL Nucleic Acids Res. 18:111-117(1990).
RL Gene 80:249-257(1989).
RL Eur. J. Cell Biol. 42:161-170(1986).
RL Cell 29:1015-1026(1982).
EPDO RLOOOOODOZM_ZEAC.1ODODOOO

00000000 RL = Reference Location.

RN

O0DO000O0O

RN  [1]
RN  [2]
RN  [3]
RN  [4]

EPDO RNOOOOOOZM ZEAC.1OOOOO

00000000 RN = Reference Number.

RX

0000000

RX  MEDLINE; 87173056.
RX  MEDLINE; 87287229.
RX  MEDLINE; 87173040.
EPDO RXOOOOOOSRVILTROOODOO

00000000 RX = Reference cross-references.
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TX

0000000 e

TX 5. Echinoderm promoters

TX 5.1. Chromosomal genes

TX 5.1.6. Unclassified

TX 5.1.6.1. Genes defined by regulatory properties

TX 5.1.6.1.1. Specl/Spec2 family of calmodulin-related proteins
EpPDO TXODOOOODOOODOO

0d0odoOoonO TX = Taxonomy.

XX

0000000

XX
XX
XX
XX
XX
XX
XX
XX
XX
XX
XX
XX
EPDO XXOOOODDOOXL.U200000

PROSITEOOOOOO
DR

0000000

DR  P33395, RRF2_DESVH, T; (48660, Y156_LACLA, T; 068025, Y166_RHOCA, T;
DR (55433, Y846_SYNY3, T; 007465, YBO1_RHOPA, T; Q10613, YC87_MYCTU, T;
DR  P77484, YFHP_ECOLI, T; P44675, YFHP_HAEIN, T; 007573, YHDE_BACSU, T;
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DR  P21498, YJEB_ECOLI, T; P40610, YJEB_VIBPA, T; (51134, YLDA_NEIME, T;
DR 069219, YOR2_AZOVI, T; 034527, YRZC_BACSU, T; P71047, YWGB_BACSU, T;

PROSITEO DROOOOOOUPFOOT40 0000

O000D00000DR = Cross-reference to SWISS-PROT
100000 o0oooog

RU

OO0 OOOO e

RU Additional rules:

RU (1) The cysteine must be between positions 15 and 35 of the sequence in

RU consideration.

RU (2) There must be at least one charged residue (Lys or Arg) in the first

RU seven residues of the sequence.

PROSITEO RUOODOOOOPROKAR_LIPOPROTEINOOOOO

OO0O0O0O0O0D0ORU = Rule
lgbgobogoboooooO

DE
0000000 e

DE Neutral zinc metallopeptidases, zinc-binding region signature.
PROSITEO DEOOOOOOZINC. PROTEASEOCOOOO

O0O0000000DE = Short description
1000og1go0o

DT
O0DO000O0O

DT  JUN-1994 (CREATED); JUN-1994 (DATA UPDATE); JUL-1998 (INFO UPDATE).
PROSITED DTOOCOOOOTRANSPOSASE MUTATOR O OOOO

OO0O0D0O0bDObDDT = Date

100000 10bb00b0obooooog4bebooboboonoonooDoDO 1998

gr7oo0oboooobobonDn
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MA

O0DO000O0O

MA
MA
MA
MA
MA
MA
MA
MA
MA
MA

/GENERAL_SPEC: ALPHABET=’ABCDEFGHIKLMNPQRSTVWYZ’; LENGTH=20;

/DISJOINT: DEFINITION=PROTECT; N1=3; N2=18;

/NORMALIZATION: MODE=1; FUNCTION=LINEAR; R1=-0.3853; R2=0.01803082; TEXT=’NScore’;
/CUT_OFF: LEVEL=0; SCORE=492; N_SCORE=8.5; MODE=1;

/CUT_OFF: LEVEL=-1; SCORE=381; N_SCORE=6.5; MODE=1;

/DEFAULT: D=-20; I=-20; B1=-50; E1=0; MI=-105; MD=-105; IM=-105; DM=-105;

/1:
/M:
/M:
/M:

B1=0; BI=-105; BD=-105;

sy='N’; M=-5,6,-21,-6,-11,-13,-14,-9,5,-13,-12,-6,20,-18,-7,-13,6,1,-4,-33,-13,-11;

Sy='R’; M=-16,-5,-30,-3,15,-25,-20,2,-28,23,-20,-10,0,-15,20,47,-6,-10,-24,-22,-12,14;

Sy="E’; M=-9,12,-30,21,22,-32,14,-7,-36,-3,-26,-22,5,-9,1,-9,0,-14,-30,-29,-24,12;
PROSITEO MAOOOOUOOODOOBH4 200000

00000000MA = Matrix/profile
10000010000

NR

Oo0oO0O000 &

NR
NR
NR

/RELEASE=38,80000;
/TOTAL=10(10); /POSITIVE=10(10); /UNKNOWN=0(0); /FALSE_P0S=0(0);
/FALSE_NEG=0; /PARTIAL=2;

PROSITEO NROOOODOOVINCULIN.1OOOOO

O0000000NR = Numerical results
100000 o0oooog

CC

Oo0oO0O000 &

ccC
ccC
cC

/TAX0-RANGE=77E?7; /MAX-REPEAT=1;
/SITE=2,zinc; /SITE=4,zinc; /SITE=9,zinc; /SITE=11,zinc; /SITE=13,zinc;
/SITE=15,zinc;

PROSITED CCOOOODOOZN2.CY6.FUNGAL.1OOODOO

O00O00000 CC = Comments
1000ggoggooog
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ID

O0DO000O0O

ID XYLOSE_ISOMERASE_1; PATTERN.
PROSITED IDOCOOOOOXYLOSEISOMERASE 100000

00000000 ID = Identification
1000001 00000000000000D000Presited IDODOODODOOODOODOODOO
XYLOSE_ISOMERASE_10O0ODOO0O0O0OO0OO0OD0DOOOO0OOOOPATTERN.OOOOOO
000000000 D0ODmbOO0O0o0D0OO RULEOODOOODOOO

AC

O0DO000O0O

AC  PS00802;
PROSITED ACOOODODOOTRANSKETOLASE200000O

O00O00000 AC = Accession number
10000010000

DO

0000000

DO  PD0OC00290;
PROSITEO DOOODDOOOTROPOMYOSINOOOOD

00000000 DO = Pointer to the documentation file
100000 10000Dbo00000OoUooOU0O0ooLoDo0OoUUoooDoooLooOooog
000000000 boOoooooooa

PA

0000000

PA  Y-x(2)-F-[LIVMA] (2)-x-L-x(4)-G-x(2)-F-[EQ]-[LIVMF]-P-[LIVM].
PROSITEO PAOODODOOOUPF0O03200000

00000000 PA = Pattern
lgbobogobooooboO
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ENZYMEUOUODODOOO
DBLINKS
0000000 hddd

DBLINKS University of Geneva ENZYME DATA BANK: 6.3.5.1
WIT (What Is There) Metabolic Reconstruction: 6.3.5.1
BRENDA, the Enzyme Database: 6.3.5.1
SCOP (Structural Classification of Proteins): 6.3.5.1
ENZYME O DBLINKSOOOODOO6.3.5.1 00000

COMMENT
0000000 decedede

COMMENT Transforms glutathione and spermidine into glutathionylspermidine.
Involved in the synthesis of trypanothione in trypanosomatids.
The enzyme from E.coli is bifunctional and also catalyses the
glutathionylspermidine amidase (EC 3.5.1.78) reaction, resulting in
a net hydrolysis of ATP.
ENZYMEO COMMENTOOOOOD6.3.1.800000

CLASS

0000000 e

CLASS Ligases
Forming carbon-oxygen bonds

Ligases forming aminoacyl-tRNA and related compounds
ENZYME O CLASSOO0O0OO006.1.1.2100000

PRODUCT

OO0 OOOO e

PRODUCT ADP
Orthophosphate
1-(5-Phosphoribosyl)imidazole-4-acetate
Pyrophosphate
ENZYMEOODOOOOD6.34800000
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SYSNAME

0000000 e

SYSNAME Biotin:apo-[3-methylcrotonoyl-CoA:carbon-dioxide ligase
$ (ADP-forming)] ligase (AMP-forming)
ENZYME O SYSNAMEOOOO0O0O6.3.4.1100000

DISEASE

0000000 e

DISEASE MIM: 261515 Enoyl-Coenzyme A, hydratase/3-hydroxyacyl Coenzyme A
dehydrogenase; Peroxisomal bifunctional enzyme
deficiency (1)
MIM: 600305 Dodecenoyl-Coenzyme A delta isomerase (3,2

trans-enoyl-Coenzyme A
ENZYME O DISEASEOOCOOOObL33800000

INHIBITOR

OO0 OOOO e

INHIBITOR  Aspirin
Ibuprofen
Diflunisal
Diclofenac
Fenprofen calcium
Indomethacin
Ketoprofen
Meclofenamate sodium
Mefenamic acid
Naproxen
Piroxicam
Sulindac

Tolmetin sodium
ENZYME O INHIBITOROOOOOD1.14.99.1 00000

NAME

OO0 OOOO e
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NAME Acetate--CoA ligase
Acetyl-CoA synthetase
Acetyl activating enzyme
Acetate thiokinase
Acyl-activating enzyme

ENZYMEO NAMEOOOOOO6.2.1.100000

PATHWAY

0000000 e

PATHWAY PATH: MAP00252 Alanine and aspartate metabolism
PATH: MAPO0O330 Arginine and proline metabolism
PATH: MAPO0340 Histidine metabolism
PATH: MAP00410 beta-Alanine metabolism
ENZYME O PATHWAY OO OOODO6.3.211 00000

REACTION

0000000 &b

REACTION ATP + Biotin + Apo-[propionyl-CoA:carbon-dioxide ligase
$ (ADP-forming)] = AMP + Pyrophosphate +
[Propionyl-CoA:carbon-dioxide ligase (ADP-forming)]

ENZYME O REACTIONOOOOOO6.3.4.1000000

SYSNAME

0000000 e

SYSNAME 3alpha,7alpha,12alpha-Trihydroxy-5beta-cholestanate:CoA ligase
$ (AMP-forming)
ENZYME O SYSNAMEOOOODODO6.2.1.2900000

GENES

O0DO000O0O
GENES BSU: pycA(pycA)
MTU: Rv2967c(pca)

AAE: aq_1517(pycB)
SCE: YBR218C(PYC2) YGLO62W(PYC1)
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CEL: D2023.2
MMU: 97520(Pcx)
HSA: 5091
ENZYME O GENESOOOOODO6.4.1.1 00000

SUBSTRATE

0000000 &b

SUBSTRATE  ATP
Benzoate
CoA
2-Fluorobenzoate
3-Fluorobenzoate

4-Fluorobenzoate

ENZYME O SUBSTRATEO OO0O0O06.2.1.2500000

COFACTOR

Oo0oO0O000 &

COFACTOR D-Ribose 1,5-bisphosphate
2-Deoxy-D-ribose 1,5-bisphosphate
alpha-D-Glucose 1,6-bisphosphate
ENZYME O COFACTOROOODODOOb54.2700000

EFFECTOR

0000000

EFFECTOR Phospholipid
Calcium
ENZYME O EFFECTOROOOOOO34.21.6000000

STRUCTURES

Ooo0ooOonD&s
STRUCTURES PDB: 1AUS 1BUR 1BWV 1BXN 1RBA 1RBL 1RBO 1RCO 1RCX
1RLD 1RSC 1RUS 1AA1 2RUS 3RUB 4RUB b5RUB 8RUC

1RX0
ENZYME O STRUCTURESOOOODODO4.1.1.3900000
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MOTIF

O0DO000O0O

MOTIF PS: PS00452 G-V-[LIVM]-x(0,1)-G-x(5)-[FY]-x-[LIVM]-[FYW]-[GS]-
[DNTHKW] - [DNT] - [IV] - [DNTA] -x (5) - [DE]
PS: PS00458 G-P-x-C-x-Y-x-A-A-x-V-x-R-x(3)-H-W
PS: PS50011 Protein kinase domain profile
ENZYMEO MOTIFOODOOOO4.6.1.200000

ENTRY

0000000

ENTRY EC 6.1.1.20
ENZYMEO ENTRYOUODOODO6.1.1.2000000

COMPOUND D OOODOO

PATHWAY

0000000 e

PATHWAY PATH: MAPOO860 Porphyrin and chlorophyll metabolism
COMPOUND O PATHWAY OO OO OO C063190 0000

NAME

0000000 e

NAME Hydrogenobyrinate a,c diamide
Hydrogenobyrinic acid a,c diamide
Hydrogenobyrinate diamide

COMPOUND O NAMEOOOOOOC06503 00000

DBLINK

0000000

DBLINKS CAS: 304-21-2
COMPOUND O DBLINKOOOODODOC06536 D0 00O
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ENTRY

O0DO000O0O

ENTRY C06530
COMPOUND O ENTRYOODOOODOC06530 00000

ENZYME

O0DO000O0O

ENZYME 3.5.3.21 (R) 3.5.3.21 (R)
COMPOUND O ENZYMEOODOOOOC063820 0000

FORMULA

O0DO000O0O

FORMULA C58H88CoN16014P
COMPOUND O FORMULAOOOOOOCo65090 0000

STRUCTURES

O0DO000O0O

STRUCTURES PDB: 1AG7 1AS5 1AV3 1BKV 1CGD 1GIB 1JOH 1KCP 1P1P 1VIB
1WCT 2CCO
COMPOUND O STRUCTURESOOODOOOC065090 0000

PMDOOODOOO

FUNCTION

0000000 &b

FUNCTION Insulin-binding [=]: Tyrosine kinase activity [0]:Insulin-
stimulated uptake of glucose.

FUNCTION Insulin-binding [=]: Tyrosine kinase activity [0]:Insulin-
stimulated uptake of glucose.

FUNCTION Insulin-binding [=]: Tyrosine kinase activity [0]:Insulin-
stimulated uptake of glucose.

PMD O FUNCTIONODOOODOORS7018 00000
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REFERENCE
0000000 dececdede

REFERENCE 1. Chaleff R.S. & Mauvais C.J. Science (1984) 224, 1443-1445

2. Chaleff R.S. & Ray T.B. Science (1984) 223, 1148-1151

3. Chaleff R.S., Sebastian S.A., Creason G.L., Mazur B.J.,
Falco S.C., Ray T.B., Mauvais C.J. & Yadav N.B. (1986)
In arntzen,C.J. & Ryan,C.A. (eds), UCLA symposium on
Molecular and Cellular Biology. Alan R.Liss, NY, New
series, Vol. 48, pp415-425
PMD O REFERENCEOOOOODA880230 0000

PURPOSE

OO0 OOOO e

PURPOSE Systematic alteration of extra-membrane loops by insertio
an epitope.

PMD O PURPOSEOOODOOOA930064 00000

OooOoO0ooDO PURPOSE
goood

TITLE

OO0 OOOO e

TITLE Protein engineering and the study of structure-function

relationships in receptors.

PMDO TITLEQOOOODOOR90073 00000

gboobooob TITLE
goo

CHANGE

Oo0oO0O000 &

CHANGE See ENTRY A870291,A890295 and A900470.
CHANGE See ENTRY A890291.
CHANGE See ENTRy A900143.
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CHANGE See ENTRY A870233.
CHANGE See ENTRY A890397.
CHANGE See ENTRY A880454.
PMD O CHANGEOODOOODOR921441 00000

00000000 CHANGE
gobooboooboooog

AUTHOR

0000000 e

AUTHORS Bell G.I., Froguel P., Nishi S., Pilkis S.J., StoffelM.,
Takeda J., Vionnet N. & Yasuda K.
PMD O AUTHOROOOOOORY31331 00000

00000000 AUTHOR
goo

COMMENT

OO0 OOOO e

COMMENT Ther have determined the conformation of an analogue of LamB
signal peptide inserted into a model membrane using the

transferred nuclear Overhauser effect NMR technique.
PMD O COMMENTOOOODODOA931495 00000

oOoooooog COMMENT
gboooo

TRANSPORT

O0DO000O0O

TRANSPORT Secretion [- -]: It remained in ER.
TRANSPORT Secretion [=]

TRANSPORT Secretion [- -]

TRANSPORT Secretion [0]

PMD O TRANSPORT OO OOOOA92141700000O
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PROTEIN

0000000 e

PROTEIN Plasminogen

#Length 791AAs
PROTEIN Fibrinogen alpha chain
PROTEIN Fibrinogen gamma chain
PROTEIN Prothrombin
PROTEIN Coagulation factor IX
PROTEIN Coagulation factor XII

PMD O PROTEINOOODOOOR931123 00000

MATURATION

0000000 e

MATURATION Cleavage at Argl45-Alald6 by factor XIa [=]: Cleavage at
Arg180-Vall81 by factor XIa [-]
PMD O MATURATIONOOOOOOA931116 00000

STABILITY

0000000 &b

STABILITY Thermal stability in the absence of Frul,6P2 [- -], and in the
presence of Frul,6P2 [=]: Equilibrium unfolding profile in
guanidinium chloride differs with respect to the second
transitional change.

STABILITY Thermal stability in the absence of Frul,6P2 [- -], and in the
presence of Frul,6P2 [=]

PMD O STABILITYOOOOODA931498 00000

STRUCTURE

0000000 &b

STRUCTURE Recognition by the anti-CD11b monoclonal antibodies [=]:
Heterodimer formation [=]

STRUCTURE Recognition by the anti-CD11lb monoclonal antibodies [=]:
Heterodimer formation [=]

STRUCTURE Recognition by the anti-CD11b monoclonal antibodies [=]:
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Heterodimer formation [=]

PMD O STRUCTUREO O OOOOA93144400000
VARIANT
0000000 &b

VARIANT Glu-Glu 244-245 Lys-Lys (apoE3, No., apoET7)
PMD O VARIANTOOOODODOA890043 00000

VARIATION

0000000 e

VARIATION Glu-Leu 286-287 Gly-Lys (BGPa, No., W233)
Ser 288 (termiantion) (BGPa, No., W233)

VARIATION Domain A2 is frameshifted.

VARTATION Tyr-Asn 382-383 Cys-Lys (BGPa, No., W211)

Ala 384 (termiantion) (BGPa, No., W211)
PMD O VARIATIONDOOOODOOA910035 00000

CROSS

O0DO000O0O

CROSS-REFERENCE OWHU
CROSS-REFERENCE S03407
CROSS-REFERENCE S03407
PMD O CROSSOOOOOORY900706 OO O OO

DISEASE

0000000

DISEASE Duchenne muscular dystrophy
DISEASE Duchenne muscular dystrophy
DISEASE Duchenne muscular dystrophy
DISEASE Becker muscular dystrophy

PMD O DISEASEODOOODODOA9312680 0000
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ENTRY

O0DO000O0O

ENTRY R900663 - Variant 1611073
PMD O ENTRY OO DOODOOR900663 U0 OO0

EXPRESSION

O0DO000O0O

EXPRESSION Intracellular concentration [-]
EXPRESSION Intracellular concentration [-]
EXPRESSION Intracellular concentration [-]
EXPRESSION Intracellular concentration [=]
EXPRESSION Intracellular concentration [=]

PMD O EXPRESSIONOOODOOORS30050 00000

JOURNAL

O0DO000O0O

JOURNAL Jikken Igaku (1992) 10(8), 947-953(Jpn)
PMD 0 JOURNALOOOOOORY20650 00000

N

O0DO000O0O

N-TERMINAL MRKEA
N-TERMINAL VAGAS
N-TERMINAL

PMDO NOOOOOOR92075200000

SOURCE

O0DO000O0O

SOURCE Human
SOURCE Sparce-fur mouse
SOURCE Sparce-fur mouse with abnormal skin and hair

PMD O SOURCEOOODODOOOOOODO
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TRANSFACOUOUOUOOO

RT
O0D0 0000 dededed

RT Cloning by recognition site screening of two novel

RT GT box binding proteins: a familiy of Spl related genes

RT Members of the Sp transcription factor family control

RT transcription from the uteroglobin promoter

RT Different members of the Spl multigene family exert

RT opposite transcriptional regulation of the long terminal repeat of HIV-1

TRANSFACO RTOOOOODOT023380 0000

FT
O0D0 0000 dededed

FT 67 67 serine, potential PKC phosphorylation site
FT 79 79  serine, PKA phosphorylation site

FT 86 90 DLSSD motif

FT 88 111  repressor domain

FT 102 102  serine, potential CKII phosphorylation site
FT 122 199 glutamine-rich region Q2 (15/78)

FT 230 2565 basic region

FT 257 278 leucine zipper (L4)

TRANSFACO FTOOOOODOTO02361 00000

MM

0000000 e

MM southwestern blotting
MM functional analysis
MM gel shift competition
MM direct gel shift
TRANSFACO MM OOOOOOR0487800000

oC

0000000 e
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0C eukaryota; animalia; metazoa; chordata; vertebrata;

0C tetrapoda; mammalia; eutheria; rodentia; myomorpha; muridae; murinae

TRANSFACO oCODODOCOCOOTo02403 00000

BF
O0000D00O decece
BF T00900; WT1 I -KTS;Quality: 2; Species: human, Homo sapiens.

BF TO01839; WT1 -KTS;Quality: 2; Species: human, Homo sapiens.
TRANSFACO BFOOOUODOORO0485 00000

BS

OO0 OOOO e

BS R03367; RABBIT$UG_16; Quality: 2; rabbit, Oryctolagus cuniculus
BS R03373; RABBIT$UG_22; Quality: 2; rabbit, Oryctolagus cuniculus
BS R04839; HIV1$HIV1_27; Quality: 3; HIV-1, human immunodeficiency virus type 1
BS R04930; HS$GROA_02; Quality: 3; human, Homo sapiens
TRANSFACO BSOODOOOOT023380 0000

CC

OO0 OOOO e

CC binding affinity of Ni(II)Spl to this sequence is
CC half less than that of native Zn(II)Spl [1]
TRANSFACO CCOOODODOORO481300000

CP

OO0 OOOO e
CP embryo: mesenchymal cells in cranofacial, pericardial,
CP primitive dermal, prevertebral, and genital structures

CP [2], visceral arch, limb bud [1]; adult: heart, skeletal muscle, uterus [1];
TRANSFACO CPOOO0O0OO0ORO4813 00000
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DE

0000000 e

DE tPA (tissue-type plasminogen activator); Gene: G001122.
TRANSFACO DEOOODODOOR0O484 00000

FF

OO0 OOOO e

FF reduced trans-activation and transformation capability
FF (1-10%) compared with c-Myc [5], [6];
FF gene amplification causes small-cell lung carcinoma [8];

FF expression controlled by transcriptional attenuation [7];

TRANSFACO FFOODOOOOT0238 00000

IN

OO0 OOOO e

IN TO00722; Rb; human, Homo sapiens.
IN TO00797; TBP; fruit fly, Drosophila melanogaster.
IN TO00795; TBP; fission yeast, Schizosaccharomyces pombe.
IN TO0794; TBP; human, Homo sapiens.
IN TO00796; TBP; mouse, Mus musculus.
IN TO01412; NF-EM5; mouse, Mus musculus.
TRANSFACO INODOOODDOTOo2068 00000

OS

0000000 e

0S golden hamster, Mesocricetus auratus

TRANSFACO OSO0OCCOOOT0231400000

RA

OO0 OOOO e

RA Kuras L., Cherest H., Surdin-Kerjan Y., Thomas D.

RA Mountain H. A., Bystroem A. S., Korch C.

RA Thomas D., Jacquemin I., Surdin-Kerjan Y.

RA Saiz J. E., Buitrago M. J., Soler-Mira A., del Rey F., Revuelta J. L.
TRANSFACO RAOOOOOOTo23100 0000
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CL
O0DO000O0O

CL C0012; bHLH-ZIP.
TRANSFACDO CLOOODOOOTO238r 000D

CN

0000000 &b

CN brain, kidney, lung, pancreas, spleen, testis [1];
TRANSFACO CNOOOOOOOOOOO

DR

0000000

DR EMBL: X03294; HSNMYC2(g) .

DR EMBL: X03295; HSNMYC3A(g).

DR EMBL: M13241; HSNMYCO1(g).

DR EMBL: M13228; HSNMCY1A(r).

DR EMBL: X02363; HSNMYC3(g).

DR EMBL: Y00664; HSNMYC(g) .

DR SwissProt: P04198; MYCN_HUMAN.

DR PIR: A25744; TVHUM2.

DR PIR: A01355; TVHUMC.

DR PIR: A22937; A22937.

DR PIR: S02249; S02249.
TRANSFACO DROOOOOOT02379 00000

DT

0000000

DT 01.12.97 13:05:52 (created); ewi.
DT 01.12.97 (updated); ewi.
TRANSFACO DTOODOOODOTO023080 0000

FA
0000000

FA PEBP2alphaA/til-1
TRANSFACO FAOOOODOOT023180 0000
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HO

0000000 e

HO TFIIA-alpha/beta precursor (human), TOAl (yeast)
TRANSFACO HOOOOOOOTo0222500000

RE
O0DO000O0O

RE 3’ to P2 promoter
TRANSFACO REOOOOOOR0452000000

S1
O0DO000O0O

S1 ATG
TRANSFACO S1000000R0384 00000

SC
O0DO000O0O

SC translated from EMBL #AF005936
TRANSFACO SCOOOOOOT023180 0000

SO
0000000 &b

S0 0339; rec(human-vaccinia virus-HeLa)
SO0 0152; MEL
TRANSFACO SOODOOO0OOOR04934 00000

SY

0000000 &b

SY TAF-135; TAF-130; TBP-associated factor 135; TBP-associated factor 130;
TRANSFACO SYOODOOODOTO023280 0000
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AC
O0DO000O0O

AC TO02308
TRANSFACO ACOOOOOOTO2308C0 0000

EL
0000000

EL Fp promoter
TRANSFACO ELODOOOOOR0493300000

ID

O0DO000O0O

ID TO02306
TRANSFACO IDOODOOOOT02306 00000

MX

0000000

MX MO00199; V$AP1_C
MX M00173; V$AP1_Q2
TRANSFACO MXOOOODOOTo111500000

RN

0000000

RN [1]
RN [2]
RN [3]
TRANSFACO RNOOODOOOTo0241000000

SF
OO0 OO0 dededede

SF alternative splice product is L-Myc (long form) lacking

SF the whole DNA-binding bHLH-ZIP domain <T02385>

SF the short form only comprises the trans-activation domain of L-Myc [2];
TRANSFACO SFOOOOOOT0238 00000
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SQ

Ooo0ooOonD&s
SQ LESTDGERLVKSPQCSNPGLCVQPHHIGVSVKELDLYLAYFVHAADSSQSESPSQPSDAD
SQ IKDQPENGHLGFQDSFVTSGVFSVTELVRVSQTPIAAGTGPNFSLSDLESSSYYSMSPGA
SQ MRRSLPSTSSTSSTKRLKSVEDEMDSPGEEPFYTGQGRSPGSGSQSSGWHEVEPGMPSPT
SQ TLKKSEKSGFSSPSPSQTSSLGTAFTQHHRPVITGPRASPHATPSTLHFPTSPIIQQPGP
SQ YFSHPAIRYHPQETLKEFVQLVCPDAGQQAGQVGFLNPNGSSQGKVHNPFLPTPMLPPPP

SQ PPPMARPVPLPMPDTKPPTTSTEGGAASPTSPILVPGIKVAASHHPPDRPPDPFSTL
TRANSFACO SQOOD0OODOT02299 00000

ST
0000000

ST -133
TRANSFACO STOOOOOOR04890 00000

SZ
0000000

SZ 464 AA; 49.6 kDa (cDNA), 62-64 kDa (SDS) [2], 58 KDa, 60 kDa (SDS) [4];
TRANSFACDO Sz0OOO0OO0OTo2379 00000

TY
O0DO000O0O

TY D
TRANSFACO TYODOOOODOR04945 00000

XX
0000000

XX
XX
XX
XX
XX
XX
TRANSFACDO XXODOOOOOT0237300000
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PDBOOOOOO

REMARK
0000000 decedodhocd

REMARK 1 9LYZ
REMARK 2 9LYZ
REMARK 2 RESOLUTION. 2.5 ANGSTROMS. 9LYZ
REMARK 3 9LYZ
REMARK 3 REFINEMENT. NONE. 9LYZ
REMARK 4 9LYZ
REMARK 4 THESE COORDINATES WERE DETERMINED FROM MODEL FITTING TO A 9LYZ
REMARK 4 DIFFERENCE ELECTRON DENSITY MAP AT 2.5 ANGSTROMS 9LYZ
REMARK 4 RESOLUTION. THE PHASES FOR THE REFLECTIONS OF NATIVE OLYZ
REMARK 4 LYSOZYME EMPLOYED IN CALCULATION OF THE DIFFERENCE MAP WERE OLYZ
REMARK 4 THOSE FROM THE REFINED TETRAGONAL STRUCTURE WHICH HAD A 9LYZ
REMARK 4 CONVENTIONAL R OF 0.23 (REFINED PHASE ANGLES SUPPLIED BY 9LYZ
REMARK 4 MS. D. GRACE). 9LYZ
REMARK 5 9LYZA
REMARK 5 CORRECTION. INSERT REVDAT RECORDS. 30-SEP-83. OLYZA

PDBO REMARKOOOOOO9LYZzOOOOO

gbbooboobboobooboobbuoobuoobboobuooboon

COMPND
0000000 decedede

COMPND MOL_ID: 1;

COMPND 2 MOLECULE: GLUTATHIONE S-TRANSFERASE P1-1;
COMPND 3 CHAIN: A, B;

COMPND 4 FRAGMENT: TWO INTACT MONOMERS;

COMPND 5 SYNONYM: GSTP1-1;

COMPND 6 EC: 2.5.1.18;

COMPND 7 ENGINEERED: YES;

COMPND 8 BIOLOGICAL_UNIT: DIMER

PDBO COMPNDOODOOOO9GSSOOOOO

goboobooboooobod
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SOURCE
0000000 dececdede

SOURCE
SOURCE
SOURCE
SOURCE
SOURCE
SOURCE

4 EXPRESSION_SYSTEM: ESCHERICHIA COLT;

MOL_ID: 1;
2 ORGANISM_SCIENTIFIC: HOMO SAPIENS;
3 ORGANISM_COMMON: HUMAN;

5 MOL_ID: 2;
6 SYNTHETIC: YES
PDB O SOURCEOOOODODO9GSSOOOOO

gbobooboobboooboobooboboon

JRNL

O00OOOO dededede

A%

JRNL
JRNL
JRNL
JRNL
JRNL

AUTH
TITL
TITL 2
REF
REFN

R.BONE,A.FUJISHIGE,C.A.KETTNER,D.A.AGARD
STRUCTURAL BASIS FOR BROAD SPECIFICITY IN

ALPHA-LYTIC PROTEASE MUTANTS

BIOCHEMISTRY
ASTM BICHAW US ISSN 0006-2960
PDBO JRNLOOODOOOY9LPROOODOO

gobooboooboooo

SEQRES

0000000

SEQRES
SEQRES
SEQRES
SEQRES
SEQRES
SEQRES
SEQRES
SEQRES

gbbooboobbooobooboobbooboaobboobd

0 N O O W NN -

104
104
104
104
104
104
104
104

ALA
SER
HIS
HIS
SER
ASP
VAL
HIS

CYS
ASP
GLU
LYS
SER
VAL
PHE
THR

ASP
VAL
ASP
TYR
PRO
TYR
ASN
GLY

TYR THR
SER THR
GLY GLU
ASN ASN
TYR TYR
SER GLY
GLU ASN
ALA SER

CYS
ALA
THR
TYR
GLU
GLY
ASN
GLY

GLY
GLN
VAL
GLU
TRP
SER
GLN
ASN

V.

SER
ALA
GLY
GLY
PRO
PRO
LEU
ASN

30 10388 1991

ASN
ALA
SER
PHE
ILE
GLY
ALA
PHE

CYS
GLY
ASN
ASP
LEU
ALA
GLY
VAL

TYR
TYR
SER
PHE
SER
ASP
VAL
GLU

PDB O SEQRESOOOOOOYRNTOOOODO
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SER
LYS
TYR
SER
SER
ARG
ILE
CYS

033

SER
LEU
PRO
VAL
GLY
VAL
THR
THR

9LPR
9LPR
9LPR
9LPR
9LPR

O9RNT
9RNT
9RNT
O9RNT
O9RNT
9RNT
9RNT
O9RNT

10
11
12
13

71
72
73
74
75
76
77
78



SHEET

0000000

SHEET
SHEET
SHEET
SHEET
SHEET
SHEET
SHEET

N = O b W N =

ILE
MET
ARG
LYS
ILE
PHE
THR

[se RN eI
N N OO o o O

174
191
253
234
224
2901
297

L

CYS A 178 O
THR A 196 -1 N THR A 196 0 ILE A 174
ARG A 268 1 N ASP A 256 0 MET A 191
CYS A 239 -1 N CYS A 239 0 ARG A 253
THR A 227 -1 N ASP A 226 0 VAL A 238
ASN A 294 O

PRO A 300 -1 N ARG A 299 0 THR A 292

PDBO SHEETOOODOOOYICQUODOOOO

gbooboobogbboobooobooboooon

KEYWORD

OO0 OOOO e

KEYWDS
KEYWDS
KEYWDS

DNA-DIRECTED DNA POLYMERASE, DNA REPLICATION, DNA REPAIR,
2 NUCLEOTIDYLTRANSFERASE,

3 COMPLEX (NUCLEOTIDYLTRANSFERASE/DNA)

PDBO KEYWORDODODOODO9ICQODOOODO

gobooboobbooboooobon

HELIX

Oo0oO0O000 &

HELIX
HELIX
HELIX
HELIX
HELIX

a b W N -

L1 SER
L2 GLU
L3 TYR
R1 ASN
R2 GLY

24
50
67
117
138
PDB O

GLY 43 1 DISRUPTION IN THE CENTER
ASP 57 1
TYR 78 1
GLN 128 1

LEU 143 1
HELIXOOOOOO9PAPOOOOO

gbboboboobooboboobooboa
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9PAP
9PAP
9PAP
9PAP
9PAP

112
113
114
115
116



TURN

0000000

TURN 1 T1A SER A 11 ASP A 14 TYPE III 8AT1 411
TURN 2 T2A ASP A 129 ASN A 132 TYPE I 8AT1 412
TURN 3 T3A PRO A 189 LEU A 192 TYPE I 8AT1 413
TURN 4 TI1IC SER C 11 ASP C 14 TYPE III 8AT1 414
TURN 5 T2C ASP C 129 ASN C 132 TYPE I 8AT1 415
TURN 6 T3C PRO C 189 LEU C 192 TYPE I 8AT1 416
PDBO TURNOODOOOOSATIODOODOO
FINOTE

0000000 e

FTNOTE 1 9INS 82
FTNOTE 1 WATER 24 IS PROBABLY A PARTIALLY OCCUPIED SODIUM ION. 9INS 83
FTNOTE 1 ANOTHER SODIUM SITE WITH VERY LOW OCCUPANCY OVERLAPS THE 9INS 84
FTNOTE 1 MAJOR CONFORMATION OF HIS B10 (SEE REF 3). 9INS 85
FTNOTE 2 9INS 86
FTNOTE 2 SEE REMARK 5. 9INS 87
PDBO FINOTEODODOODOYINSOODOODO
HET
ODO000000 dedede

HET MG A 500 1 MAGNESIUM ++ 9RUB 176
HET CBX A 191 3 CARBOXYLIC GROUP 9RUB 177
HET RUB A 600 18 RIBULOSE-1,5-BISPHOSPHATE 9RUB 178
HET MG A 500 1 MAGNESIUM ++ 9RUB 179
HET CBX B 191 3 CARBOXYLIC GROUP 9RUB 180
HET RUB B 700 18 RIBULOSE-1,5-BISPHOSPHATE 9RUB 181

PDBO HETOOOOOO9RUBOODOODO

gbbobobodgboobobooon

HETNAM

OO0 OOOO e
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HETNAM DTP 2’-DEOXYADENOSINE 5°’-TRIPHOSPHATE
HETNAM MN MANGANESE (II) ION
HETNAM NA SODIUM ION
PDBO HETNAMOOOOOD9ICQODOODOO

OooboboOobHETIDOODOODOOOOOOoOoooogoooo

MODRES

0000000 e

MODRES 5GDS CHG I 1 GLY CYCLOHEXYL GLYCINE
MODRES 5GDS NAL I 3 ALA NAPHTHYL ALANINE
MODRES 5GDS HAC I 23 ALA CYCLOHEXYL ALANINE
MODRES 5GDS DGL I 26 GLU D-GLU
PDBO MODRESOOOODOOY9INSOOOODO

TITLE

OO0 OOOO e

TITLE DNA POLYMERASE BETA (POL B) (E.C.2.7.7.7) COMPLEXED WITH

TITLE 2 SEVEN BASE PAIRS OF DNA; SOAKED IN THE PRESENCE OF

TITLE 3 OF DATP (0.1 MILLIMOLAR) AND MNCL2 (0.5 MILLIMOLAR)
PDBO TITLEOOOOODO8SICQDODOODO

gbboobooboobod

AUTOR

0000000 &b

AUTHOR M.BACHELIN,G.HESSLER,G.KURZ,J.G.HACIA,P.B.DERVAN,H.KESSLER
PDBO AUTOROOODOOOOSDRHOODOODO

goobooboogoo
CAVEAT
0000000 &b

CAVEAT 1BMU THERE ARE CHIRALITY ERRORS IN C-ALPHA CENTERS
PDBO CAVEATOOOOODIBMUOOOOO
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CISPEP

O0DO000O0O

CISPEP 1 GLU 40 PRO 41 0 -0.37
PDBO CISPEPOOODOOOSTMPODOOOO

EXPDTA
0000000 deée

EXPDTA X-RAY DIFFRACTION
PDBO EXPDTAOOOOOO6UPJOOOOO

gbobooboooboobod
HEADER
0000000 &b

HEADER OXIDOREDUCTASE (OXYGENASE) 18-MAY-90  8CPP 8CPP
PDBO HEADEROODOOODO8CPPOODODOO

gooboobooboonooooon
HETSYM

0000000 e
HETSYN GLC GLUCOSE

PDBUO HETSYMODOOUOOO2BQPOOOOO
gbboobogboooo

HYDBND

O0DO000O0O

HYDBND N GLY A 148 0 PHEB 41
HYDBND N GLY A 148 0 PHEB 41
HYDBND 0G SER A 147 0 HISB 57
HYDBND 0G SER A 147 0 HISB 57

PDBO HYDBND OOOOUOO1IAMHOODODOO
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JNRL

0000000

JNRL REFN  ASTM EJBCAI 1IX ISSN 0014-2956
PDBO JNRLODOOODOO166DODOOODO

gbboooboobobooaoo

LINK

0000000

LINK FE HEM A 153 NE2 HIS A 101
LINK FE HEM A 153 C CMO A 154
LINK FE HEM B 153 NE2 HIS B 101
LINK FE HEM B 153 C CMO B 154

PDBO LINKOODOODOOSHBIDODODODO

SEQADV

0000000 e

SEQADV 4MSI ALA 1 SwS P19614 ASN 1 CLONING ARTIFACT
SEQADV 4MSI THR 16 SWS P19614 ALA 16 ENGINEERED
SEQADV 4MSTI ALA 64 SWS P19614 PRO 64 SEE REMARK 999
SEQADV 4MSI ALA 65 SWS P19614 PRO 65 SEE REMARK 999

PDB O SEQADVOOOOOO4MSIOOOOO

SIGATM

0000000

SIGATM 1 C1 MPR 5 0.013 0.014 0.013 0.00 O
SIGATM 2 0 MPR 5 0.008 0.009 0.008 0.00 O
SIGATM 3 C2 MPR 5 0.016 0.016 0.017 0.00 O
SIGATM 4 C3 MPR 5 0.019 0.016 0.017 0.00 O
SIGATM 5 S3 MPR 5 0.004 0.000 0.004 0.00 O
SIGATM 6 1H2 MPR 5 0.151 0.170 0.155 0.00 O

PDBO SIGATMOOOODOOODOOIETLOOOOO
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.00
.00
.00
.00
.05

166DA 3

1ETL
1ETL
1ETL
1ETL
1ETL
1ETL

170
174
178
182
186
190



SIGULJ

O0DO000O0O

SIGUIJ 1 C1 MPR 5 4 15 5 13

SIGUIJ 2 0 MPR 5 2 9 4 8

SIGUIJ 3 C2 MPR 5 5 18 6 15 10

SIGUIJ 4 C3 MPR 5 6 18 6 17 11

SIGUIJ 5 S3 MPR 5 1 3 2 4 3
PDBO SIGULJOOOOOOOOOIETLOOOOO

SITE

O0DO000O0O

SITE 1 P1 3 HIS 12 HIS 119 LYS 41
SITE 1 P2 2 LYS 7 ARG 10
SITE 1 Bl 2 THR 45 ASP 83
SITE 1 B2 2 ASN 71 GLU 111
PDBO SITEOOOODOO4RSDOOO0OO
SLTBRG

O0DO000O0O

SLTBRG ND1 HIS B 13 0OE2 GLU A 17
SLTBRG NE2 HIS B 13 0OE2 GLU A 10
SLTBRG CZ ARG A 23 OE1 GLU B 28

PDBO SLTBRGOOOOOO1A93 00000

SPRSDE

0000000

SPRSDE 28-JAN-98 364D 356D
PDBO SPRSDEOODOOOO364D0OOOODO

SSBOND

0000000

133

15
10
19
18

1ETL
1ETL
1ETL
1ETL
1ETL

172
176
180
184
188



SSBOND 1 CYS 26 CYS 84
SSBOND 2 CYS 40 CYS 95
SSBOND 3 CYS 58 CYS 110
SSBOND 4 CYS 65 CYS 72

PDBO SSBOND OO OOOOG6RSAOODOOO

TER

Oo0oO0O000 &

TER 1545 PRO A 208
TER 3181 SER B 223
TER 4726 PRO C 208
TER 6409 LYS D 222

PDBO TEROOOODOOSFABOOOODO

TVECT

Oo0oO0O000 &

TVECT 0.00000 0.00000 19.64000
PDBO TVECTOODOOOO2C4SOO00O0O0O

oMIMOOOOOO

Text
0000000 dececodode

Text:
Kozlowski et al. (1988) reported an Algerian family in which 5 members
had a seemingly ’new’ form of spondylometaphyseal dysplasia. It was
considered possible that the patient reported by Schmidt et al. (1963)
had this disorder; see 184250. None of the spondylometaphyseal
dysplasias show a combination of such severe metaphyseal changes and
severe genu valgum. Among the metaphyseal dysplasias, only the Jansen
type (156400) shows severe metaphyseal changes, but in that disorder
genu varus deformity is found and sclerosis of the skull is a common
finding in older patients (Holthusen et al., 1975).

OMIMDO Text DOOODDO184253 00000
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MINI-MIM
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MINI-MIM:
The Langer-Giedion syndrome (LGS) has similarities to the
trichorhinophalangeal syndrome type I (TRPS1; 190350; see also 275500),
particularly with regard to facies, bulbous nose, sparse hair, and
cone-shaped epiphyses. Distinguishing features in LGS are multiple
exostoses, mental retardation, microcephaly, and redundant skin. Less
consistent features include hyperextensible joints, recurrent upper
respiratory tract infections, hearing loss, delayed speech development
(Langer et al., 1984), and genitourinary anomalies (Partington et al.,
1991). Most cases of LGS are sporadic, but it has been reported as
concordant in monozygotic twins and recurrent in a few families
(Brenholz et al., 1989). It now appears that the Langer-Giedion syndrome
is a ’contiguous gene syndrome’ (Hou et al., 1995) due to deletions in
chromosome 8q24.1 that result in loss-of-functional copies of the genes
for TRPS1 and multiple exostoses (EXT1; 133700).

OMIM O MINI-MIMOOOOOO15023000000
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Clinical Synopsis
O000000 dechecdech

Clinical Synopsis:

Skin:

Epidermolysis bullosa involving hands and feet only

Misc:

Skin cooling with ice before friction prevents lesions

Inheritance:
Autosomal dominant mutation of keratin 5 (KRT5;
148040) or keratin 14 gene (KRT14;
148066)

OMIM O Clinical Synopsis 000000 13180000000

Allelic Variants
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Allelic Variants:
.0001
RHIZOMELIC CHONDRODYSPLASIA PUNCTATA, TYPE 3
ALKYLDIHYDROXYACETONEPHOSPHATE SYNTHASE DEFICIENCY
AGPS, ARG419HIS
In a patient with isolated alkyl-DHAP synthase deficiency (Wanders et
al., 1994; see 600121), De Vet et al. (1998) detected a G-to-A
transition at nucleotide 1256 of the alkyl-DHAP synthase gene, resulting
in an arg419-to-his substitution.

OMIM O Allelic Variants D OO0 000603051 00000
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See Also:
Matsuda et al. (1979); Sase et al. (1985)
OMIMO See Also0 00000603471 00000
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MIM Entry: 604159
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PDBSTRUOUOOODOO

DEFINITION
0000000 dececdede

DEFINITION TERNARY STRUCTURE OF HHAI METHYLTRANSFERASE WITH ADOHCY AND
DNA CONTAINING A G:ABASIC MISMATCH AT THE TARGET BASE PAIR
MOL_ID: 1;

MOLECULE: CYTOSINE-SPECIFIC METHYLTRANSFERASE HHAT;
CHAIN: A;
EC: 2.1.1.73;
ENGINEERED: YES;
BIOLOGICAL_UNIT: MONOMER;
MOL_ID: 2;
MOLECULE: DNA;
CHAIN: C, D;
BIOLOGICAL_UNIT: DOUBLE STRANDED DNA
PDBSTR O DEFINITIONOOOOOO9YMHTAOOODOO

SOURCE
0000000 decedede

SOURCE MOL_ID: 1;
ORGANISM_SCIENTIFIC: HOMO SAPIENS;
ORGANISM_COMMON: HUMAN;
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EXPRESSION_SYSTEM: ESCHERICHIA COLI;
MOL_ID: 2;
SYNTHETIC: YES

PDBSTR O SOURCEOOOOODO9ICADDOOO

DEPOSITOR

0000000 &b

DEPOSITOR C.R.DUNN,J.J.HOLBROOK,H.MUIRHEAD
PDBSTR O DEPOSITOROOOOOO9IMHTAOOOOO

MEMBER
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MEMBER 9ICYA 335 PROTEIN 96/10/24 96/11/15
PDBSTRO MEMBEROOODOOO9ICYAOOOOO

FEATURE
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FEATURES FROM TO DESCRIPTION
HELIX 1 13 28 A
HELIX 1 33 48 B
HELIX 1 55 61 C
HELIX 1 67 79 D
HELIX 1 83 90 E
HELIX 1 92 102 F
HELIX 1 108 118 G
HELIX 1 122 131 H
HELIX 1 134 147 I
HELIX 1 152 169 J
HELIX 1 179 184 K
HELIX 5 208 220 L
HELIX 5 262 273 M
HELIX 1 276 288 N
HELIX 1 316 323 0
HELIX 5 330 332 P
SHEET 0 174 178 A
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SHEET -1 191 196 A N THR A 196 0 1ILE A 174

SHEET 1 253 2568 A N ASP A 266 0 MET A 191

SHEET -1 234 239 A N CYS A 239 0 ARG A 253

SHEET -1 224 227 A N ASP A 226 0 VAL A 238

SHEET 0 201 294 B

SHEET -1 297 300 B N ARG A 299 0 THR A 292
PDBSTR O FEATUREO DO OODOO9ICIAODOOOD

RESOLUTION
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RESOLUTION RANGE 20.0 - 2.2 ANGSTROMS
PDBSTR O RESOLUTIONOOOOOOY9LDBAODOCOCOO

MODEL
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RESOLUTION RANGE 20.0 - 2.2 ANGSTROMS

PDBSTRO MODELOOOOODO3EZBAOOODOO

SEQENCE
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SEQUENCE
SVQATREDKF
GSDAQTRDGI
QMDLGAELGA
PKPNQPRGDI
FHIDLNGQHG
DGVWESAKAN
SAFEDYDADA

SFGLWTVGWQ ARDAFGDATR TALDPVEAVH KLAEIGAYGI TFHDDDLVPF
TAGFKKALDE TGLIVPMVTT NLFTHPVFKD GGFTSNDRSV RRYAIRKVLR
KTLVLWGGRE GAEYDSAKDV SAALDRYREA LNLLAQYSED RGYGLRFAIE
LLPTAGHATIA FVQELERPEL FGINPETGHE QMSNLNFTQG IAQALWHKKL
PKFDODLVFG HGDLLNAFSL VDLLENGPDG APAYDGPRHF DYKPSRTEDY
TRMYLLLKER AKAFRADPEV QEALAASKVA ELKTPTLNPG EGYAELLADR
VGAKGFGFVK LNQLAIEHLL GAR
PDBSTR O SEQENCEODOODODO3EZBADOODOO

STRUCTURE

0000000
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STRUCTURE

206
207
208
209
210
211
212
213

GLU
PRO
GLN
ASN
CYS
SER
ALA
THR

76
77
78
79
80
81
82
83

SEGMENT

X-CA

.73
.58
.86
.02
.54
.10
17
.59

©O© N b W N W w o

Y-CA

29.
27.
23.
20.
18.
14.
13.
13.

61
08
69
89
09
46
79
45

Z-CA

27.
28.
26.
28.
26.
26.
27.
24.

PHI  PSI
34 -999 124
01 -43 171
34 -98 110
14 -96 76
10 -106 153
89 -65 152
80 -63 112
46 -97-999

X-CB

0 W P O O W

.68
.76
.04
.62
.67
.56
.28
9.

38

Y-CB

29.
26.
23.
21.
18.
13.
13.
14.

03
76
40
08
41
32
05
50

PDBSTR O STRUCTUREOOODOOOSPCHPOOODOO

0000000

SEGMENT

1 of 3

( A of A,B,I)

PDBSTR O SEGMENTOOOOOO9HVPAODODOOO
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Z-CB

27.
29.
25.
28.
25.
26.
29.
23.

23
49
41
74
12
02
05
37
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