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VP OHAIE 72 JRERNVT 4 U 2D HPLC /& —
ERT, /v MORMEIY BEEIZBWTH URO
(UP), COPRO (CP)BAEHITHNANLT U
JERE T T R TCORBIZBWTRFPFRNLT 4
VUMHBEL, AL 7 4 VU EIIRBRFELY
BT 5Z i3, BoAZ—r b, CEP T
X TEIRVT ¢ U U MEARL, PCT CiX URO (UP),
HEPTA (7P) #MEE{L., HEP —Ti% COPRO (CP) I, I
DMERL, VP Cik UP, HEPTA (7P), PENTA (5P).
COPRO (CP) DIMABEALTH Y, FHEFIORRE

TRR>TWDZ EMRfER SN, RITIRE 7
D3> 73, HCP "CiX COPRO (CP) MAMEAZ, AIP T
{3 COPRO (CP) 25/ <, JEMR D HELIZEE LT URO
(UP) NEEET 5, Lied-> T, KIETHERLT 4
U AERFTOER - EZBICERTH 5,
F2IIFEERNLT 4V ANSEDRPRIL T 1
U EE, REERE, RRNE, BUME, K31
JREFENT 4 ) o DOEEEER LT, £2, 3X
DEL2DRNVT 4 ) EOFREBH B, T
B5ITR LT, b4 LRERICANVT 4 U v

up 7P 6P isoCP 51 51 PreCP 4] 411 HP___ TotalP__ GPI/II
95 86 35 29 67 39 YY) 98 29 98 97
Mean  19.1 5.0 06 0.1 30 11 34 198 437 0.1 904 06
SD 24.3 6.7 17 04 35 1.4 27 137 36.2 02 66.1 04
Max 1960 552 90 22 14.7 5.9 126 779 199.1 09 385.7 238
Min 16 0.0 00 0.0 0.0 0.0 04 05 06 00 72 0.1
0P 7P P isoCP 51 50 PreCP a M HP  Total P GPI/I
65 62 47 14 56 48 190 65 61 16 65 61
Mean 12604 847 49.2 06 1700 1174 69 2019 7378 37 25076 05
) 14207 1114 80.6 07 3070 2396 61 6440 24672 35 41468 13
Max 68630 5860  455.0 18 20432 14944 198 51411 193927 143 312512 8.4
Min 179.2 8.0 2.7 0.0 124 6.5 06 47 139 00 5091 0.1
iC| uP 7P 6P isoCP 5] 51 PreCP 4] 1 HP___ Total P___CPI/NI
20 20 19 ] 71 21 5 21 21 5 21 21
Mean 8056 4850 1912 - 12 3483 2002 190 3643 70170 71 93386 01
SD 800.1 5303  190.2° 24 3459 2094 158 4028 81604 103 95668 0.1
Max 33777 17750 6120 48 12035  688.9 371 18189 348757 247 398797 04
Min 328 0.0 6.7 0.0 12.9 43 27 04 1123 00 2418 0.0
« uP 7P 6P isoCP 51 511 PreGP 4] 410 HP_ Total P GPI/II
n 10 10 9 7 11 10 q 11 10 3 11 10
Mean 14662 3086 78.6 00  32/3 4235 220 2714 10230 136 36033 02
SD 26467 5040 81.2 00 4344 9470 125 4195 12012 217 47526 02
Max 86825 13959  209.2 00 12632 30755 385 14036  3500.1 387 159214 07
335 238 0.0 0.0 26 2.3 81 131 1590 02 2262 00
Up 7P &P isoCP 5] 51 PreCP a 410 HP___ TotalP___CPI/II
n 2 12 40 10 40 24 6 42 4 6 41 4
Mean 34189 148902 2525 1318 2821 2140 104 760 1367 0.0 59069 0.7
) 37267 18534  261.5 857 2667 2455 6.1 417 1434 00 58512 04
Max 181335 115816 9627 2943 9362  1039.9 204 2092 8960 0.0 319269 15
Min 116.5 68.2 9.0 13.3 118 12,9 33 104 14.1 00 2473 0.1
El up 7P 6P isoCP 51 51 PreCP 41 410 HBP___ TotalP___CPI/N
n 11 11 10 3 1 3 3 11 8 3 10 7
Mean 794848 32362 12321 00 54183 1895 31 125462 6685 0.0 1001419 206
SD 654699 31655  1740.2 00 63353 2328 53 99268 5340 00 719278 11.1
Max 2059037 119131  6097.6 00 235795  546.8 92 388614 17076 0.0 2264312 306
6634 474 3266 00 2218 0.0 00 10878 432 0.0 20922 45
2] uP 7P 6P isoCP 51 51 PreCP a1 210 HP___ TotalP___CPI/II
n 37 35 29 ) 71 12 15 37 37 8 12 37
Mean 68.0 3?1 1517 05 2538 276 32 1562 78.1 07 4310 15
SD 169.1 803 7275 15 440 61.3 29 3966 1277 1.2 9748 12
Max 10356 4516 39309 46 1833 2235 87 21447 7089 29 48863 42
Min 7.1 1.1 02 00 0.0 0.0 04 49 40 0.0 22 0.1

n:{51#k. AIP, acute intermittente porphyria, HCP; hereditary coproporphyria, VP; variegate porphyria, PCT; porphyria cutanea tarda, EPP;
erythropoietic protoporphyria, CEP; congenital erythropoietic porphyria, UP: uroporpphrin, 7P, heptaporphyrin, 6P; hexaporphyrin, 5P;
pentaporphyrin, isoCP; iso—coproporphyrin, HP; harderoporphyrin, Total P; total porphyrins

R3. FERIILYAEDR BHRIVIT1) 2 DFHE

UP P 6P isoCP 51 511 PreCP 41 411 HP Total P CPI/IT
BEE 19.1 5.0 0.6 0.1 3.0 1.1 34 19.8 43.7 0.1 904 0.6
AP - 1260.4 84.7 49.2 06 170.0 17.4 6.9 201.9 737.8 3.7 25076 05
HCP 805.6 485.0 191.2 1.2 348.3 200.2 190 3643 70170 7.1 93386 0.1
VP 1466.2 308.6 78.6 0.0 327.3 4235 220 2714 1023.0 13.6 36033 0.2
PCT 3418.9 1489.2 252.5 131.8 282.1 214.0 104 76.0 136.7 0.0 5906.9 0.7
CEP 794848 32362 12321 00 54183 189.5 31 12546.2 668.5 0.0 1001419 20.6
EPP L(‘58.0 39.1 151.7 05 258 21.6 32 156.2 78.1 0.7 4310 15
BEEERIER
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T4 208, BEeHERIEIC X o THERF AL T
A VUBEAD L, EFICEET 3 2=—2 2R
T, REWCZOREBFIITHATH D, Hilik C

TS & DRPHERS HBE S TNDH 202D,

3. MEFHRLT 4 U > O5ERIE

M DORNLT 4V BIEILRFERMER L7
4 U ¥E (CEP, EPP) DR2WNZEETH 5705, #3F
BMERMmAE, ShxZHERM, $hhE. WML m
FECEEEZRT, TILHERBICBWTIT FP BX
V7P OWEELMNERDZ EBMEN TN 1Y),
FZT, MIKFORLT 4V RIEE LTIE FP
& IP OWMGHFRHCHET 5 Z EBNEELL,
THNEFIREIC L7z DD FRD D% L7z HPLC {&
ThHHY,

A RFBRMEAR LT 2 ) FE (EPP, CEP) O
MEFRRNT 1 U v OFEE, R, HoKME,
B/MEZE R LTz, % & Y BPP TIX FP 254¢ K 19, 298
u g/dIRBC /R L7z, CEP TIXFPIIh £ HEEY

§4 FREFBRER LTV IEDMPAR)IL T2 L& (p g/dIRBC)

cP FP zP TotalP__FP/ZP
n 23 27 77 27 77
Mean 17 126 62.3 76.3 02
sD 06 . 155 310 430 0.1
Max 29 67.8 1428 1723 07
Min 06 2.1 200 237 00
7 op FP 7P TotalP___FP/ZP
n 43 43 39 30 43
Mean 74 46374 2821 49007 283
SD 93 39727 2446 41316 336
Max 411 193987 8833 201667 1348
i 09 179.1 332 1917 38
cP FP 7P TotalP___FP/ZP
n 8 9 8 8 8
Mean  57. 1563 2759 3936 03
) 73 2895  296.1 3254 0.1
Max 65.8 9240 8050 958.8 05
Min 458 388 98.0 1942 01

n; B3, CP; coproporphyrin, FP; free erythrocyte protoporphyrin,
ZP; zinc protpporphyrin, RBC; red blood cell, Total P; total
porphyrins

TVIPOFNLVEEL W, 2T, &Rkl
DOYHEEBEEE O EHETEH - =EE2X 8 I
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EPP, CEPI W DM DRI 2 BOREHICHTHELE
CP FP ZP Total FP/ZP
EPP 45 3669 45 64.2 1414
CEP 343 124 44 5.2 1.6




CIEFE LB TWBZ ERShoT-, RV
WRNZIER S R Do 7oy, SRR Z A M ECR
BTCIXZP NMEALE 72V | EPP, WILMEE MUE, 8k
FFERMEE MIE T FP &, B RbZen
Lo TNBH LY Lzl T, CEP Th - Thek
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T 5,

4. BEFORNLT 4 U 450
WAE, bOREICBWTCIREFEFORLT 4 U v
SHTII T TRy, ZEEPIZITN 20 FEEEO

PLT 4V UPBREHEN, WERIRRES T
RWERIVT 4 U BN, FOHEE L LT,
HOBNMEIZL > TEES N b DONEFE T
BT A I I B0,
BEFRNLT ¢V 5 HTOEEMEIL VP, HCP, EPP
D3RI TH D, VP, HCP DAMERLT ¢V U fE

TIEFx ¥y V7 OZENCEETH Y, EPP TIIMK

H1D FP
20O PP WHBTAEE LD, BHIRZH

BThHbH, LEzno

i%nﬁfﬁébﬁwﬁ\ﬁﬁ¢mm

T\ﬁW74UVE®%w-

WERERWIICIX, SR, MK, FEED 3 EEOMEE
AWTHRAERNZHET§ 2 DREE LU,

§5 FEBRLI I AEORFEPORIL I UL OFGE, FERE BXME. B/MEW /)

& up i 6P k| Sl _isoCP I __ CPI CPIIL HP 18.52 s DP 237 1 273 306 PP Total P
n 16 15 14 21 21 6 24 22 20 108 17 15 17 16 11 5 24 24
Mean 08 0.2 0.1 12 0.7 0.2 38 22 17" 0.1 0.5 3.4 9.3 27 0.6 06 22,5 448
SD 10 03 00 09 0.7 02 25 16 15 06 05 5.9 19.9 3.8 08 04 26.1 475
Max 42 1.1 02 41 25 06 1.5 6.0 5.7 49 22 203 69.9 13.1 26 10 1211 2183
Min 0.1 0.0 00 0.1 0.0 0.0 10 03 0.1 00 0.0 0.0 0.0 0.0 0.0 00 0.9 8.0
AR UP P &P 51 5l _isoCPI _ CPI CPII HP 18.5 pid DP 237 MP 273 30.6 PP___ Total P
4 4 4 4 2 10 9 1 15 1 3 3 7 2 2 10
08 40 22 1.5 0.1 94 25 20 0.1 0.2 0.4 24 1.1 05 06 18.3 44.8
1.1 71 12 0.8 0.0 9.6 11 1.2 07 0.0 0.3 2.0 1.0 0.0 04 16.4 215
24 146 35 2.7 02 35.1 40 39 55 0.2 0.7 40 3.0 05 09 54.8 93.6
0.1 01 1.1 0.8 0.1 33 10 04 00 02 0.0 0.1 0.0 05 03 2.6 11.5
Vi 6P 51 5l isoCP I CPI CPII HP 18.5 P DP 237 MP 213 306 PP Total P
n 5 5 12 17 17 4 18 17 18 20 2 2 3 9 2 1 18
Mean 36 19 149 245  159.7 56 526 7865 286 57 2.7 1.7 0.7 179 1.6 13 11.6 10357
SD 4.1 2.3 235 257 1564 42 719 91486 377 109 28 15 05 4238 14 - 172 12596
Max 817 5.1 860 1044 4640 102 2464 3359.6 142.4 488 47 28 1.2 13186 2.6 13 72.0 42338
i . 0.1 04 16 8.6 0.9 1.5 9.7 1.7 0.0 0.7 0.6 04 0.1 0.5 13 0.0 0.0
P 6P 5l Sl isoCPI _ CPI CPII HP 18.5 P DP 237 MP 273 30.6 PP Total P
6 6 9 9 12 11 11 14 3 4 7 9 3 3 12
Mean 69 8.9 225 259 53.2 - 565 168.2 85.2 20.7 283 27.0 305 55.8 20.7 47 356.7 9148
sD 82 203 496 380 704 - 709 2209 95.1 301 235 36.6 46.9 416 222 59 3347 8802
Max 26 503 1236 1184 1908 - 2384 7312 2756 1024 434 780 1356 1342 44.8 115 1031.2 31039
i N 0.1 02 04 08 - 20 1.2 1.4 00 1.2 0.4 42 04 1.0 10 26.1 49.2
Vi 6P 51 511 isoCPI  CPI CPIIt HP 185 i DP 237 MP 213 30.6 PP___Total P
n 14 16 1 4 3 4 21 12 8 44 2 2 19 1 2 21
Mean 237 9.1 680 106 12 127 216 7.1 55 27 - 44 16.6 34 0.1 211 14.0 2043
sD 42.1 15.1 985 85 6.9 9.0 19.5 9.1 9.2 80 - 5.5 19.6 25 - 390 159 2478
Max 162.6 604 3040 205 14.0 216 60.3 299 28.1 500 - 8.2 30.5 73 0.1 553 68.6 1029.7
Min 06 0.1 00 06 0.2 0.1 1.2 07 06 00 - 0.5 2.7 0.0 0.1 0.1 1.1 5.5
LUEPR UP P 6P 51 51 _isoCPI  CPI CPII HP 185 pid DP 237 MP. 273 30.6 PP Total P
n 16 15 14 15 15 4 32 29 27 61 13 13 14 29 12 10 35
Mean 10 02 11 19 9.5 08 6.9 247 331 23 16.0 20.6 78 9.1 3.0 58 8149 5200
SD 09 04 19 29 21.6 11 10.5 75.1 65.1 78 289 49.1 9.5 15.2 41 103 29016 23277
Max 35 18 72 115 785 24 449 2990 3372 553 99.7 1780 30.0 644 122 311 17258.0 180119
Min 0.1 00 00 00 0.0 0.1 0.2 00 04 00 0.0 0.0 0.0 00 0.0 00 11.2 0.0
& GPI Pl HP 18.5 MP PP TotalP
1 1 1 8 1 1
Mean 204 21676 3904 181 0.4 320 337 30916
SD - - - - - - - -
Max 204 21676 3904 181 3.6 32.0 33.7 30916
Min 204 21676 3904 18.1 0.0 320 33.7 30916
n: B #L, AIP; acute intermittente porphyria, HCP; hereditary copropomhyria, VP; variegate porphyria, PCT; porphyria cutanea tarda, EPP; erythropoietic
protoporphyria, CEP; congenital erythropoietic porphyria, UP: uroporpphrin, 7P; heptaporphyrin, 8P; hexaporphyrin, 5P; pentaporphyrin, isoCP; iso-coproporphyrin,
HP; harderoporphyrin, ZP, zinc protoporphyrin, DP, deuteroporphyrin, MP; mesoporphyrin, PP; protoporphyrin, 18.5,27.3, 30.5; retention time, Total P; total
porphyrins
ﬁ}gﬁww / g{iﬂhﬁbwu /omwmmg# %l»ﬂ?’éi‘%
isoCP1 CPI HP 18.52 zP DP 237 MP 273 30.6 PP Total P
AP 7 1 4 2 6845 1.8 Z 3 09 2.5 1 1 12 0.7 0.5 01 0.3 0.4 08 10 08 10
HCP 4.2 10.1 257.5 19.8 2352 35.0 139 359.7 16.4 38.9 5.7 05 0.1 6.6 25 20 05 23.1
VP 8.3 475 3904 209 783 0.0 149 76.9 49.0 142.5 59.9 79 33 206 33.2 74 15.8 204
PCT 28 3 485 1178.6 85 10.6 79.0 5.7 3.3 32 18.8 0.0 13 1.8 1.2 0.1 441 0.6 46
EPP - 1.3 18.6 15 140 50 1.8 113 19.0 16.1 33.8 6.1 0.8 3.4 47 9.3 36.1 11.6
m
ﬁﬂ'f‘ll«?»f') /ﬁwiﬁmwwwuwmm
5t Sl isoCP 1 GCPI CPIII HP 18.52 zP DP 237 MP 213 306 PP TotalP
BEE 0 8 0.2 0 1 12 07 02 3.8 2.2 17 01 05 34 9.3 27 0.6 06 225 44.8
AP 6.0 08 40 22 1.5 0.1 94 25 20 01 02 0.4 24 1.1 0.5 06 183 44.8
HCP 36 1.9 149 245 1597 5.6 526 7865 286 57 27 1.7 0.7 178 16 1.3 11.6 10357
VP 6.9 8.9 225 259 53.2 0.0 565 1682 85.2 207 283 27.0 305 558 20.7 47 3567 9148
PCT 23.7 9.1 680 106 7.2 12.7 216 7.1 55 27 0.0 4.4 16.6 34 0.1 2717 140 2043
EPP 10 0.2 1.1 1.9 95 08 6.9 247 8.1 23 16.0 20.6 18 9.1 3.0 58 8149 5200
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Study on Draft Criteria for Biochemical
Diagnosis of Porphyria
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Porphyrias are a clinically diverse group of
diseases due to inherited deficiencies of
enzymes in the porphyrin metabolic pathways
and are classified into eight types. However
diagnostic criteria and testing methods for
diagnosis has not yet been established.

is

Currently, the diagnosis of porphyria
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suspected from clinical symptoms, porphyrin
related compounds were measured after a
special inspection is to determine common
diagnosis, it takes more than a week.

In this study, the measured values from a
variety of porphyrin-related substance in the
blood, urine, and feces obtained from patients
with porphyria, a draft summary of the
diagnostic criteria. The purpose of early

diagnosis of this disease, developing a

biochemical diagnostic system using high
performance liquid chromatography method

summarizes the differential diagnosis.
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