Q10. HRTLEDIZ., FOES5LLDEFEALED
WV TL&ES?

A. BBERLELIE, UVA (B5EA) Ay T
5LDEEUVUEL &S,

BEEITIEDDOMEDERIZIE. SPFEPAD2FEE
RHYFET, COA. PANENBAZENRT IESR
WaRLFET, PAICIE+. ++. +++0 3 BEES
HY. RILT 1) EDBEF, T+++1 ZBUEL
&5,

RILT 4 ) VEEBIESEZH(E.400 2/ A —52 —Fi
BETIEND (ENBRALEBOXDEEHI-Y)
TY, COXETZERC DY bTHHBETLEDITES
HYFFADN, LHMEEERE L EN DS (T
FRUOBILERGE) NEIEUMRLDHY £,

BUAFILKYTY, HEYBCEDLDEELNELE
IHhD, HEIBEEMTICOWIESI L, Feh
WERIFZBYET ZEAKYTY,
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Q11. BFOKRTIXKTEHLIEIHYFETM?

A. BFED2EDEVWLDEFEDITHAYVEL LS,
KiRlE. B2 TEHMODEDDOEDIZL, D
REEBEILSES &5 128 HFYRHVLTULE
WHED, RHEDLEEFS, RSV REBUVFEL &
o

BFIIAYIZE6 cmUEDEBODIEADNTLEED
NEEOHTT, BEREBD &L 5 LIEFIE. BT HEE
NELHYEHA.

KRIF, BERHY BoEMWNET, BNRVEA
AEXZBELICKWIENGD>TUVET,
ZVFHE, BOAEMERUNLTYT A, BFoRL
TONYYREFINMZYBREEITDTHITEL &5,
FEFILOITFRLMENDY ET .

38



Q14. MIZKRED2HSZER>BENTTI?

A HiEZzFLHODIEILHLETY,

BB (ZILa—) (. FEICEEIZHE S0 THR& B
FlHWOWESIZLEL LS,

Q5DNEZEATHEEZTELREAN, BEMD-ODAEET
HAHEFTHICHFRICBBIZEEZ EABYET, A
BRLAWESIZLTL S0,

EALTKBRTHLRILCLTTA., BEFAEVENBELS
KIZEWNDOT., AABEBIZEBIZEREZDITEL LS,

39



Q15. Fk, BEETOMRILI AU VEITRS X

A.

S5I2BTLEOIMI?

Iy, +aICBfFTEET,

SDEAH, BRERWEARBENELHDOM>TL
BULDT, BHEETORRILI ) VEFX—ED
FTEBEVWELBZRERATT,

LML, ERMICEEEFERVNTI OS54
—E LW BREMOFERLGCENHAESIATLE
Y. FR., TNOOMENES LT, E£2ITES
AR D LN/ TEET,

FTIEX. TRELEBLALSS, CORREER
K EFITHEETLESL,
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—
—

£ HW-
2ERILT 4 ) DREEFEROS

E<H6RNDE]

TE: RREARLT ¢ U RBEEICET SELLASEE
B, BAVERBEEERND LS. SENEOXIELE
BEEEDEHRIT, KT 1 U D REBEORERS L 2
PR CAREORTIICET AHRICES L, ANHEE
ERBORACHENT S, S50, EREHNORE. &it
DHLEHEMANEEREST 5 LEAMET 5.,
(h—LR— S 5)

R—LR—2

http://www. sakuratomonokai. com/
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BEHETORRLI ) VENVRT YD
201 E3I BHIT F 1R

EE E&FEE BEMRLI <Y VEOLEERHRE

5 UICRW - SBREDRRICE T 2R
R % GERXZEZMEER)

42



43



RERE 605

HREsER S N5,
KXo TRANT 75 v REFER!
MBI ERS NS,

O AATEOABR—YR

AA (amyloid A) 7304 F—3 A GWEY »
TF I OB RETEBOAIELE L TR 5.
‘7’ o4 FEREHRIET IS FAEATH

. EEEEE (BN - BRER L) om#ELRD
;@?‘é’(“% 5.

F MR EEL (familial Mediterranean fever)
WCHiEET 23 0TI, IV FUAERE ShTw
%,

@ ATTR 7304 F=¥ X

FEET7 I o4 FR) =2 —1/8F— (familial
amyloid polyneuropathy : FAP) I #ICi&, #E
5 v A% A ¥ » (amyloidogenic transthyretin :
ATTR) 7 3u4 FEERT L. FHEMS ATTR
DRI E EET A7, WREROMERIDGHIB Y
THREMISHASNT WS,
® ABM 7E0OA F=VX

BHOANTERICELY) 3 z0rua 7)) v (B
M) HiROT7 I B4 FAET B, WFIERITRR
BEREFCE) DOIPZ . M E2BRETH20D
W, AMWFEH 5 506 M, LK »H 3R
(HDF), EMEENEC X 28T 2 AR A 5 L5 95,
BRI EDERER T T L HBIRNE 25,

FHRARRBRTH A0, FEH
ZB ORI

SERRERIVT UV

acute intermittent porphyria (AIP)
BIHEA

BTG EN - e AR

-‘-’*1&%5’:&%»74 ) U (AIP) 1IN LEHE
BT 5 3TFHOBETH 5 porphobilinogen de-
aminase (PBGD) [(hydroxymethylbilane synthase
(HMBS)] ®o%XKE GEER) HEET IR NS
A, BWHEHMPIBICEET 505, E»0OmE &3,
D EEER OGRRBREGRE) A SNhv, FBREERE
Hc, e OBEOEMR, WM, ER, B,
HMEE, BIUE, HIR, B8, TuhAzELY
HAREAEAERERL, LIELIEAEEERS LY
A, BIER, CRATY—%EEBEBENE. B
BB R EEIC XY, 10 - 25% DR TR
MR ZLTHICLES., BIEOFRE LT,
T2 DIEY, I’H‘ﬂx%/w“}’ VNG v A (AR
IR, NEE), BRIN, R, R¥uE, o) —ER
FREEEHINL TS

B ORA Y MIERDP S T FAEFFES & T
HY, rodBoRRS-TI/ VT VI
(ALA) ZSEEHMED5-204, RPELT5EY )
7 (PBG) #$50- 100 5 CHIUEBMWAREL 7141
VIEEEZ THBERIGT 5.

Tt

AR FR L, SEFH GEE O ul# - B 2)
tﬂr%mﬁixf&% EIEH TR M % &
DI RRERSLEE 2B,

PUT oAz BHEMAEbETHNE,

O SRR
1. E¢MAimeﬁﬁ sEUHOU—BE

10%7 }‘ ’7%‘?& 1 H 3,000 - 4,000 mL

ML
&
2. BT ALA SREBERIEIEIIH]
2 BUvai)
FH Ay ME 1H200mg 1H4E JHHE

T 7213 EHE B0
3. HEAMANLICEZ AT T T4 =Ny Y
Normosang £ 1 |8l 3mg/kg

1HI1HE &B&

WCEWE 4-70H EP R ER
’\Jf\?ﬂ/f\'rff\ h##|CH 5 Normosang £ ¢

R B CRR S N 1 BIEEE LR WaRE

ﬁf”’éf)%ﬁlfwéﬁ 7?9735‘5'6 L RKATH 5.
2008 4EZEIC X 9 % < EINPEFS I%?Zmﬂz/z
E b IR & N Y ’)‘ﬁ?"fé 7{17“
B WEEE
1. 868, Ert, B, 1%
G ED
1) aryb3vyl 1M10-50mg #idE 104
EHENE
?!%%JIE&‘G;‘.Z) B,
2) 2 M3 v (125-25-50mg) 25-50
mg 52-4
BLUWERBICH L TRNRFICRENVE AR BT
T 5

2. BuhAa KT
72>, TWEHIEI
G5

h ') @AJ]TM“‘(C{#“) ZENZW

FRYVUE 1B 5-10mg 8T meIic

B MBEICBLT3-4BHTE
FHEU7ERL GR) VYY) BFEAE LTER

EHIOF L, BRS L RERZ LRl 2305
HOLGEIRS.

2010 SRR
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£
il

606 REIRR

3. BILE, iR
GLasED

4 70t (10 - 20 mg)

EEBEONRr > b

ATP B EREAHRESREREXZ LS00, B
LFIHEIET AMHHFIZS0% TH 5.

C ERTEAT L, SSIER OMEEBE O AL S IR
HNOFFEFREEDOHEICL ZDDOTHATH S
A, BAL DD E TR TR 2R ZR L Tw
5,

CHEEBICBYAHFERICOWT FAICHER S &
5,

CEERSEHI L LTV E Y — VREH], HilTwhA
w7 rH, BROBEERZEPNLNTY
B, fil4 OEYOREWIOVTIZEEY A P T
BT B E LW (B BEOE (http//www.sa-
kuratomonokaicom/), The Drug Database for
Acute Porphyria (http//www.drugs - porphy-
riaorg/) ].

30-60mg 4304

D1V UR BFL Y AREEE)

Wils)on’s disease (hepatolenticular degenera-
tion .

FEKE—  FIBICEA - AR KA

Y4V VIR, FHRBRASUERERERE L 5%
KUARH BRI TH 5. A SRR~ D
PR ES L 2mRTH Y, I, THEMEBIT
a7 OB/ E L S, FFEERAN - 1B
W5, BEEZE, & L CHICBEFEDGREET 5.
R A, ARSI TH D, B
R dREK, SATREE, YA b7 EANNERT
5. AEHE FRWMERSASNLZELH B, A
A DD 1L Kayser - Fleischer AR & L3
n, BWCLEHNTH A, MAERL T, WEEY
a7 AL R E RRETEER NSRS bR
A, SR oMEEOMNNTE DRI RT

SRR

HRIICERLOBELTH. ¥ — RIS
I AP ORAE, T 5 UNTHSHRANC X AL
WHEAGRBFEORLTH 5. B RHREZ AT
%, F72, AR o ECR LCiE, T
WIS E R D,

2010 43R

45

B BEE

1, %L —bE

a. D-N=ZYS5 3

RETH 5.

AN

R sl &

AFNATY—E¥H TN (200mg) 3-7HS
v (B 20-25me/ke, WML
10-15mg/kg) 4 2-3 AMZEEE

b. BB NUITF> D-RXZVIFIVAIED

FEBNZG A, MESERICH 2 RERIRDE .

GLA5HD

Ay 541 250% 7V (250mg) 6-1047

kv (40-50mg/kg) 4 2-3 REZENE

T4 N VIREROE 158
BUVER o I & IR D — IR 19 8L

I3
2. EIREH
a. BFERESR SMIICEMF L - PR ORI

T, BN T AR N OEPNC T RHTH W 5.
L5 6D
Iy H TN (25+50mg) SRULT 150
mg 42, 6-15% 1 75mg 4~ 3, 16 mL
- ki150mg 43 AW IEMEMD LWL AE
B2 LS T TR :
G BEEE
SV, 1 AOMOBIEL Img T, .3
Wi 05mg MLTFICHIA A, ar bu— v RifE
%HoTh, 15mg UTFICTAZ AT L.,
EBEHREORA Y
c REENER A BT T A S EHEETH D, JFITHF
L — MM EERICIR L v & TR iR
ELBONBNT R XL FET 5.
CHRFRAEEICh DB L 2T ER S . &K
Ho3EIE, IR - BATLHANTE RN, 20
TEERBEDEDTEHIT A,
CEEIC LY, BEEROEALR MR HBAE
LB k% KLHIT A,
HEBE - NEOWRS Vb
EERROMBES LR k2, BH LRIEORM
WL T, REa Y7547 v A% BEACHR
DI ENREETHA.

BRFERE
electrolyte disturbance

FEEEE  fbRSE RS - WERESE (F - BiuE - A
SRS

ZITR, HEBHETZ S ALNLT MY T A

W7 R DL AR IR EIE Y = 2 7 b 2010 PUIHI SR EEERFMRO (B ERYT LSm)



1. RILT7 4 UVSEE

ANLIE, NEFUEYRIF LUy, FhIu—L, BT, “AFFLEF-EEE, B
ROEWHRL T L Y OERE VS BB EREBEEE T A NLAEHDOEEE S TH D, ERBREDOR

164 498-14206
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1. RILT 4 UMAE

a MITOCHONDRION N\ CYTOSOL
Glycine &-Aminolevulinic acid (ALA)
+ ALAS ALAD
Succinyl CoA

Porphobilinogen (PBG)

| [FBs B

Heme Hydroxymethylbilane
Fe2+-/1 / \\\(\non—enzymatic)
Protoporphyrin IX 4 Uro’gen il Uro'gen |

om0 o | el |

L\ Proto’gen IX / Copro’gen Il Copro'gen |

) NLABRRERILT « U VIE

NLERRICEE T BBR BRTRT) 2B T8 2550, RILT« U VEE, RHID
BARSEMETB6-7Z/ LTV VEBARER (ALAS) ZR<, 7 DOBEROLINH
DFEEDETKIEKIBICERT 5728, EOBRMEETNTVEINCE > TENTNE
GRFREEELHT LEITES.

BRIGICES T A EELERAETH S ). N2DOEARIFIZIETRTOMKMRTITDLNI SR, H
B EL LRl BHATFRICBWTTbNh S, NAEERIEI PV FYTHTOS
YUV EY 2V Z-CoA DFEAIZIEL D, HOWTHIFRE THL D20 EHDORILT 4 ) v &R
TEREMICRIGL, $7722003 ba Y FY 7HICR> TRIEIIEAL B3 (K1),

NLABRRIEET A WMRILEELT8DH B, FAT 4V VIEE, RYIOHEIGE M+ 5
0-73I/VvT7Y VBRAEKEER (ALAS) %<, LD 7 ODOBROWThLDENES, FL LT
I % T— FT3BETFOERICK > UETE2EKETHZLISERTS. LT, ED
BRI/BEINTOEPICL > CEEICEMT 2R T 4 ) ViEd 5 VIR ORES R LD,
FNTNIIRESRBEE TS, Thabb, K7 4 U VEEREERGIZ S BETFFERNICE heter-
ogenous WEEH b5 B2, ks, KIEOREI GEENEEOAL ST, B (KN TS
HELERELD.

FILT 4 VEQOEMHEABKAELWEBE LT, RL74 ) VETEEEIELEREETS
2B, EN6D—D—DIEIRENTHOLE DEBTEALNS 28, FIHOERB»r6HRLT 4
VIEDERNC A I W &, F, IR, B, MEOECFEHTRAHESZ OMOBRRIZ LD
EBHLS 5L, 51T, —MTERPHRSA —/3— 5 v 7§ 5 -0 HICHE T2 2 &2
HMESIS. LaL, BEDATEWEOESIZLD, ZhoBWORMETRRTES X512k >
729, BWNCXS &5 BREFITE A TFEMENFERERNS Z L TRIMIMML % 5.

BRI, < WRNBEHARE KO OBROBERTHICEAUTXRTH 5. [FRIC, FRA

[3COPY] 498-14206 165
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M. RVT 4 UVSE

- PCT ICIFBIRMEERRIED S D, BRMEDEANICE L, REEDERTREMITHETHS.
B, BEICOVTIERIER (U5 Z8Ranku.

RERFEDOEET A2 ) —= v 73, BIEV A2 EMHIT 22D IEETHLDAE0T, BEBK
CZDRIEDH Y Y Y VI RXREOFNEICE E b THR L EHREZRMET 5.

R T 4 VREOBREMEEE 19 BHSRE 2 5 20 HHEIEEIC R T Tich s hTnks, Z0%
1969 -2 5 1980 4F- & TICHINC B T 2 BEMRBIRNTCRE S N, 5B, ThEThoRE

166 498-14206
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M. RUZ71 UV

BMROBEF I/ u—= v /BT LTC0EY, R 7 4 ) VESKREID &, 2007 4 & TOXRIHE
Bl #&0T, Klicgewrk.

JESENZ, KL T 4 ) VRERALT 4 ) v OBRBEENTEL UTIHMRTEZ 22, 8 LITE
REEMAE TR 201c kD, e Bl GRFEME) Licafeshs—7, BKROLE?» 5
id, ZORERDENC KD, BUMRERE FMETERMERL T 4 U VIE L RREERRREE & 2
TEEETERERNLT 4 Y VEEIZAHE NS, SHERIZE ZICBRENTH S0, HHEOS
AL DFEANEELIONS. FUT 1) VEOBEERE, IEEEETH 583 PCT (sporad-
ic PCT; sPCT) #F0C, BPGHREERET 20 LHMBEERE L5 D360 %

DR, 8RN T 4 ) MEEEBERLT 4 ) VEEIZH T THEET 5.

BMELT 4 ) VEICIEAEEBREELT 2 ) VE AIP), BEEa S RLT 4 ) ViE
(HCP) ¥ X UMEIEMMERL T 4 ) VIE (VP) & Eh5.

a. R
BYERILT 4 ) VEETIRHEES ZRBRE bR B R, F, 1R Z E OEE B fAERD
1F4, FTORARCHBREZ & OFRMEER, £ 5ICHMECHEIR, 274 & D BERARIER %
BT 5. ERBEHTENETNAIEBRRENE Z L5 7 OEINTITAR AR, Rk & 8B
THETBZ A%V, baAls, AIPIZ T HCP, VP L 5% 0 REREIR CEHREoE) 1345
g, AIP Tk HMBS FEHHE TIZ & D 6 -ALA ® PBG L35 7280 7 1 U i BREIE A5 8405
B3DTH-T, LD THOBRERBIZK > THEERT 3 HWEZMEORLT 1 U 1K (photosensitiz-
ing porphyrin) {Z#ML W25 Th 5. '
SMREDL T ENICREL, BEHN XUARRICALONEZLIEZEHLOTENTH
5, BUMXoLMIcE<L BIETS. BEDOIZLALIZ1IHS L IBKBORIELRERL -0 5IEIE
SEAIZEET 528, 10%KMOBE TITHRET 5.

BMEREIARER L), NiRAEOFTHEEELIEERTHE S, FERISBL VDD ITIEHE
EEIRICZ UL, AT Y —AELBBENS I L 6AEL K0, BEE LT LIZBAKSERE
HEEE %%, SIADHISERTAES M) v AIMEZ A&, BEFATIITOVRAZEZT. 2
WOk EERE2NFETIENT, FRETL L2 H5FOEY B AREITIC AL NS
&, BUERIZE SICHET S, AERIZ 2O TOWETBETH D, OB TR EDG
PESsA LGNS, FifHETIRE XD 3B, & IOEMHIDIEES. HHETIETETH D, R
AT IUERREE A & HEAT L, 9 20 % THRIRARFREL & BRREELIC & D FBICE 5. —J5 THE A & ORITE
WAEIRTH D, —IBOREGITIETHR S HEiE A 7% T . SEMREEEE R/ NREGERE, —BMEDdkm,
BikEENRECEILEH B,

498-14206 167

49



168

1. R4 UVAE

BT

ABMELT 4 ) VIER RS RIBE, BAUNICHRE T X IIRT PRG OBEMITH 39, ST,
RFPBG B LU ALAE3HERTRTUITEWTCHEIMLTED, HICAIP TEEERL, /4220
s o 2B L BV, —F, Rfovafirr 4 ) vsLUaruRfiLr 4 ) VIR
R @I v, F2, 3R SICRIERRE EMRE) chuwTid, Rbb &
CHEFEFHDORNL T 4 ) VRRE IR EREEZR Y. R PBG 2 IERE ERO 10 fF2 2R
B, BMEARALT 4 ) VEORIEZEZE ABEHISIARERB T NETH S, Thbd 3HAOHEIC
RO BIR B K OCREOEMERBETISLTLE 2V 7y b EERABOAEWS X, HEL
BENETNOHRIUTRHEN L DR ANV, BEFRLT 4 )V VEELT—HLTH-> CRER
V. SRR L UC HPLC M R EERIEME S WTRECid & 5 B — iR Tk . —F, BI{ETF#
W3 ERES RO AL 63, RANOBIEMARERREOREICEEHTHS. ZOHA,
RIEH» O BIETERAEZ LD THE S ZTAERRNDNAZ 2 Y — =V P R3ESHTH D, #
Wi gold standard & X AW 2587, LA LAA6, HWELHSETIEERNLT 4 ) VIEDBEEFEN
P BEAERRIIR S T 5.

$

. RE ERE

BUREOHETH 2RO REREIL, HEDL IS, FTAKEINS 6-ALA & 5 W IIHOR
HEVICL2WRETHILELOLNATS. BRUEREOHER L LT, L0y, HrLEVD
T YNNG v A (EEERMER, M), AQE, BUE, BYUE, v —EBERE) 2EMNERHIh
T3, FDAAZZXLELT, NLAEADVEDTH BT cytochrome P450 DEEE (=~ L3
B B & UIERREYE, ALERIRIBIZ 51T 5 hemeoxygenase DFFE (=~ AHETHE), 50
BEREEIC LB ANLARMEL &, HRE U TALAS BB XN RISERIZH 5. BIETE
BARAE 1250 2 YRR SMEREOR I DR SRIEXETH 5. T4, BUEERRK
HTHEMPYE, RIEOBERAEMNETF -2 5 S D ENTREY T 2RZULRELS. 7=
AW, BUERE L TS REAEISE L TRBREDOFBEI L kT, —HEEHLEI TR
FEDORAZ TREBIIN IV ETFREINS. K0 EEMICE, RER, PELRIORMN, KRER,
FReR PBG Batk, 5 FELINOFRERE L &P ERTF L Shb.

72N
« AR

BAEEE A <, BETH FGREOELE - RrE) LOMERESERTH 5. ATRNFEHICRHIEA
L, BERT, LICHERELREL, BYPYELHREL, KA 0) -4 RIET 5. HHEYHRE
ThHEPERTHENLICDNTEIA V¥ —Fy M EEBUTEHR1PB SRS (http://www.saku-
ratomonokai.com/, http://www.drugs—porphyria.org/, http://www.porphyriafoundation.com/ 7
&).

SEMOBE L U TE, R ALA, PBG #RiHE( S KO v ) —H#iFDOHHTRKED 5~10%
7 P EE (3,000~4,000 mi/H) ORMEEHEAHVS NS, I ALAS EHHHIO BTy 4
7Y OWIRARS b TbN 3. AEREERY L, B0E, B, 86, REICHLs a7

498-14206
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M. A7 4UVEE

VURLEIIKEOA AL FAREE 25, S b Y Y AMEIC & B 3 VRA TIRERERTC
MATO 7 ESLEFRAT LR, O7ESLEFEREAOTNTERD L 3fEk%E LR 250585
EH3EAICRONSE. Z0k), BERLT 4V VEORERBETIRIVWhADT Y Fu—
R BHEET 5. S ICEELFICIIIMIREEL G0 - ERRRE BEE L5,

FHIRAA 3 v 5 R R 2 DRIRIER Y R EE T, BORTIREVEIME L0 5 g —F IR
LS5 TWES, bAETIERERETHS. b P VIZFTO ALAS OFBEAPHIL, R~
DAIAB LU PBGHIM AR X E S, T -9 /STEANLTILEZ — FE TS 5 Normo-
sang®AE VSN TH D, EERSHMTH 5 5 ABEOEHHFEHETIXIEL A EEHEHRADL
N, Fof, FEDETIIS SH4EESR AIP BE ST L TOBIER S #E 2 hTnws, T
FoMEIC X DR PBG PR IS ERL L, BMREIEE S h, BHEO QOLEMmELEZE WY,

WTHIZ LT, EFERE2ETARECTIPERDS 25 LIChr2bET, hu) —4FEL
TR tl, BAEREYE, RYYENER, REsEMEERAENETLLE-EREE, +AnEERY
BThb. e ICEMERSTAIRARICIZIORDELEREEEICERL AL TEab v, &
%, 25 L@@ A0, BFHOLEMLRE, WU s@EEEME X USIRNBRATAINS K
IITHEAERBERLT 4 )V VIEOTHRIZFLLHET S0 LT h 5.

B, AIPEFL Y A EAOWTEREREEORZE* BN L LIBETEARE AL, RIF
BRAEIREN TS,

E] ERILT « U (PCT, EPP, CEP, HEP)

FEREARLT 4 U VIEICEBHRBUEEERL T 4V VIE (PCT), B#METT b RLT 4 ) VIE
(EPP) DIEA, SERMERMERL T 4V ViE (CEP, B4 Giinter %) ¥ X OIFEHEMEFIL T 4 )
ViE (HEP) »"&Eh3.

a. fER

FERGHRN T 4 ) SETIIRE A HRBIE 2 B35 2 L6, & UTHREFHERTREE L
BT ENB. FEEANLT 4 ) VETIEGHEIIC & 5 REEE, ERSCEROEAALN, &
ANC X OREHRTEE-T20EH 5. —RICHBEREEFEIALONT, FEES EPP 2Tl
BNEETH 5.

BERELT 4 ) VIS ENS VP, HCPB X UREERLT 4 ) VEETH 5 PCT TIE L &
D SO R EARENE L £ 95, PCTRMANICATEREL ALNEHIETH B4, K
FIERDOA%EET 5. —7, VP & HCP TIIEMER L BMWERDOE L L8453, ZhbD
RNT 4 ) VEEIZA LN RERERBAEERETS 5. WMESTY, B, SREHsSinRE
iAo ND, REOHEBHESEHMNT, OConEERTERTL, b¥hrkiMEr» o EBEEOY
BAELEYD, RHRTHREBRL, BRIEEE 55, 25 L2AER/NKE M RIE S 2 DI BoERM
EETS. S ATR L ZBMEEREL, BFRAOBRNELETS1E2, EHLEN, WIZZEE
BASEND %5 EZRREREH RARET 5. REERICEIESE2 50, Bl ITHERA R

(GEOPY] 498-14206 169
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1. RWT 4 UVAE

W, PCT DS 5#FME (BEREON 75%) EREEO L CEMEICHET 5. ZhIcx L THRE
PEPCT IXBRBM L 0 B FEETHRIEL, MEEAShEND,

—7%, EPPICA 6N % KERE E M RO SBREIETH 5. JeHoREUEIZ/NRIH LD
RIEL, RARIEZDLAENTH S, HRELT, BRBBEEEOL Y Y LT ERONRE
B, FOFIUERITES GRA, H5VEEEREELHFALS. HAEBOBSDINICERREF
EMZESEL, R EROBRIBRIZIDAS VSRS 5. T OISR O Bikk
FHE S K< AN BHTRTH 5. EPPIZEANICRUEDEETH 54, 10~20%DEETT 0 b
RNT 4 ) v ORFfilEA B & CBMIEENOWEIC L 2IFEEEERALRS. SubRLT 1)
YL ERAEREN, HEREEZRETLILEH 5. 1 2%DREFNCZEET M CIE WA 22 JH
o S WMEIFARESRIEL, JECES.

CEP BHEMBIEBRE L2 ENLEFHRNLT 4 )V VIETHED, ABIFL L P ORIET S X
DO TEE BRERES R TH 5. REERIARRAEERICEEE 6T, U'bA, BE,
FHEANEEET 5720, FHOBECHE L & OMEEREL 7251, HE TR REIEICA <
JERREOMNEL, BROWE, HAMREOMELALN, BEREETS. FLT7 4 ) Y OKE®S
12 & BRGNS erythrodontia (EHRAN T TIVES L AZ, RIEREIMES v 7 CHRET % Lok
BHNAERT D) SRMOTHS. HeOBEOBEMMURIM %780 5.

HEP T& KEIERIE% E & L Aohbh, £ DA, HEP TRAUNCHIER X h 5 LI3H;
HRERICK DB LOOEETH 5. EELHEKRBE 2L 540Tid CEP L AMKOBERE R+ 2T
5E512k5B.

b. #2Mr

BRI T 4 ) VRETIE, DRRIICZ ORI 2 HORBOE B O & 5 20 & 5. REER%
ET32MMOHCP 5LV VP 20T, R, KB LOCEBFHORLT 4 ) VEEHIEST S Z
LT E$9%%. PCT Tid HCP X VP & [ERkOAKFEIEE M EMGREE % 23 54, fhod 2%
BERL D 3EEREIASREL W, F/2, PCTORMEAFP T bFILT 4 U ViZEHTSH 5.
EPP CR3ARIED HHRERICMA T, HRIMBRPOMERE T bAILT 4 ) V3 EMEE 50, 7
a bRV T 4 R EIREA M TR AN G PR & ke 28 EPP DRV T 4 ) VIZIER &
RY. ZORTRABARLT 4 ) VIEOHMT % CEP 5 XU HEP L OERMIASTH 5. =751,
CEP & HEP O&EFNIZ Y uR LT 4 Vv B XU FaRIL 7 4 ) vV OREESHESBETH D,
BT s K O — R AL ERAE D A2 & OFEFNTEE L. BRI T 4 U VIETIE, FIEFE
RERREDRRE, A0 A MBSO B A L IC X 0HROENIIMATEETH 54, ZITER
B OEETIENT, BROHEE B X URRNRFRERREZOREICZHLO CHRALFRE LS.

c. RELIRRE
VP, HCP B K UHEHRNL T 4 ) VIERHEH TR KBOEL T 4 ) VAT E U TREERBIC
EMT 5. ALT74 9 VHEROT IR - UBRIERIGHESE <, 400 nm ¥TE O IR & BiET X
N5 EEIRE & 2 D 630~690 nm MHEDHKREHNEFT 5. LREEHC, —FEFEREBICHEI A
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1. RILD 4 UVAE

TeRNT 4 ) YAFIEEEO X E S EBEYFHFFICZINF - 2ERT 5 2 & TIRORBICE
35, ZOREETHIEROBBILLERE X UEY XTF FORLAEL, MiktEET 5120
72%. EPP I3, BHRONLGKREHETHZ 7 20l 74— EYOBEHAEHETICE D, HAK
DiEHET\ b AFENT 4 ) v HAFEE UCHRIAER, B, & 5P, BRI E#TsILT,
BREMECAOBBOE LA TR E 4 & 72 5. EPP OBERRII LR TH 5. EPPEH T
AT U D FECH Bz FERIZ& ) FECH WX IEFE I AN 50% X T LTwW5a 2, WMEZh7ZT
TRREET, 561285 —HOMLEEFHAHAIERE T VL 5T 28 IVS3-48C 2 H§
%) THHRILRBETH B, Ttk THEED FECH BHEIIBETH 5 35% A FITKT L,
EPP & UTHIET 5. BWARERE 7 VLI HARATIZ 5% ERCRA LN THERSEL 2, b
MENC W T ARERI S S Wi & E 2 6B, CEP 1Z UROS ORIBICK D RRET 528, Z
DOFFFEEORBIZIFEEN LY aEL T4 VY I BECaFaR’LT 4+ ) v I OBRRERE S -
59 (X1). HEP iZ PCT OFHMBEHIE 3 VI NE, b TEhaRilT, 5 UROD &5
FOREHEEES L IFEANT AR L 3BREEDOTERBNZORETH 3.

d. &%

RIT 4 ) VIO E ZRAERIT A<, BEEICE W TS RETH & HERENIA L &
%. JFTO UROD DfEEAETEHRET E LT 7o -k, =2 Fay VB HCOV G,
HIV el L OBEEAE 0w b =Y 28 ERMENTWS, LT, PCT TIdEFMEI
LAKIRMEIZL A, BEDOEFBREICHER T 20805 5. HEEEUBEUE I L QdHeRE %
BT, IR, RBHLY VAL ) -V EMAT S, FRIC, HCP R VP, EPP T &G %8
75, PIRRERSMRIC X B GHERAIC K D ERIRIRE S S E T 5618 5 5. EPP 2k 1) B iTHEE
CEL TR, EOBREISEELTFEELAHT S0, BRBVWEZHLATEW DS 60D
TS 2 LA TH D, EHOLTFEERESBEL 5 5. EPP Ik A4, #ET
ENTBBEDOENE DD TPFRORBEIRETH D, BT CIIFBHESME— DA R ihk L %
A6NTNW3BY, LaL, HBREZOBHTFRICOWTIREBAETSH 3. FHICEL TIdE%EmnE
12 & B IEHENIRER OEE 2 i - OISR 7 4 L 2 =B Sh 3 BB H 5.
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1. RV UVAE

= &

RfREE:

BRTERE:
ZRIRRE:
SRR
B OE:

8, W TIROMAL &L HUE

ERAE2H LD EIFHERZ THER2RAD S L) XhkoT, BEEZRZT % HRAE
EEIBEEIERINT, #E, #ERAZREINT0RL, ERIERERET 57201
BEOBRHEANDNEBREZEDIEL T, FREF5 A, TEREELTNBERE I AR
L 7B, R porphobilinogen (PBG) ¥ X U d-aminolevulinic acid (ALA) @ EFA54
BN EHEARNT 4 ) VIENFEON, MIERIC GREFBRT 2T > /%, SERXE
B7 4V ANEEBHI SN, Z20%, EEFEOUERB LIV AFVY (FHRXy ) 2
b & L2 WIRBEZBIR L7205, BB LAMREZRIEL, P13 VEHOWETO R
Bk Ende, HL2cE (TIEME, TEIE) 2SRice DIEROBE S B L
TE 70, MEEKTER 19 4 2 HFERVEREHEEICEREE & 2o 7, BEEER I3
DS T Ic» TR L C\w3, 72, TEIEIMED S TR, RoBEicLUOnzf
IEADH Y, ELICRDEAICOVTREFED L) BEATH B L),
Rggg_EZERL

R, SR (BO) ez ehn 20 mARICRROBEHRED b

it L, BUER L

B 150 cm, K 59.7 ke, I 151/106 mmHg, URiE 106/4y, %, ki 36.7°C. ¥
U vosEiERZ L. MR TR L, R RE e L, EEIREE, ) TIESICERE
L. THEFELR L, W MRORRNAREEESD ). HIGBBIER L.

AFRBS1EE: WBC 4000/, RBC 380 Ji/unl, Hb 10.3 g/dl, Plt 28.0 5/ul, TP 7.2 g/dl, ALB

3.9 g/dl, T.bil 0.4 mg/dl, T.chol 217 mg/dl, AST 22 IU/l, ALT 14 IU/l, y-GTP 15
IU/I, ALP 218 IU/I, BUN 21.0 mg/d/, Cr 1.80 mg/dl, LDH 216 IU/l, CPK 203 1U/,
Na 135 mEq/l, K 4.4 mEq/l, Cl 99 mEq/l, CRP 0.1 mg/dl, BS 110 mg/dl, 6-7 3/
L7 v (ALA) 3.5 mg/l (B#EE: 3.0LT), K7 xEY /4 (PBG) 20.6 mg/
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M. RWVT+4 UVFE

mﬁx EBTIERFIHREE

100

mg/day
40 REPRBG
" / \/ \ /N
% /J\\D\D/E{
HI92 H19.5 H19.11 H20.2~
ABR DB

day (FE¥EfE: 5.0 TF), vua®i7 4 Y (UP) 449 4g/gCRE (H#fE: 36 BIF), =2
7TuRrN7 49 v (CP) 7651g/gCRE (B:¥EfE: 170 BAF),

ABRZOFEE (X1)

ABERRICS, R LM TR ORABTERE L 7272012 DX E U CEREL ¢ X OEHRFIET
2P, NIRICTID DA 5D 2FE4E LA, EBRELL AFHBIELZVWEEXT1H160mg £ T
#’E5 L7 Blp, ZEOSMRELEBEDODNIEREELRD M, ZOEORP ALA B LU
PBGEIZ & D EWMEIEIC H - 7z, [FRICEBREL 2 OFERAESHEIML T, ZEHORERE
BREBEOZRERHICE, BALUMLDERL, ERELAREELHWET I I LN TE L.
—HTHEA Ty FEITWY, 65Kgd->7FEA 0 KgBICHKET S Z LICRIIL 2= /=272, R
ALA, PBGEIZL QICIEEINLL TR 5T, SHECBURIEORIEICZ+DFEERILETSH S
LFEZON FK21E3 A, W2HEBMOABREFRICE ) & F &5 538, B, SFERE—
WBHZ B THBRRRREEZET TH 5.

Gk, KEITE2EMICHAD 2HEBIZ—E, JRHPDPBG, ALA, vufnL7z 4 vy, LU
ATARNT 4 )V OPEET -7z, RIEOJMEHICITEL X DRE-E L PBG OIRPHEEES
B BHIEE—FL T/,

AEFICKHTHIAX b
BMEARMEARELT 4 Y V¥E (acute intermittent porphyria: AIP) 1%, ~NAGKRICH T3 3FH
DT H B porphobilinogen deaminase (PBGD, 34 HMBS) D%EKE GEER) EMETIC
R 5. BEMWRLT 4 ) VEOEHTEET 7Y L F VY ERVTHASM TR S HEEOF
WTH D, (K74 ) VEORFOEHA SRS hizn,)
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