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B, FTEL, ENEETERSELS LA
WL T % (hardening). AEWEEE#, XM
CHREEENLIHET S, Holkicsy, ERE &
bizAFOA FIUHZTS.
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B : :
@ Zoft
RARWEE T CIARIERY, I LT
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titis herpetiformis

BHTA AEAIEEEM - B

KEEEREE BERE

&ﬁwéiéi&ﬁ&ﬁah#f?namwh
Yy, RS RE SR, EEPHRIONE - 0
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%&é%@%ﬁﬂ#ﬁt%%ﬁmﬁék%%@&
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WA ISR 2 0 An & AR IR ﬁt TN
WAL B ORI - U6 AMHEOTH % R4 5%
REBM S D, HERTEETE, MEEEIHL
B, UbANERT, BERERAV. S
ISR OBPEEOBRE BHE 5, 436
IR HE T N O EANRIEIT 156 & C3
DA R RD A, MEFEHICERAIEREET 16
TFB MBI 2 WS 5. % 7 ELISA T 1gG
i Dsg 1 ifk, i Dsg3 Pifhefti{1 5.
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U BP 230 I3 2 HOHMEIC & ), B g
FE2NAET S, SEEICEL AN, MEOHRWE
[EUEATSE, BMUEAERFME 35, AN e
HOFSFeELRETREERL, SOEEREHE
ST RBE ISR IgG, C3 OLF T 5,
MU BRI C IgC MBI RIS
Pk % W4 %, %72 ELISA TIgG ik BP 180 it
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WERTAHDIET HERENOBIRTH L. KEEEnEholi
HIWET 5EEFOERRICIZERETHY, BEERVT 1) ViE
ERFRENS,

SHFE, BENERIL 7 40 VR 20T ENTEBY, BT A
FBREFOEYTHLBELEDIC Lz

GOk, BRIISARNL 7 4 ) AMUHBEROF 72 2 REVPHFET BRI
Lo TIFEE BRI ONTELDS, WEEEEIERS T HRE 25
JEEMA (nonacute type) 7 & AMEOMER - MILIFERE B ALGT
B E SN BHEMNE (acute type) 12550 HILA T A%\ (Bickers b,
20121,

AR ARV T 4 ) 5E (acute intermittent porphyria @ AIP) &7
L7 VEBBUREBRERIRMRIL 7 4 ) YA (aminolevulinic acid
dehydratase deficiency porphyria : ALADP) &, B4 AAHEYDS
FRIVT740) YRR TH Y, SR THIE S 4w oG IR A4
Ui, Z0O70RFE CHET ARSI LAV, SHEIRE
HLARTREREEREETH A,

X HEEHEEE T T ARV T 4 U VE (Xlinked dominant protoporphyr-
ia : XLDPP) \4EH IS E S NI Ch AL, 7075y —E58E
15T (Jerrochelatase * FECH) \ZZ5 £ 50 T & 2 Wi (Bhilk)
7o bRVT 4 2HE (erythropoietic protoporphyria @ EPP) @ —#h
JEBNI BT, RFIRCOAERT AT I/ LT ) VIRAREH 2 (ami-
nolevulinic acid synthase 2@ ALAS?2) OFEfpiEE LB R E SNz
Zlpn, BHOENE LTOEES Iz (Watley &, 200829,

S PUF, RETEEELREIERNL T 4 VEIOWTREER, 48oRF
DT = TH BB SO O T 5.

1IN

w1 FERMAUG BRI CIT
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BRHHDT, FETER
BIEREECDRIL D (U
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i) SV EESR

NARHREG TSN COAET YD B 5-FI /LT Y CEBEERTARICHSIBEY, TORELT U242
BAF L EFL-PEE, NLAFERTARICTED S,

BRI T « U R DRE

S EEil ‘ EEEETEY EER
SEFMFREFEF I T ¢ 1 »FE (CEP) YORLT U/ =5 58S (PROS) B
, FREBMETD MEILT 1 U FE (EPP) 704 52—+ (FECH) BiE
R XESEBETOMRLTUE (XLDPP) T/ LTJUCEERESR2 (ALAS2) X &
BRFEMERERIL T « U LiE (PCT) YOI T 4 ) =4 L REEESE (UROD) BiE
FREFRIERMERIL T ¢ U L (HEP) BORNT g US4 BREEESE (UROD) EH
SRR T U A (AIP) RN THEY / —F U7 R /EE (PBGD) BE
TI/LTYCEBRKEESEBSRLT U TI /LT CBEKEESE (ALAD) %
i E (ALADP)
BRI D 1 UL (VP) 7O MRLT o U/ =5 BLEEE (PPOX) g
EEEQATOFELT o U 2 (HCP) A7OFNT ¢ U =L E{EESE (CPOX) B

B BLefBibEE B8 BREHRRER XE XLEHhERENER

SR IBUF B ZAGT O FEBIEL O 1920 4E 4 & 2010 4F F TOLEEHZ L
1, BLE VORI E RNV 7 40 Y (porphyria cutanea tar-
da:PCT) THY, &RV 741 VHE 926 111 328 I TH o 72 (Hilks,
201230, BUF, EPP @ 203 B, AIP @ 198 9l & 4 { 2%, F WIS (R
Ty 7 41) Vi (variegate porphyria : VP) @56 &, kfre#k
DEEDVH 5.
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L724%>C, PCT, EPP, BXU AP MBEMERIV 7 41) VIEDKF
CBIAZERNINTHY, ZOMEHAIEICHRERBTHA.
AHZEIZOWTE, REAEOIEFIIFREIROE L, TV T ADERD
BRI, LaL, Be EofHddkFicEnthds, AFEOHN
IR A HEET LR RO AT = oAV LR
FERERI LT wd ok Bbihs.

(EIAOVT 4 ) VHE, P 2RISR & o TR BRI

BB,
o PP K EA D EIAGERTH B, bIP I S EEOEHD
AT B,

eMUYBRNT 4 =7 Y HikEERFE (uroporphyrinogen dehy-
dratase : UROD) OWGHERT TH-Th, FREFEEREREDD
DL PCT, FHUEEEEDD OEERESRE (B K700
v (hepatoerythropoietic porphyria @ HEP) & 8% » /o B & A
HoabitTna,

CHICETTRLA 8 DOBEHEDH L, O~@ ERERETEOETIZLD,
NSRS 2 R u@ﬁquxF'“OWJ’?{# T A EIZ L TRV
T4 VR RIET B,

= (DD ALAS2 DAL, ZoMEya— R T ALAS2 @
Téﬁﬁ@‘,ﬁ%ﬂ@%ml Lo THERE DS Lﬂ»b N ;\ﬁkr‘nﬁ?iﬁg‘m‘mb
T AR, T RRILT 41) 2 (protoporphyrin ¢ PP) AURBHIEA S
NATDIIIEET A, ALAS2 13 X Btk RT3 4 7@ migi
X TH LD, %ﬁ%%%ééi%.:é!@%%%’:—f“io%@T“i"‘]‘fﬂéds: LIFET 5.

SARNT A MER, ENENOERTI-FTLEREFOERICLLE
{EPEDFERDIE S TH HA, PCT O% L 3HERIED UROD iE1HET
Lo THRIET B,

o UROD BIZFIZERDTRD b N HEHEEEEOIENNT, WekoRs
Tl PCT &1k? 20~30 %RETH 5.

o RFLTILBH S PICENEREETH B LHEER S 1172 PCT OEMNZ % <,
W 303§D PCT W, RIBFEREA A HNIHEFNL 3HNCT ER W 6B
M, 2012
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