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BSIES INTFREHREAVTRELEEXOE L
ER R (X2-02FE0 ICHI1THHNIEDIEM
ST ILID 1545 305 45 2 60 7 75 5 90 7
Fv)IL—4A 676 843 921 1,166 1,013 959
FvYIL—4B 1,765 3,000 | 4,164 | 5,358 6,468 7,581
Fv)TL—4C 6,178 | 11,701 | 16,807 | 21,705 | 26,685 | 32,209
Fv)IL—4D 10,887 | 20,626 | 29,206 | 37,289 | 44,543 | 53,613
*v)IL—42E 18,718 | 35,085 | 49,418 | 61,068 | 70,603 | 82,999
BIEXER & 9,146 | 17,281 | 24,859 | 31,857 | 39,838 | 47,473
BiEx iR K 2,182 | 3,902 | 5511 7,169 | 8,789 | 10,370
VF 1,292 | 2,436 3,552 | 4,690 5,784 7,260
UAMS041609 3,876 | 7,931 | 11,692 | 15,886 | 19,867 | 24,709
MON110707 17,881 | 33,432 | 46,848 | 58,747 | 68,370 | 78,371
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gooao

=2
BHES  IRTFREFRZRANTERE ST OV TIRELT:
BRSO THEL-WNEMS

FRETS-VWF73 Z{%(Z
HOE Y/ ER Y, GTI_FRET4 24 #AV T EL-EE %ADAMTS13{E
ADAMTS13;EHE(E
A Fa_— a3 BERE 30 4 15 % 30 5 45 53y 60 43 755 90 4
S 7LD
¥ )JIL—2A 0 1 1 0 0 0 0
F*v1JJL—4B 9 7 7 7 7 6 6
Fx)JL—4EC 34 32 33 33 34 35 36
Fxx)JIL—4D 55 58 59 59 60 61 62
F*xJJL—4E 102 101 101 100 100 98 98
[EHEXEE & 36-54 48 49 50 51 54 55
[T 15 6-17 10 10 10 10 10 9
VF ~20 5 6 6 6 5 6
UAMS041609 ~35 19 22 23 24 26 27
MON110707 ~90-100 97 96 95 96 95 92
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H3&E 3 (Cat. No.)

kel X IIBET—42 Lot No.
CA-CE020410,
ATS-13 PCHO020410,
) TL—42 /%8 GTI PCL020410
H{EK/\vT7 (SBA) GTI SBA011810
RIRFHIRE (SDA) GTI SDAO011810
HIK(SA) GTI SA112509
JL—Fk GTI ATS-011410
DMSO Sigma (D8418) 038K07101
EET—)LmiE GTI NPP032206
ATS-13 R 3
YoTIL1-5 GTI 020910-ATS
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George King BioMedical
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George King BioMedical
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George King BioMedical
FACT ¥ (FACT) 1223
George King BioMedical
FACT Il (FACT) 222¢l
VF 04/09/01 03/08/10
BCM2 07/22/08 07/22/08
UAMS041609 04/16/09 04/16/09
ATS ACRU'AB CNTL 05/14/209 2051008
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gooao
x4
T/ BEECS

fi251&ES:| Sequence. N-terminus to C-Terminus. note

1 DREKAPNLVYMVTGCPASDEIKRLPGDIQVVPIEVIGWPNAPILIQDFETLP | GTI_FRET4
REAPDLVLQR

2 MIPARFAGVLLALALILPGTLCAEGTRGRSSTARCSLFGSDFVNTFDGSMYS | 1-22 Signal
FAGYCSYLLAGGCQKRSFSIIGDFONGKRVSLSVYLGEFFDIHLEFVNGTVTQ | Peptide;
GDQRVSMPYASKGLYLETEAGYYKLSGEAYGFVARIDGSGNFQVLLSDRYFN | 23-763 von
KTCGLCGNFNIFAEDDFMTQEGTLTSDPYDFANSWALSSGEQWCERASPPSS | willebrand

SCNISSGEMQKGLWEQCQLLKSTSVFARCHPLVDPEPFVALCEKTLCECAGG
LECACPALLEYARTCAQEGMVLYGWTDHSACSPVCPAGMEYRQCVSPCARTC
QSLHINEMCQERCVDGCSCPEGQLLDEGLCVESTECPCVHSGKRYPPGTSLS
RDCNTCICRNSQWICSNEECPGECLVTGQSHFKSFDNRYFTFSGICQYLLAR
DCODHSFSIVIETVQCADDRDAVCTRSVTVRLPGLHNSLVKLKHGAGVAMDG
QODVQLPLLKGDLRIQHTVTASVRLSYGEDLOMDWDGRGRLLVKLSPVYAGKT
CGLCGNYNGNQGDDFLTPSGLAEPRVEDFGNAWKLHGDCQDLQKQHSDPCAL
NPRMTRFSEEACAVLTSPTFEACHRAVSPLPYLRNCRYDVCSCSDGRECLCG
ALASYAAACAGRGVRVAWREPGRCELNCPKGQVYLQCGTPCNLTCRSLSYPD
EECNEACLEGCFCPPGLYMDERGDCVPKAQCPCYYDGEIFQPEDIFSDHHTM
CYCEDGFMHCTMSGVPGSLLPDAVLSSPLSHRSKRSLSCRPPMVKLVCPADN
LRAEGLECTKTCONYDLECMSMGCVSGCLCPPGMVRHENRCVALERCPCFHQ
GKEYAPGETVKIGCNTCVCQDRKWNCTDHVCDATCSTIGMAHYLTFDGLKYL
FPGECQYVLVODYCGSNPGTFRILVGNKGCSHPSVKCKKRVTILVEGGEIEL
FDGEVNVKRPMKDETHFEVVESGRYITILLLGKALSVVWDRHLSISVVLKQTY
QEKVCGLCGNFDGIQNNDLTSSNLQVEEDPVDEFGNSWKVSSQCADTRKVPLD
SSPATCHNNIMKQTMVDSSCRILTSDVFQDCNKLVDPEPYLDVCIYDTCSCE
SIGDCACFCDTIAAYAHVCAQHGKVVTWRTATLCPQSCEERNLRENGYECEW
RYNSCAPACQVTCQHPEPLACPVQCVEGCHAHCPPGKILDELLQTCVDPEDC
PVCEVAGRRFASGKKVTLNPSDPEHCQICHCDVVNLTCEACQEPGGLVVPPT
DAPVSPTTLYVEDISEPPLHDFYCSRLLDLVFLLDGSSRLSEAEFEVLKAFV
VDMMERLRISQKWVRVAVVEYHDGSHAYIGLKDRKRPSELRRIASQVKYAGS
QVASTSEVLKYTLFQIFSKIDRPEASRITLLLMASQEPQRMSRNFVRYVQGL
KKKKVIVIPVGIGPHANLKQIRLIEKQAPENKAFVLSSVDELEQQRDEIVSY
LCDLAPEAPPPTLPPDMAQVTVGPGLLGVSTLGPKRNSMVLDVAFVLEGSDK
IGEADFNRSKEFMEEVIQRMDVGODSIHVTIVLQYSYMVTVEYPFSEAQSKGD

antigen II;

764-2813 wvwi.
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(22) JP 6419576 B2 2018.11.7

BRINES:

Sequence. N-terminus to C-Terminus.

note

ILORVREIRYQGGNRTNTGLALRYLSDHSFLVSQGDREQAPNLVYMVTGNPA
SDEIKRLPGDIQVVPIGVGPNANVQELERIGWPNAPILIQDFETLPREAPDL
VLORCCSGEGLQIPTLSPAPDCSQPLDVILLLDGSSSFPASYFDEMKSFAKA
FISKANIGPRLTQVSVLQYGSITTIDVPWNVVPEKAHLLSLVDVMQREGGPS
QIGDALGFAVRYLTSEMHGARPGASKAVVILVTDVSVDSVDAAADAARSNRV
TVFPIGIGDRYDAAQLRILAGPAGDSNVVKLORIEDLPTMVTLGNSFLHKLC
SGFVRICMDEDGNEKRPGDVWTLPDQCHTVTCQPDGOQTLLKSHRVNCDRGLR
PSCPNSQSPVKVEETCGCRWTCPCVCTGSSTRHIVTFDGONFKLTGSCSYVL
FONKEQDLEVILHNGACSPGARQGCMKSIEVKHSALSVELHSDMEVTVNGRL
VSVPYVGGNMEVNVYGAIMHEVRENHLGHIFTFTPONNEFQLOLSPKTFASK
TYGLCGICDENGANDFMLRDGTVTTDWKTLVQEWTVQRPGQTCQOPILEEQCL
VPDSSHCQVLLLPLFAECHKVLAPATFYAICQQDSCHQEQVCEVIASYAHLC
RTNGVCVDWRTPDFCAMSCPPSLVYNHCEHGCPRHCDGNVSSCGDHPSEGCEF
CPPDKVMLEGSCVPEEACTQCIGEDGVQHQFLEAWVPDHQPCQICTCLSGRK
VNCTTQPCPTAKAPTCGLCEVARLRONADQCCPEYECVCDPVSCDLPPVPHC
ERGLOPTLTNPGECRPNFTCACRKEECKRVSPPSCPPHRLPTLRKTQCCDEY
ECACNCVNSTVSCPLGYLASTATNDCGCTTTTCLPDKVCVHRSTIYPVGQFW
EEGCDVCTCTDMEDAVMGLRVAQCSQKPCEDSCRSGFTYVLHEGECCGRCLP
SACEVVTGSPRGDSQSSWKSVGSQWASPENPCLINECVRVKEEVEFIQORNVS
CPQLEVPVCPSGFQLSCKTSACCPSCRCERMEACMLNGTVIGPGKTVMIDVC
TTCRCMVQVGVISGFKLECRKTTCNPCPLGYKEENNTGECCGRCLPTACTIQ
LRGGQIMTLKRDETLODGCDTHFCKVNERGEYFWEKRVTGCPPFDEHKCLAE
GGKIMKIPGTCCDTCEEPECNDITARLQYVKVGSCKSEVEVDIHYCQGKCAS
KAMYSIDINDVQDQCSCCSPTRTEPMQVALHCTNGSVVYHEVLNAMECKCSP
RKCSK

FAFREIZD DK
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BRIES:

Sequence. N-terminus to C-Terminus.

note

MHORHPRARCPPLCVAGILACGFLLGCWGPSHFQQSCLQALEPQAVSSYLSP
GAPLKGRPPSPGFQROROQRORRAAGGILHLELLVAVGPDVFQAHQEDTERYV
LTNLNIGAELLRDPSLGAQFRVHLVKMVILTEPEGAPNITANLTSSLLSVCG
WSQTINPEDDTDPGHADLVLYITRFDLELPDGNRQVRGVTQLGGACSPTWSC
LITEDTGFDLGVTIAHEIGHSFGLEHDGAPGSGCGPSGHVMASDGAAPRAGL
AWSPCSRRQLLSLLSAGRARCVWDPPRPQPGSAGHPPDAQPGLYYSANEQCR
VAFGPKAVACTFAREHLDMCQOALSCHTDPLDQSSCSRLLVPLLDGTECGVEK
WCSKGRCRSLVELTPIAAVHGRWSSWGPRSPCSRSCGGGVVTRRRQCNNPRP
AFGGRACVGADLQAEMCNTQACEKTQLEFMSQQCARTDGQPLRSSPGGASEY
HWGAAVPHSQGDALCRHMCRAIGESFIMKRGDSFLDGTRCMPSGPREDGTLS
LCVSGSCRTFGCDGRMDSQOVWDRCQVCGGDNSTCSPRKGSFTAGRAREYVT
FLTVTPNLTSVYIANHRPLFTHLAVRIGGRYVVAGKMSISPNTTYPSLLEDG
RVEYRVALTEDRLPRLEEIRIWGPLOEDADIQVYRRYGEEYGNLTRPDITFET
YFQPKPROAWVWAAVRGPCSVSCGAGLRWVNYSCLDQARKELVETVQCQGSQ
QPPAWPEACVLEPCPPYWAVGDFGPCSASCGGGLRERPVRCVEAQGSLLKTL
PPARCRAGAQQPAVALETCNPQPCPARWEVSEPSSCTSAGGAGLALENETCV
PGADGLEAPVTEGPGSVDEKLPAPEPCVGMSCPPGWGHLDATSAGEKAPSPW
GSIRTGAQAAHVWTPAAGSCSVSCGRGLMELRFLCMDSALRVPVQEELCGLA
SKPGSRREVCQAVPCPARWQYKLAACSVSCGRGVVRRILYCARAHGEDDGEE
ILLDTQCOGLPRPEPQEACSLEPCPPRWKVMSLGPCSASCGLGTARRSVACVY
QLDQGQODVEVDEAACAALVRPEASVPCLIADCTYRWHVGTWMECSVSCGDGI
ORRRDTCLGPQAQAPVPADFCQHLPKPVITVRGCWAGPCVGQGTPSLVPHEEA
AAPGRTTATPAGASLEWSQARGLLFSPAPQPRRLLPGPQENSVQSSACGRQH
LEPTGTIDMRGPGOADCAVAIGRPLGEVVTLRVLESSLNCSAGDMLLLWGRL
TWRKMCRKLLDMTFSSKTNTLVVRQRCGRPGGGVLLRYGSQLAPETFYRECD
MOLFGPWGEIVSPSLSPATSNAGGCRLFINVAPHARIATHALATNMGAGTEG
ANASYILIRDTHSLRTTAFHGQQOVLYWESESSQAEMEFSEGFLKAQASLRGQ
YWTLOSWVPEMODPQSWKGKEGT

ADAMTS13
Isoform 1.
1-29 signal
Peptide;

30-74
propeptide;
75-1427
ADAMTS13

chain.
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BHES:

Sequence. N-terminus to C-Terminus.

note

MHQRHPRARCPPLCVAGILACGFLLGCWGPSHFQQSCLOQALEPQAVSSYLSP
GAPLKGRPPSPGFQRORORORRAAGGILHLELLVAVGPDVFQAHQEDTERYV
LTNLNIGAELLRDPSLGAQFRVHLVKMVILTEPEGAPNITANLTSSLLSVCG
WSQTINPEDDTDPGHADLVLYITRFDLELPDGNRQVRGVTQLGGACSPTWSC
LITEDTGFDLGVTIAHEIGHSFGLEHDGAPGSGCGPSGHVMASDGAAPRAGL
AWSPCSRRQLLSLLSAGRARCVWDPPRPQPGSAGHPPDAQPGLYYSANEQCR
VAFGPKAVACTFAREHLDMCQALSCHTDPLDQSSCSRLLVPLLDGTECGVEK
WCSKGRCRSLVELTPIAAVHGRWS SWGPRSPCSRSCGGGVVTRRRQCNNPRP
AFGGRACVGADLQAEMCNTQACEKTQLEFMSQQCARTDGQPLRSSPGGASEY
HWGAAVPHSQGDALCRHMCRAIGESFIMKRGDSFLDGTRCMPSGPREDGTLS
LCVSGSCRTFGCDGRMDSQQVWDRCQVCGGDNSTCSPRKGSFTAGRAREYVT
FLTVTPNLTSVYIANHRPLFTHLAVRIGGRYVVAGKMSISPNTTYPSLLEDG
RVEYRVALTEDRLPRLEEIRIWGPLQEDADIQVYRRYGEEYGNLTRPDITET
YFQPKPROAWVWAAVRGPCSVSCGAGLRWVNYSCLDQARKELVETVQCQOGSQ
QPPAWPEACVLEPCPPYWAVGDFGPCSASCGGGLRERPVRCVEAQGSLLKTL
PPARCRAGAQQPAVALETCNPQPCPARWEVSEPSSCTSAGGAGLALENETCV
PGADGLEAPVTEGPGSVDEKLPAPEPCVGMSCPPGWGHLDATSAGEKAPSPW
GSIRTGAQAAHVWTPAAGSCSVSCGRGLMELRFLCMDSALRVPVQEELCGLA
SKPGSRREVCQAVPCPARWQYKLAACSVSCGRGVVRRILYCARAHGEDDGEE
ILLDTQCQGLPRPEPQEACSLEPCPPRWKVMSLGPCSASCGLGTARRSVACVY
QLDOGODVEVDEAACAALVRPEASVPCLIADCTYRWHVGTWMECSVSCGDGI
QRRRDTCLGPQAQAPVPADFCQHLPKPVIVRGCWAGPCVGQGACGRQHLEPT
GTIDMRGPGQADCAVAIGRPLGEVVTLRVLESSLNCSAGDMLLLWGRLTWRK
MCRKLLDMTFSSKTNTLVVRQRCGRPGGGVLLRYGSQLAPETFYRECDMQLF
GPWGEIVSPSLSPATSNAGGCRLFINVAPHARIATHALATNMGAGTEGANAS
YILIRDTHSLRTTAFHGOQVLYWESESSQAEMEFSEGFLKAQASLRGQYWTL
QSWVPEMODPQSWKGKEGT

ADAMTS13

Isoform 2.
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BAES:

Sequence. N-terminus to C-Terminus.

note

MHQRHPRARCPPLCVAGILACGFLLGCWGPSHFQQSCLQALEPQAVSSYLSP
GAPLKGRPPSPGFQRORORORRAAGGILHLELLVAVGPDVFQAHQEDTERYV
LTNLNIGAELLRDPSLGAQFRVHLVKMVILTEPEGAPNITANLTSSLLSVCG
WSQTINPEDDTDPGHADLVLYITRFDLELPDGNRQVRGVTQLGGACSPTWSC
LITEDTGFDLGVTIAHEIGHSFGLEHDGAPGSGCGPSGHVMASDGAAPRAGL
AWSPCSRRQLLSLLSANEQCRVAFGPKAVACTFAREHLDMCQALSCHTDPLD
QSSCSRLLVPLLDGTECGVEKWCSKGRCRSLVELTPIAAVHGRWSSWGPRSP
CSRSCGGGVVTRRROQCNNPRPAFGGRACVGADLOQAEMCNTQACEKTQLEFMS
QQOCARTDGQPLRSSPGGASFYHWGAAVPHSQGDALCRHMCRAIGESF IMKRG
DSFLDGTRCMPSGPREDGTLSLCVSGSCRTFGCDGRMDSQQVWDRCQVCGGD
NSTCSPRKGSFTAGRAREYVTFLTVTPNLTSVYIANHRPLFTHLAVRIGGRY
VVAGKMSISPNTTYPSLLEDGRVEYRVALTEDRLPRLEEIRIWGPLQEDADT
QVYRRYGEEYGNLTRPDITFTYFQPKPROAWVWAAVRGPCSVSCGAGLRWVN
YSCLDOQARKELVETVQCQGSQQPPAWPEACVLEPCPPYWAVGDFGPCSASCG
GGLRERPVRCVEAQGSLLKTLPPARCRAGAQQPAVALETCNPQPCPARWEVS
EPSSCTSAGGAGLALENETCVPGADGLEAPVTEGPGSVDEKLPAPEPCVGMS
CPPGWGHLDATSAGEKAPSPWGSIRTGAQAAHVWTPAAGSCSVSCGRGLMEL
RFLCMDSALRVPVQEELCGLASKPGSRREVCQAVPCPARWQYKLAACSVSCG
RGVVRRILYCARAHGEDDGEEILLDTQCQGLPRPEPQEACSLEPCPPRWKVM
SLGPCSASCGLGTARRSVACVQLDQGODVEVDEAACAALVRPEASVPCLIAD
CTYRWHVGTWMECSVSCGDGIQRRRDTCLGPQAQAPVPADFCQHLPKPVTVR
GCWAGPCVGQGACGRQHLEPTGT IDMRGPGQADCAVAIGRPLGEVVTLRVLE
SSLNCSAGDMLLLWGRLTWRKMCRKLLDMTEFSSKTNTLVVRQRCGRPGGGVL
LRYGSQLAPETFYRECDMQLFGPWGEIVSPSLSPATSNAGGCRLFINVAPHA
RIATHALATNMGAGTEGANASYILIRDTHSLRTTAFHGQOQOVLYWESESSQAE
MEFSEGFLKAQASLRGOYWTLQSWVPEMQODPOSWKGKEGT

ADAMTS13

Isoform 3.

DREQAPNLVYMVTGNPASDEIKRLPGDIQVVPIGVGPNANVQELERIGWPNA
PILIQDFETLPREAPDLVLQR

FRETS-VWF73

DREKAPNLVYMVTGCPASDEIKRLPGDIIGWPNAPILIQDFETLPREAPDLV
LOR

GTI_FRETS
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+27)L ID GTI_FRETS5 £k GTI_FRET4 &{k
Fv)TL—4RA 3 4
F*yv)JL—4B 8 9
F)ITL—4C 30 29
F+)TL—4D 64 61
*x)JJL—AE 108 110
EEXE 5 46 50
S %t ER (K 13 14
90 (ATS13-1) 65 92
72 (ATS13-2) 52 72
50 (ATS13-3) 40 47
22 (ATS13-4) 18 21
5 (ATS13-5) 6 7
UAMS041609 14 31
BCM2 22 19
VF040901 10 10
CNTL <F¥)IL—4A <F¥)JL—4A
NPP032206 84 >Xx)TJL—4E
NPP032206 HI 12 9
NPP032206 mixed <Fy)ITL—4A 57
BCM2 HI 15 12
BCM2 mixed 37 51
CNTL HI <FxJTL—2A <Fx)IJL—2A
CNTL mixed <F¥)IL—4A 4
NPP032206 at 37C 77 106
A-FACT lot 1284 <F¥x)JL—%A 10
A-FACT ot 900 <Fx)TL—4A 10
B-FACT lot 1114 28 45
B-FACT lot 1266 23 46
FACT lot 1223 82 107
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