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BA 274 3a(complement component 3a, C3a)& FaAToRE X3 Gk tha] Lo E X FHA e JH

o W A9 EE AT 5% 9% vhele vh 2YE

AT 2
A18el] dolA, A7) Hpole wiF HAELS A4 A Qo R AEnke gug ¥ 3xle] ek £l oF 4
=2 A% AS EHoE e vol miA 2AE

A1 dojA, A7) BA] 84 3alcomplement component 3a, C3a)E &4 WA Qo E XTHA P HH
2§

A A% A0 s oo A 2R

A7 4

BA 94 3a(complement component 3a, C3a)2] 58 HET F A& AAE FadEe= Xgdst= a4 o
A Qo R XFEA g vHE Beol A EE o F 5SS 938 7 E

A% 5

Aadkol 9ojA, A7) BA &4 3alcomplement component 3a, C3a)9] &< A& & g+ AAE BA &
2 3a(complement component 3a, C3a)el]l Eo]zx o2 Adsl= a4, Felol=, Uetn EE F3tEQ AL E4
o2 v 24 gA o R A8HA gL drHy #o Md BE dF Jg5& 93 7E

AT 6
Bo® AESHA A goA HA 82 3a(complement component 3a, C3a)e FF& =AHs:E WA
X3ete a4 Al 8o XEHX @2 FHEg #ol Ad EE dF od5S A% ARE AFsieE

AT 7
A6gtel] oA, 7] dFAE a4 A aye® AENE vHg ¥ Ax e EHORE = Ak A
sHoz NaYx ¢ FHE Yo AW EE o o= 98 ARE A FshE
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yigel 41y

=
Houbgo wiug 8 Aok Hio]lo mpr| @ oo Lo thd Aoew | HA 82 3a(complement component 3a,
fFagdioz ¥ggsts g Yol Agd e oF 5SS $3 vlo]le ulA A E #3F Ao},

WA 7 &

B W (Fabry disease)< X-44A A& E4 3 A3 subz dixxQl #a2F A% 43k (Lysosomal
Storage Disease; LSD)ell 3j@atct. A7 dHg 2 HaEdE 2 gu-ZdEEAGeA A (a-
Galactosidase A)9] AP o= oy|x= o= d A, da-dFEATolA] AE X Ee] Tk Boo &
Aste LI-dFEX (a-Galactose) A3 FH& 7IEAAZIE 28-S 3t G424, 7] 247 295
A9 Aol wetk du-AYgE~ I7E | 450 Fag yo] dyx A Art.
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i
H
o
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)
A7) Bho AFor FAHYE= FQ XA #Hgyor EFILATU|= (Trihexosylceramide) 2t E8 &
FREREFoLe AAgn = (Globotrlaosylceramide: Gh3 E& GL3)E, o] 2L 3xle 4 Yo v Faxs}
3%,z A, B S A 2 A7)l FAEH olF AVIEY Ve HAE fEsta v BE, 49 £
g, A& AA 715 o, IR Ad T& ude S4S dod F Jdom FwUloks AMgel 7Rl o] 2A gt
53 @89 AF At NI MAEE 37 FHEE P dEdd AxE daasE VeS8
#A7s FHel o¢r Ay Hue W 5HAQ A ARS fEdctn A vk, weps stEg H
= Z7le sk A gre Wel AR5 AAHA A5 aF}E Friste Aol W Fastt

AA stre WHe] Ane gAALHA ARZEAATF N F2AR AFEEHIL Ak, o] AR 9HS Ao AEE
S7F, ae A A, 4 TR Ao Ut Joy, oF Amdk: Esta #xbe] ARS FHu
dHeh 3 Ee oy, AR 3Ae AFo] oIty = AT|E HRITE. wepA], B A3 T IdS AN
7171 $18te] A2 A5 e d=s T3 A2 XFEY o] Zasi),

AA stuE WS Fdshr] A WHoR A7) 39 BF U FFE& SASE Aol MY wWol ARREHIL e
L, Gh3e AAR F dledA 548 A7l 2 2R Al mEt 1 o] fedor WE S do], h3vkE
ZA4ste] grg ¥ Jdely A5 5adE HUishe 2 tha 55 SHo] k. uEbA IHEg ¥E ds)
7Y Az 23E 371E 5 de RS vtole whF o] stke]l AFg A olrt.

o, ¥ WHAEL wrel Wi FRRAZ A= AFE vlole wAZ A 8l e wmhs A,
Ba 24 Ba(complement component 3a, C3a)7} 3B W g 9 oF A& 93 vlolQ miAZ &&=
T ASS Folstar, BA 24 3a(complement component 3a, C3a)9] #F& Fd vy He g ax= 7
T F e vHAR AFR E F S EFgeEH, B ags kSTt

a(complement component 3a,
2 A5HA FE FE2y B
FAEE AS gAFgoan, BA &

19 v AR AFsHe Hol

Aol A BA 24 3al(complement component 3a, C3a)7} & 5o
Z~ 3a(complement component 3a, C3a)& HH iz WO gk = oF oSS 3t vlo]
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Tk, B e AR E 2EE AESA AlsoA HA 84 3alcomplement component 3a, C3a)e] &
= g ¥t vtue el e B dF 4SS 93 ARE AEss e Aed

walh, B g e 1x 84 3a(complement component 3a, C3a)el Td AAAE Aoz x3tslE IHF
[e)

Mol Y mE ARg FH 2HTS AT,

ko)

clas

T, i ouwe gigAERE 2w AESHE AlselA BA 84 3alcomplement component 3a, C3a)e]

S =ZAstE A1, 2 AFERS As & 4] ®BA 84 3a(complement component 3a, C3a)e] F30)

ANBEAS AeatA] &2 A= Azl vs) astd gHg] Wol ol e AR5§ ofAE ddstes A2
- O~

e WS Al

o

Z2m, ¥4 24 3a(complement component 3a, C3a)7} e W 3z} Y EFoA & FFo
aog XNRFHA = dHE ¥ 3xlo|A HA &4 3a(complement component 3a,
FAHE AL g ogn, BA 824 3a(complement component 3a, C3a)E wH ] H

folo miAR AT & At
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T 18 gug ¥ sia 2 AN QAo 4 BAA BA 84 3a(complement component 3a, C3a), .|
Q4 4b(complement component 4b, C4b), XA 24 5a(complement component b5a, Cha)2l & FAH3I =7
Ap5 o)},

T 2= IHE ¥ 3 9@ AHA G A BAAS BA 84 3a(complement component 3a, C3a), XA
Q2 4b(complement component 4b, C4b), XA &2 5Sa(complement component 5a, C5a)e F+& FH3 17

T 32 34 UA aHoeR XNRHX &= 9B ¥ A aik gz aoew X7 7|t upE HA Qo
% 3a(complement component 3a, C3a)e] < WIS AT 1y Zo|t}.

T 4= gH1g ¥ 3 @ AAF Ut AxAo A KA 84 3a(complement component 3a, C3a), HA Q4
4b(complement component 4b, C4b), H.A 24 5a(complement component 5a, C5a)9] << 4 IMNoz I+
Qlgk Apzlo]t,

5 mtEE ¥ a9 A JYate] Az A 1A 24 3a(complement component 3a, C3a)¢ F&<

T 6& By ¥ x 2 A xAxte] AxAd A BA 24 3a(complement component 3a, C3a)¢ F&<&
g Ao FxglE A% g zoltt

T 78 Hug ¥ 3 @ AAF YAt A BA] 24 3alcomplement component 3a, C3a)¢t 4 FEHETo}
2 AAEH) = (Globotriaosylceramide, Gb3)<] 7+ AAE ERlgh e zo|rt,

Wy A7 Hek A g

WAl A ALgEE golt B wgelde] V5 nelsuA bsd @A Yol AgsE Quel oS
& dusigont, ot G o FAsh: /EAd o Ex w, AZE /1% @ Sl w2l
ek, EE, EAE A 090 O A4 §olm gov], o] A% AYEE Wyl 4y LielN
AF 1 oulg A1AE ol mebA ¥ owwelA AgEE ol Bed golo] §Fol ohd, 1 §ol7} 7
A ojulsl B owwel Avte] 43 W8S Bz AHolor

gesl 4eRA @t @, ledel A BetA Gol% LA o714 AFEHE BE folme B wwol
Soh 1% BololA Bael A4 7h2 Aol o8] QutHom olalw A% FAF E A Yk, A
w0 ALgEE Aol golslel g An ge olEe B J1%e] ¥ XL elne dXet o]
g e Ao sasolol shvl, B U4 Fusl 4ol g @, oldHel AL Aus A
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A Age] HFE] 2o Q= AAY B U 92 A AE 2T, E Al 2A Foxl B FHAd
FA AT H w2 FA Aol ¥EE] 2ol gl AAY RE Y w2 A ATde 2T, 2 A
AA Fol BE A AR FE A Aol Wets] 2o gl AAE, ¥ He A W19 e § F2
BE A HeE 29 Aok

3t

e
i)

Be) el A Ei o F

b

E oo Wi 2% 3a(complement component 3a, C3a)E FEAEOR
q

S5& A nlole v 24 =S AT

7] “BA 24 3alcomplement component 3a, C3a)” & ®A| 24 3(complement component 3, C3)2] Ao
od& FAFe WA F Yz, HA 24 3(complement component 3, (3)9] HdWozm HWiA Q4
3a(complement component 3a, C3a)9} R.A 24 3b(complement component 3b, C3b)7} FAHHT. HA| o4
3a(complement component 3a, C3a)v &= A G SWE-AZ 5&A(G protein—coupled receptor)ol] A3 st
77 Z71& 7H olvpE &4l (anaphylatoxin) o] .

7] fwpele wiA” & dwbd o g AESA AgdA AF 7hed £AE EE SERA, AA9 WHIE ¢
obdl 4= glE X FE @it} 47| vlo]lQ wiFE BA 24 3alcomplement component 3a, C3a) i o] tf
ARPES X8 don, o5 FEs SAToEN FHuY WE gAY, ftEE WHE T 3] o
5 458 5 U

A7) mpole miA ZAELS &4 OiA aWow g ddHg W @A JAd EE O3 ogFS 93 Ad
F T}

A7) A4 UA 8W7 2 a-ZAHEATOMA AE o] &% AY F o, o AglEe AL ofyn 3tHEg
HE Am e g4 F e A" &4 A5 YHE BT LS

7] A e gy A E4 B EAS dlaE AS JuEn o] B, ek o A

A7) e AT & gHE B FAT US A ke obslyeA] Hrishe oz, FAIFHoR 9t ¢
Y ¥ 22 3alcomplement component 3a, C3a) = ©]9] ARES wlAH R AlE-3le] 3kx}o
SA7E NAEER dslEExE ARAH o R Hrte 5 e ARE AFshe 3ot

A7) BA 824 3alcomplement component 3a, C3a)E & A QWM oE XEHX &= w8y ¥ 3xdA =
& FEog fA9Y). wetka BA 24 3a(complement component 3a, C3a)E &A A Qo E XEHX &
= gHE ¥ 3XE FESE vlole AR AREE .

wek, B dwe 1WA Q24 3a(complement component 3a, C3a)Y FT& A=Y & U&= AAE Fadte=
ZEeheE EE Weo ' e o5 o5 9% 7| EE AF .

A7] WA 824 3alcomplement component 3a, (3a)e =F& A&
component 3a, C3a)o] SolAHo & AggslE= &4, Felol=, et T 3gEA = 9l
A

) =
FEE SR AT AN F A P Suael 9 EE e ] enael sogen AgE @

(o
ja
u)
=z
Y
Ad
e
rol

A7) AL GEE GA, 9FE FA, AT A D 29 AA dole] AH R 279 AA Lole] FHE

A gag FUE ohle L GA Bael 7154 B, dF Sol, Fab, F(ab'), Fab)2% FvE Wi

EIHTh, GA AALe B Wye] e Fopol WY AW /)% olgstel golsbl Axd & i, Ax

ol gelHom wulEt FAE o8 4 Ut

EE, Buds FES AGRAY Ex A o8 48 5 vk 7] U ARAA ) vhele
Ei oo BRS AET 4 Yt vholAR E 4B vholAnofde] AxYel P A4

2 4 9

A7) HAEAH B WAIFAMHLE WAl sH A WAbsHA A, W, ELISA, 74 -ELISA, A E&
A B, A=A B2, FAE B4, a9y F3dA 4 d9dsd JAE 28T 7 A

A7) guld 38 tE w2 EUEB Y (nultiple reaction monitoring: MRM), H3) ¥k 2 UE ¥ (parallel
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reaction monitoring: PRM), sequential windowed data independent acquisition of the total high-

resolution(SWATH), A& wke WU E ¥ (selected reaction monitoring: SRM) H¥ WY t}F wke U EH
(immuno multiple reaction monitoring: iMRM)& ©o]&3}e] 4= = v}, MRMS 29 AHstsl dAS 2
Aste] olE AZEA VA 78 &, W AR o] F B o2& o W ¢ AYsle] dA&Ho=w dAH A

22 3a(complement component 3a, C3a)e] =
KeN A
=

A ARE Algets WS Alsdit.

wek, B oukme Wi Q24 3a(complement component 3a, C3a)e] W AAAE FEHdEow EIst:= vHy
Hol o e X5g gy 2AES AT,

e

F7] BA 8.4 3a(complement component 3a, C3a)e] & AAl= HA 84 3(complement component 3, C
3ol Boldoz Agsts FElol=, IFHE, A Ee A ddd § da, FAFPeR AV 1A 84
3a(complement component 3a, C3a)9] & JA|A|= #HZMEFZE T (pegcetacoplan, APL-2) E& F2EE
AFA) (Derivative of compstatin, AMY101)Y <= 1o}, oo #|3tE = AL ofyt},

A7) # 2 el Z T (pegeetacoplan, APL-2)8 BA &4 3(complement component 3, C3)ol] Eo]x oz Adls}
= JAAIZ, 882 02 = CrrollausNs0047S:(CH0), (n ~ 800-1100) 2 YEFH, 317 3}sha] 12 wA|E).

[3Fsh4 1]

Lys 0]

15 H NH,
N—R
H

= —ICI:/{,\O 2
O
Ac-lle—Cys-Val-Trp—GIn-Asp-Trp-Gly-Ala-His—Arg—Cys-Thr—NH
I 10 | 13

F2E"l f-AFA (Derivative of compstatin, AMY101)+:= XA 24 3(complement component 3, C3)ol] £o]
Ao Agtel= AAAZ, speta o2 = CasH117N23018S2 5 LER TUPAC HogE 2-

[(4R,7S,10S,13S,19S,22S,25S,28S, 31S, 34R)-34-[ (2S,35)-2-[ (2R)-2-amino—-3-(4-hydroxypheny1 ) propanamido]-
3-methylpentanamido]-7-(3-carbamimidamidopropyl)-4-{[(1S,2S)-1-carbamoyl-2-
methylbutyl](methyl)carbamoyl }-25-(2-carbamoylethyl)-10-[ (1H-imidazol-5-y1)methyl1-19-[ (1H-indol-3-
yD)methyl]-13,17-dimethy1-28-[ (1-methyl-1H-indol-3-y1)methyl1-6,9,12,15,18,21,24,27, 30, 33-decaoxo-31-
(propan-2-yl)-1,2-dithia-5,8,11,14,17,20,23,26,29,32-decaazacyclopentatriacontan-22-yl lacetic acid=
BHEEH, str] steha 2m FAE.
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}—H 12-62 xﬂ,l = 197 0] E;QE]MQD%, i Yol 34,
2 5. i, oz #HEy o %‘«X}—c 39-68 Ale] F 11Wo] RHESC
L, Hat Am 73R 3.6+4.4 dolrk. A "AE 1-79 Al T 31We] RFENoH,

AR 2-46 A9 28] RAE P oW HF ol 29.0+12.0 Ao},

2. ELISA HId

APAZREY FHE MEAdA 8 1A 58 S437] 98] ELISA $HE ol &3kt FAXHS= EDTA &
M AA 7)o FHE MES A F 308 ool 2T WA 8T AAEE 7oA 1,000xgol A 154 AR
F Slol wed Fgu Rejste] -20C T 80T Byt F AR

A AARRE FHE MZA dA 1A (C3a, iC3b, C4b, (ba) F&+< AFH o Z =Asly] Yoo, a42%
Wl & BAW (Enzyme-Linked ImmunoSorbent Assay; ELISA) % Sandwich ELISA ¥ S 01%5& 383

ELISA 7]EE A}&3s9itt. AF83 7]EE  (3a  (SEA387Hu, Cloud-Clone Corp.), iC3b (E-EL-H2368,

Elabscience), C4b (SEB305Hu, Cloud-Clone Corp.), C5a (SEA388Hu Cloud-Clone Corp.)=E Z}7}e] Eﬂ] 3+l o]
3k Eo)z el A7} F”E U= micro ELISA plate o 22 standard, @3S ZA3A7|, AFslA &
E]l.

FdS Aot} a4 F&E AE FAS o # Z'f“’Joﬂ A dtar, TMB 7128l F7bste] s
S, FFEA71E ol88to] 450nmell A 0D%be SAske], 28 A 2L ddS A I,

3. 0% % HE] ZHx THC ¥4 (Opal manual multiplex IHC assay)

HAAS] et stEe] el gt wAE HAE] fle AdASERE e A 24E o3 55 HE
EH 2 THC 418 skl

TAASZ FFPE Setel=9] dehas AlAsH] fl8 60T 8ol 143 Fet Wol&E F, xyleneol] 1023t 39
A grrEd. 1 F ) 100%, 95%, 70% ethanols zbzb 1082, 1¢]3 10% buffered formaling 108 A estar
SHFEE AR, 1 uS, L£Eko]=2 pH6.02] citrate §o ©7F AR IR 2E= (100%) A 45%, A
=2 (20%) oA 1% == F, 168 A2 B#3ttt, &go]=o antibody blocking solutions 10% Az 3+
F, C3a(1:100) FAE 1A1ZF &k Agstar 2X TBSTZ 3#3F 3H¥ AHFdh. 23 AS 143 Bt
AEskal, 1X TBST= 33F 3W¥ Al gt P4 w5 913l opal520(1:50) fluorophored 103+ A ]38}l
IX TBSTE 53t 2914 AT, o] @A7E & § v FAE £ol7] A daedA A2 GARH o
Al A1ZFETE. C5a(1:200)9] 7% opal570(1:50) f uorophore®, C4b(1:50)¢] 7-$- opal650(1:50) fluorophore
2 WS AIZITE, wpx ek &Aoo A fluorophore #olE TAIZIA] EWTHH DAPIE 5&3F A s|Ech. 1X TBST
35, DW 287F A& % mounting solutione #2]il cover slip2 Yojstd. Yol Z mounting solution®]
Aol YA FEF sealing 3l = F, dAvjAolA #AZ3sIch, 5L (33, LAAE Coa, M-S C4bs e

PE 5AA AYe Hoi+rZFHA(standard deviation; S.D.)E FE7|8Fa, BFF WY student T test
HlEA E A WY Mann-Whitney testoll A 2] & 2fo]7h yehb=+ H7tegit.

AAd 1. FARSE uE ¥ FXA EF HA AR =&
gy v ks ke 32 } HY 2 g Gl " BA AR S SA4ske wBRE W oS
93l ulol ¢ wlA TRE MM,

vz ¥ 3z 2 AN AIAZHE FdAS £ F OELISAE o]&ske] BAl Al BA|
3a(complement component 3a, C3a), XA 24 i3Cb (inactive complement component 3b, iC3b), H.A|

4b(complement component 4b, C4b), @ HA] 24 Sa(complement component 5a, C5a)2] <& SA3}IAT.

{4
{4

1 2 20 Yehd upe} Zo], AN B wBa ¥ Sxloa Y FEHOZ HA 84 3a(complement
component 3a, C3a)%F 2w ©]d #2l5HA ,_7} Ste Ao® e 1L 14 AT A iC3beE R 3=}
oA FA= Am F 5,014,994 FARJARTY 23] glo] FAE] C oz B3R dA= X8 3.6
449 Foll A Aolrt gle ﬁﬂr g = = daelrh. —“E:%“é“é" BA 24 3a(complement
component 3a, C3a)¥ iC3be:= 24 WY BSFoA gdrz B Addd 4= 9l vlole niAR AH&3 4= 9]

o
ER



[0064]

[0065]

[0066]

[0067]

[0068]

[0069]

[0070]
[0071]

[0072]

[0073]

[0074]

[0075]

[0076]

[0077]

e As 45

A7 Ax= d#o BA 24 3a(complement component 3a, C3a) o< wHg HE Add 4 &= vHlolo
AR AFEE =SS JFI. =3, IR ks 5.024.939 A8 3 % Y dxE AF® 3.6+
4.4 Fol e ARl HEA FostA S7HE o] oA, FHEHAA AEE A8 RAUE A, A
g He AZAZ MEslr] Yair] ®BA 824 3alcomplement component 3a, C3a)¢] F+&o] IHg He Az
Agk AA] GE5S AFse HARE AMHE T AeS YF5eTt.

AAle] 2. HEE W 89 G4 A5 mE B2A IR FF W45

4 fiA gow XgwE= gug ¥ IS gitosE X 77 ot @ 1A 824 3a(complement
component 3a, C3a)¢] o] WIs=AE SH3IAUT}.

= 39 Yehd wiel o], wue ¥ skxle] X8 7|7kl whel €% ®HA 24 3a(complement component 3a,
C3a)e] oA W37 YehA] gston, g4 A SHo 2% JHe o] XEHA &= oAM= 4
B A 224 3alcomplement component 3a, C3a)9] o] =4 FAHE= Aoz YET].

A7) A= ojwl @Rl A & BA 84 3a(complement component 3a, C3a)e] Fo] A4 vevs A9 I
B ol &4 YA 2HoR ARFHA ZS F A= AL A5 S o, o= HA 24 3alcomplement
component 3a, C3a)7} &4 W] fH o= AFFHXA &= HJHe ¥ xS Ads= vlo]Q wpAR AlgEH

010 . O 0Ol=%3
NS g5,

H

wok, vy He XRAE MEstr] fsiA BAl 84 3a(complement component 3a, C3a)2] F°°] &4 thA
a¥ow AFIFA Le dHE He AzE % AA a%S HISe vHHER AEE ¢ USE
A=t

AAld 3. FHE] ¥ $xY AF ZFA BHA AR FF

grg ¥ s e 3k g 9 A Adxbe] Al 224 1A 1A s S5t

= 4 WA 6ol vehd uiel o], A 33l BA 22 4b(complement component 4b, C4b)e} @ @=|A & 3F
Ql BA 84 5a(complement component 5a, C5a)e] o 7 A LA} Fre]l ¥ 3z} v)ek FFo=2
Elyron}, =4 &3¢l WA Q4 3alcomplement component 3a, C3a)¢] &S vtH g W SR A =74 els:

o}

A7) A= A 220 A BA 24 3a(complement component 3a, C3a) &< 3tHg HS Adst 4+ 9
Hlol2. wAR AEE F &S gt 3, 3HE Wel AsAE

3a(complement component 3a, C3a)2] <=5o] HH g W XgqE 93 AAY &5 ASEE ARZE AFE
T IS Y.

ANl 4. suel W Q4 AES A Axte] 4w WA BA

%= 7o YERd ulel o], BA 24 3a(complement component 3a, C3a)E d#F g4 U9 FEHETA
AEFH) = (Globotriaosylceramide, lyso-Gb3)$} 93t 4 #AI7} = Ao Yelgon, 47 d3= BA
2.4 3a(complement component 3a, C3a)7} IH ] e Hd& $3 vlole mAZA 7HX7F dvhe AS dF

oo B owy uge 4T REe AT JlEsde vh, wiAe Bael A4g sk Aol golA,
olele FAN sl%e WA uEHE AAFUY Boln], ojd] ela] & Wy W ARHE Aol ohd He
Wusit, 5, B ougel 4aHe Wet AVE PTIEN 15 SR o5kl gejdn,

_10_



I mlﬂ
g &
~

HAarol Uxt (31%) 11.3843 4.21827 P=0.00
o= YA 199) 20.0263 8.16033

HAol o XH28 ) 11.7825 421164 P=0,00
otealE o xh118) 25.1182 6.34268

gy EA 318) 207.84 140.89 P>0.05
IrE2|Y JRH19E) 114.9 84.7

FAbol ojAH28 ) 162 831 P>0.05
ez oAH119) 201.5 134.7

Hatol URF 318) 10.3967 772496 P>0.05
aHEa|Y HRH19Y) 8.4514 11.90345

a0l oxh28Y) 8.2289 7.59207 P>0.05
ez oAH11E) 10.8 8.72621

U A (31Y) 1.422 0.77826 P>0.05
Lre2|E JAH19Y) 2.0148 361513

Aol o xH28'H) 1.0725 0.78547 P>0.05
TrEzlE o xH11E) 1.7828 152388

_11_
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C3a (ng/mlL)

; 1C3b (ng/mi) €ab (ug/ml)
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P=0.00 P <0.05
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"
2
10
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k1
N2
%]

M/15 yrs, ERT=2.3 yrs

Normal 3

F/42 yrs, ERT = O-yrs
1 ’ . ]

EH6

data GroupMedian Green (C3a) data GroupMedian Yellow (C5a) data GroupMedian Red (C4b)

1= 1= 1

Fabry (n=4) Doror (ne5) Fabey (n=4) Doner (n=5) Fabry (n=4) Daner (1=5)
case_group Mannn Whitney case_group. Mannn Whitney cose.group Mannn Whitney
p-value : 0.0159 p-value : 0.5556 p-value : 0.2857
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k1
g

a0

C3u (ng/ml)

150

"

0

a

Total (n=30)

¥=0.110754 19675
Ran12 -~

P=0.05

S0 #0100 120
Serum lyso-Gh3 {ng/mi)

0

0o

100

140 160

Male (n=19)

.
y= 017281+ 15423
M=pa023

.~ P=0,004

50 100
Serum lyso-Gb3 (ng/ml)

00
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Female
(n=11)

.
P>0.05
.
s Drza 2615,
R'=0.0172
‘s
.
.
10 15 o 5 30

Serum lyso Gb3 (ng/ml)
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