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B. REMR
1. M I4 2 BEDBITE
MIFI RIS BEDEZEHAREND, ZLDAEFIT 200uM LLEZERT , F-TIVRIVEDOEMIEER
HIEWN= . RFISHELTI 2B T RSB DIEMEHERT A ELBWHICAERTH S,

2. BEREIND
HRBDELEEHLLEVERI /NI DEMERDHD,

C. Rl
LUTOKEEEHEAT 5,
MIEBREME. #EE. A REOREHEESTO/N LR, fBEC. D3V BOEEEZZD S5
DRIVAF)—LTF

D. BIZFHIRE
1. PHYHEIGFDRREER

<gZWohTIa)—>
(WERTIRARI-IER
()M 743D M

Definite EL T, FEEDOXIZQDWWFhMIZZ ST HEFET S,
DL, ZEEN). QOERFE-TL0
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QPHYHEGFEEMNRESIN-2D
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<PHEE>
REMEEL 2 VBRRE [ ROZMEE

A. fEIR

FIEIFELIREAKY 50 BETHLNZH, FELLEDEHIISFELLATIZ, 90% LU E (& 25 HE TIZREESE
AOHBMAEK THAB R OCEEZSEMR TRIET 5. TOH. REHEREZRYEL, BRIRILE. B
EHETLT, (REALEDERN TREADBEFRLREIZNED, DHFETOBRKZBELTIX. OARHIZE
BAENSBEFRLT. QMM CREHICREMERBEANSBEFRLT. QRARICHEET. OBEBIERD
BRT.OREEB&IYRENIC. BEBRKITES,

BN DERTIE. BSMAERELTOHERAND Y 1 0BAIIL Y I LIEE IS FBIRAE FON . A
DEFEEDTERDEHE EHTIVD, SOHITERICELLE-BHEOREE. EOERE. RIEHEEE. B
FREICLDHAREELGENADND,

B. &R
1. £{LFEMRE
RSB J)I—)LEEHEHE, MPS 1 IBREDENEZREDS, RRES S 1 VERRE IR T
J)3—)LEEDORPHEIEMIERO T L-T) ) VORI HIENEZED S,
2. Bro— H#iCT
. LHRE. EEEOREAICLS LMRBORAZEDT-HKE. KIREDMREEET 5. 3545
WRTICIL B CT MRS D,
3. FFERIZ&S AGT AR FHEDAIE

C. #Ehl2
UTDEEEENT 5.
RYIRY RS RE. BB IRILE

D. BIZFHIRE
1. AGXT Bl FDREMEER

<gWohTII—>
(DR THRARI-IEE
(QRF a0 T)I—)LEHHE. IF 1 OBEO LR
(BFFAERIZLD AGT BEZFHDET
(DAGXTBIGTFEELZRD D,

Definite ELTIE, FEDRFQDWT MK E T HEHET D,

DL, PHEERIRIZG)DIERZH-TID
Q@B FVDARERTH(NDRERWNDIERZH=T 1D

-17-



<PHEE>
THESEIT (FHES—EIMIE) DAL

A. fEIR
ZLAEHVEICERAEICRET 2 OEREFHMET 5, ETHETERLEDES N SEEMBERD
RIE, BREICETETTIEEHHIS. BEBEREEOREFNFETHD. EETIEORREOHE LN
EMEDERIZKY . REITHMERICHDIEEZLONTIND, F-KIEICHEWNTIEBRRIEKRORSR.
EICKBERIETROUGEELH D,

B. REMR
1. MeHES—EEEDBIE
MEABEE KR TEBRICEDLDIILEIYEAEELEN, MAFDOHIZ—EFEHEZRT TSI EI2LD,
[FEAERBDEITNIETHEFEIT . 50%EE. BELTONIEERDFS I T LEZHEN 5,

C. #Rl52
UTDEEZENT S,
EITHIEEEOR %, SERR

D. BEEFHRE
1. catalase BIZFNIREHEE

<ZWOHhTIV—>
MEEERBIVERKRATR TR~ 7-1HH
Q) MHHES—EFHDET

Definite ELTIE, FEDRIFQDWT ML T HEHET D,

DL, ZHEEN), QNEEEZETHLTID
Qcatalase B FEEMNRESNI=ELD

- 18-



<EEEDE>

modified Rankin Scale (mRS) . BE X &, RO ZFNZFTNDIE MR —ILEZBWNT, LWIFnmhhs

BLLLEXMRET D,

H A& Fgmodified Rankin Scale (mRS) $I|FE &L # =

modified Rankin Scale

SEITYRER

0 | FEol=EMHRMIL

BRERBRMMEBIERNELITELVRETH
%

1 | EEIRIEHOTHHALHEEF T
BEDHDHOFEIIITZAS

BRERRUHEBIEEH D FE LU
MBAT> TV A B OEBISHIRIL L R
<H%

2 |BEEOEE:

%

RIELRIDEB N ETITAS DT TIEAL
N BHROEDOEYDZEFNBILLIZITR

RIE LRI DT o TL=EFERFHIZHIR
(FHHM, BEEZFFBILTVSIRETH
%)

3 | HEEDESE:

LICITZ%

oM DNNZEBLEES HH. HITENBE

BN AR BEHBER AL HRES
FNBELELETIN. BEST.BE. &
ELEH DR MU EICENBZEBEL
LELWRETH S

4 | PEEICEEDEE:

HITOFEMERIZENINDLETHS

BESIT.BE. BELGHOHE. MLI
ECENTBZELELT HH. FiaElL
DEELGWRETHS

5 | EEDEE: BIEHSNDNEIZVNELETHIRETHD
B-EY RBRKE, BICNELRTYELE
ETB
6 | =
HARZ 2SR
BE-REN)

0. fERA L,

—

- BE-REBERIFIOHADNBZEET D,

a b~ ON

- ZEMISEFROMREERIKELTNS,

-19-

CRFICOES. BEFELANELLVVEEDERLNH AN HREFE - BEEFICTKELL,
. BYREOTI XL, BERDEEDIRELEET B,

- BMGIEROMREER(BERE. PLOHRREGE) ZRELT D,




% (R)

a A~ @ N 2O

JEIRTZL,

HEEDETLREDHRRITHLIN., HEEF- BEEFITKELLY,

. FREZFO-HIZEEDRUINGEDERNH S,

- FIRFERAS RO Y (FICHS. HAVIIEBZALGEDBELEFTHETEINISELS,
CEBRORSIHHNIERUWGBE S HEEERANDLE,

[EVIFSH AV TGN TR RABEREFRANLE

W IE N OV FE Sy B OGN Z 36 1 % B

1. R4 2N D BRAE IR *ﬁﬁﬂ?ﬁ%&:%gbf\ WL YE EIZRF B D IEN WG EITIE, W

NOFHO L DEZHNTHE LI 2R (7272 L, YrRIR okl 2 R~ TR RIERSE Th - T, il
SBATRERR B DIZIR D, ),

. TRIRBHIARR I 1T D BIEE /P SEIC DWW TR, EUIZREFHE IO T CIRIEIMTHIL TV 5 IR

2T, HIT 6 2 [ T b VRS %Eﬁfﬁﬁ o2& L9 2,

- B SERORREED EREOBEIELSBIE T—EL LIS L2 ETH L0, SR ER kT 2

T ENMER L DIZONTIL, ERERONRET D,
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235 Bl BKRRHEAEIE T fE

1. 3=
BRI B IE T AE (X . BI B RBRAILEY (parathyroid hormone :PTH) 9 iME FIZ&d PTH {EAREE
MOEAIILS Y LMGECT YV IMENERSN, EITEAIILS Y LMEICKDERNEEELLIEERETH
%o

2. RE
BRI ETEORRET EEFER. ERFNER. AFEMERE. REERELQE. ZRKIZESD,

3. fER
BHLSHDLAMEIZEZORBPFREEDLUNRE -ERE, T4-—, REEEE £ 5ESHNE
ERBBENZL, ChIZZ, BREOKKNEERZOARIE., 15D, TEIk, RIEOCEEDERELE.
EEEFREZLSD,

4. REE
TAZ—PEHEEREITHLTIE, T ILaVBENILS I LDEIRE SN ThN, BHEHDERIZE.
mpAILS O LEEZ ERSES-HISERHREEIIY D, BEINFLELTERASNS, CNIZMA., ALY
D LRENGFRAISNDEENH D, -ELINLDARREE RERICEISCAERETREK &ALV Y Lo
LEOBAIND D LRE. BRKIEOKEIER. BRERELEOFEEREERTHIHEENHS.

5. ¥t&
RO AEICKY,. MPAILL O LBREZERSE,. TA-— 02 B EREFHT A EIEIHAHEER
BETHS, =L, FRAGRECESZSERTICEZNILV YD LEREDFEIVHEIZKY ., ERNHITT
BEELHD, SHIZERD K BERICKSIEEEZINMELLDEELH D,

-21-



O EHOHIEICHELEIE

1.

BERTHNEEERIGELIRRFER

254 N

RRODEE

FHEEGFEEDEZES T, ZREGTFERD PTH DBETEEET AHF LTHGIEEA S,
F=. FRMEEIFIRIREEEE TELMFIENSEEDKREIFHASH TIFAEL, )

MRMEBRAE

REES CEMEIE I D BEIA . ARICTHVDLATINS, LALKAREL. FRICEICEETIELL,
LIELEEAIL YD LMECEREREECEDHEERIHELLD, )

REPDHEE

DE(RETHEEERRGL. BREFMT HENTERGL,)

PR

HY

fiE

ali

&

EEED
BEEESEERAVTHEEULEZNRET D,

O 1EHIZEHET
TTRIILEVZRREEREICEI S HAEME]
MERRE KBEXE XFEREFRMER HE KB BE—

- 22-



<PHEE>
Bl AR AR M REIE T AE D 32 BT E#E T Definite, Probable ESN =3 DEXRRET B, F=12L. ZRI4EEI R KR
BETE. YT RV LMFRICKYBET HHEERL,

Bl KRR RE1E T AE D B2 BT B2

A. fEIR
1. AFBEVFERLEEDOLUN, $EEE
2. TR=_—
3. 25EE

B. RERFR

1. {EHILD D LME, M DIEXITEY VM
2. eGFR 30mL/min/1.73 m? LI E
3. Intact PTH 30pg/mL ki

<EBWohTI)—>

Definite: ADSH1IEB LI L +BDSEIEBEm-THMD,
Probable:BMD>5BIIEBEZF-9H£MD,

Possible:BM351&£3% =330,

<BRH/VEEBE >
1. ZRM4BEIFIRBR A REIE T AE
ZRMEICEIF KRR B IE TERTHREIIUTDESY,
SRR TR
- TSR BB ST 1%
-EMESEDRE
-AFENEE
AEHIOTR—TR
Ay PO
-BAROREFEMEI R RIRMRETTERE LR -—@t)

2. RTRVVLERICKYBRET HEE

BT 220 AMEZRDH DB EIZEHMETT RV LFIZEAMRETV BT RO Y LMEDHE
[SHEWMEAL DD LAMEINHEKRT HIBEEICIE AR T RO LMEICH T HABRERET S,
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MmACapssmgd EENMES, ECamBEevd
gﬂ?l\-75 40 g/dl RBORSITIE. U.Tﬂ)itl\lénf

WEMDD,
EXYTE "
WIE Ce (ne/d]) = M3 Ca (ng/d1) + 4 - Alb (g/d1)

< 3.5 ng/dl” mR 35 me/dl" 5
< 200 mg/day” b Ca 200 mg/day”’ S < 30 mi/min/1 73 mt| RERGKRBE |30 mi/min/1 7300 S
|lnc-u| | WERTS |
= CAM/AMIEEFRE 5 < 30 pg/ml [ntact PTH 30 pe/ml =
5 g/l ¥ 5 ne/nl " e e |
< 15 ng/ml 25(0HD 15 ng/m
I wERE
|c.:u. wm Y | PTHE R AT AR B 5
e TE W TR
< 60 pg/mi[ 1. 250820 | 60 pe/ml = siibcmunasing "% ey
[ lawr | [ bw |

5320 850 | ~0
x3 e [mnl 1%

1) LRTERSS me/dl, MRTIAS ng/dl §BLLS,

I ARTEA migdyERALD,
L WZPRTIE, MRS OH0ANE npml THATLTEL, ESEDRIHFTFRTEUCAEN DD, COXSGMBICIE, FTEFELOOMAYMADSNE,

4 NPURFHRONAMSERN. REASERES, RERE. CADL A0 R FEEOEMYRTNE,

5 BEINATLVSAMBFRBARETEIDERICE, RENANEF INCRERNII SBAPOMIBTEATLS, ThoDOCEETY INBEH2LL
MUENPERRRETEIIDEESFETINE I, WO TIREL.

6 JIVMGEDFL— ML, BORELRCEUTIC A L ELRREETEHD.

B Ca MEDERN 7 O—F v— b

MEFH. KHAEN. GOIN. AFREESD,

wailty | [ CoERTURMRETE | |~esazi—sA. UM,
BEONREHPLRMEANE (WER. —B1)
!

E—" ORb. HRRR _’lmw”m (188400) l‘"""""'-""'."""“m",z

uEERR. WRANT IW}"‘::}:’M.‘."‘,"" deaf ""' .-co-un--co--oa 10p15
" R e D G oI S e mneenees () tot-o

i - FREAE —> [T PV FUTREFRE (BI0000. 557000 69015/ [evnnennnne (5 rav FUTRET

v n
I W o WM l — [(Ewae |—'o[mmtlu (46200) |wwwnnnnnendC) d013 3021
.l l'“““ (248250} }u-.o.-.--n--o--.ooom]

m‘““",'.“ B02014) ].---.--.-.@ 922
me" ‘mj...""‘.-.--- SEmssnsnnnn - 3q13 3921

"'a.:.:::""“'@"nls 1S 1

Ilmmﬁ (3077000 ]-.lo..looout.--ooc.-onoooono@ Xa26-q27

J [CEIERRETTY

] n
[Ewsgd | —
= HEREFOR:. SOHLOUMERLTHE,
T L
& [A1F 3 1= LTLTL, /M W} - 3 *
[ nenuFrBRRETE | 3 MRSBAL, PTHEBEEL B P MEEFTRANBE,

O BENRENFERRARETELSMENISBOGL 5, BENL-UAE. MRIRBENELOLRIONS,
B2 PHFZERTRRBEETEOEN 70—Fr— b
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<BEEHNE>

TREAVTHFEULENRET D,

FEMIRICKY, HEESNhD,

BAE: HSEZEEFRDHI3EO0,. REEEOTI_—LEDEEREZRDT . B
WHERICKENGL,

HEE: BEHLIVLMEZRED. LOUNGEDREREEZRO. BEEFICXE
BHb.

BE: EHLIVVLMEZRS. TE-—VOEEQEICKY, BEEFEICELLX
BLHD,

P2 W HLE R OVEE FE 3 FH ORI 38 1T 2 R R 9

.‘fﬁ%a?/ (D BRARTER | *ﬁﬁ}ﬂﬁﬁﬁ"r CRL T, BWrEE LT B O E DR W EITIE, W

NOFHOLEDZHNTHE LI 2R (7272 L, YiRIR okl 2 R~ TR RIERSE Th - T, il
SBATRERR B DIZIR D, ),

. TRIRBHIARL I D BIEE /P SEIC DWW TR, EUIZREFHE IO T CIRENMTHOIL TV 5 IR

2T, HIT 6 20 [H T b VRS %EEﬂ%\#ILfrﬂ“Z) LT D,

- B SER O EREOBEELSEIE T—ELL LIS L2WETH D05, SR ERZ kT 2

ZENMER L DIZONTIE, ERERONRE TS,
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236 &R KRR T E
© m=

1. #3E
B FRARRILEY (PTH) DNEREIZHBINTLBIZEMNDH 5T PTH (2L TR BT
RLUUEALS D LMEE, &) mfELE . Bl KRR TRELRCSIGEREET HHRETH L. B
TR R IR BRI R TIEICA LT A MEEE TP AOT 14— (Albright hereditary osteodystrophy : AHO)
DIEEEEHTIREZ L E . GHHLEVLOZE b B EERRMIZEETT 5, ZOMICIc B IR DFEEMN
RIBENTLSD Ic Bl la BITEFNLIZEDEL N RIERDTILEENGNVEVSONREDER
ATHS,

2. [fRE

PTH D2 B{ATHSHPTH/PTHP Z2AK (PTHR1) & HIFARNS T FILBERD Y 19')v AMP (cAMP)
FERTBTT=ILHYS5—E (adenylyl cyclase:AC) EDBIZNTET S Gsa A /NTDEHETNEREERE
THb,Gsa A/ %EI—FT D GNAS B FREBIIERGIVTIOTO T RMERIT TS, BH
EFIILD Gsa AUNIREBERXBETIILD Gsa Ao/ BIMHEIIZITHEBEEELADY . 2<LDK
IVEVZHAAB TIEBHEEXTVILORENBLTHL-OICEE Gsa 22/ \0EI1—FT 5 EEFHIE
MOEELI-EEITIERILE BRI ZE-LEAMEI RIRBRIBREIETIE la &5, — A . BE Gsa 2V
INYED—RT DEEFHRMNOHELEZIZITFIERILEARREZ EHELMA A TR KB AL
BETEE. HHNIEEITHE R R AIE (progressive osseous heteroplasia)&75 %,

Ib B TIX GNASEIGFIAZED DNA AFILENF—VEENHLN Gsa FV N\ IRBEDRTHRE
THALHERESN DD, TORFIETHATHS,

3. fEIK

BHLL Y LMEICKDERKIE. OREVCFELGEDOLUNE-BRE, 74— RELESR £5&
BHREHLDTHD, M50, FEIRK, KIECEZORENELDIILEH D, EBHEDIEHILL Y LI
BUVMEICKY . BRECRRNEER KL (EICKEEER) BNHLENDEENHDH, PTH LIS DOHRILE
VICRF HERMEETRTERNLHY . FIRIREEEIE TAE. HIREEEETE. RERILEV D BRI ENE
#HL5%.la BTIHEAILSDLMEICKRIODNDHIZ. RIEELEH TS AHO DIEEZZHIZEITS
NBIENELEOTINVS, AHO DFEIRIE. EATMERL. BB, SEIEhHE . AR, B E. BHERHE
EBHTHD. la HOBRIERELT, RREEFRFHEEETE. EFMEEL. 2 RUEIH SO REIER
[EETIBLENHD,

4. BREE
BEAHILDLMEICRHLTEERESIY D BEIZKYAET 5, TSH I IEIZ LS RIRIFHEARE TE
EEHTAEAICIEFIRERILECEDHEFEE. GHRH BEICEZBERILEL D BT 2EEHT
ABEIZITRERILEVREETS,
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5. Ft&

EMREEAZIY D RS EBRTAETRALDDAMEIFRESN, CNICKBERIZIFIZELAZDH,
BEIZESAIY D IR 5ICKDREHER. BHAETAARRICELESEHELLDIIENH S, AHO (2T
DIEFNH DN BRTIELELEROEBELEHTHAN. BFFEBLIETREL LI, KESITEOTIE
EBEHIR., £EFFIRORRELD, ZEFFEEEICHLTIE, SAEBITIBR AR L ED LA, B —EB
BICERTIILLHD MEBETORELEHTHAN . RILEVHFRBEICI S TIHELLEVEDL
EZBNTIVD,

O E#DHFEICHELREHE
1. BEV(SHNTEEERZREILREFER
100 AR
2. REROHE
B (GNAS BIZTFOBEEMNREIN TN, )
3. MEMIAEEAE
R RHEBEDH THD, )
4. REIDEE
HE
5. PHE%E
HY RILVEVZBHEREICEIT IR/AEMREM,)
6. EREENFE
BEENEERAVTEEENRET D,

O =it
RILVEVZRBHBETICET BRI
MEAKRE KBRKF XEREFRHER B8R XE B—
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<BMREHE>
Definite. Probable X1 & &9 5,

RILVELVZBHRIBRREICEHT OAEMRTOZHIEE

A. fEIR

1. ARESFERLZEDLUA, $EERE
2. FR=——

3. &5EE

B. REMR

1. BAILS D LME, EXIES) VM
2. eGFR 30mL/min/1.73m? LL Lt
3. Intact PTH 30pg/mL Ll E

C. il 2H

UTD&EBERNT D,

E4I2 D RZEE

* I 5% 25 KEE{EE 232 D(25(0H)D) A% 15ng/mL A L TH->TH B DIREFTR THAH &, 25(0H)D M
15ng/mL RFEDIHZEIZIEESS D DHRFICIYESIY D ZRRESEDLITEREEL A,

D. BEFHIRE
1. GNASBEZFNEER
2. GNAS Bz FDEB 485D DNA AFIJLILEE

<EBWohTI)—>

Definite: ADSH1IEE L E+BD L TEHEI-LCOE R T REEBZEZRIIL. DOVWVT A ERH-TELD,
Probable: ADSH1IHB LI E+BDETEHE-LCOE AT REFRBERIILI-DD,

Possible: ADSH1IER LU E+BDETE®E=T LD,
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<BEEHNE>
TREAVTEEEHRET 5,

EE :PTH IEIMEICKBIEHIL Y D LMEICH L TEMEEZVEELTHEITMA.,
EftER T EIE., EIBUE. MEEEEICKIYBEEFIZHHNNHLED,

& PTH EHMEICKBIEHILL S LMGEICK L TEMBEEELEET L0,

BE FIAREDELLGVED,

SR HLE [ OVERE FE Ay B O TS 33 T B B A

. IRA RN D R ﬁh\@E%ﬁé_%bf\%%Eﬁim%&@ﬁﬁﬁ&mﬁA A
NOBOLOZHANTHE LI (72 L, SRR 2 R~ T HFRERETH- T,
FATEER B DITR S, ),

. IREBREATE ISR D EAEE D EIC OV CIE, YR EEEELO T IR ThIL TV DR RE
ST, L6 2 H M T b EVIREE %E%ﬁ#mﬁé LT,

LR RO FRROEAEEMESE T EL RICEE LARWE TH DN, @R ERE T 5
TENRERBDIZONTIL, EREMRONGET 5,
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238 EAZY D RS R/ BEILIE

1. =
Al AR A<D/ BHALELFIENDEETHD, CD>5. RN ETHAELURICRIET S
LD%E KBHREFATD, DR/ BEILIEE. BRRILEFTEHHMLETHHEET, TROERKIZEY.
BEEED QOL ZEEICEELS%, EFIY D RZMLDR/BEILELIFELGY  RAREF2IV D IS
FYFEBLALY,

2. RE

BEOHRRICKY . EF2ZY D EIMDHR/ BEILAE L. R FMAIEMEREF 23 (fibroblast growth
factor23:FGF23) MIBEIFEEIC &S FGF23 BHERY MEML<SR/ BEHILIETHAHAZEAHLMIZSN
t=o FGF23 (&, BRME ) BIRINE, e 1,25-KERIEEASY D REDETENT SBE !V RILOHD
FlckY MYV REFETIESIRILES THSD, FGF23 (£, EEMICIEBTEESNDIEDEEZD
NTLVS, X R EKEHME) > M4 SHR(X-linked hypophosphatemic rickets: XLH)%EE DEIRIEDE
A3 D B RTIE WO DBEEGEFEEIZEYBETD FGF23 EEMNTTET HEDEEZLNT
WB, =L LD REEGEFEENEDLOILGHFILY FGF23 Z{RELTLSNETHTH S,
f=. BREESIY D B BHILEDN K RMVEE THAESEEEILI TIEL. PMTMCT (phosphaturic
mesenchymal tumor, mixed connective tissue variant) L EDIEZ LY FGF23 AN BEIELEIND, CDEE
(2%, fEBICELD FGF23 BREIELEDKF EITATH S, SOICEFHARGKEFICKY. FGF23 BEXHSE
) MEH<ER/ BEILENERINDIZENH S,

3. fEIK
E432 D ERMH<AAETIE. O il X MGEDEER. RIES. EHOZM, BEEHE. KRMOR
B B S%. BHEENECSSD, EFSY D ENEBHILETIE. HABTOERRENEMEL S, #Y)]
ABENMTOhEWNE, EBRLHHETHL. ESSY D R BRILERE ETLICELEYELOTL
FHEELH D,

4. AEE
DO BB LEEREAID D ®EIN., FRSNTWS, 2L, ShbIIRRICE D CAE TIEAL, Fi:
THOBNILY D LMAELREICLDBEHEERES . MR R KRR EELREDEEERIBELL
B5HENH D, F-EMR FGF23 E/70—F LA THASTORTT A, 2019 FICKRFA TRAISNT =, &
BHEBTILET. REEREOTEMBRINERDOE—BEIRTHS. BENHERTELVGES (. RERE
BEITO, BEHIREGHFNCKDIE)  MEHCEDHR/ BRILEDIZEICE, ZEFIOPLICKYRELRE
EER

5. %%
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BRICEY.EFSY D ERMCARBEORREET XHLIBERETHIOND. HARLTHERE
TRZZEENE, F- HICTROBERDOTLEHIEIIRETHS, E43I D BREBHILESRE
X BRICEVFNETORRIRIEITDEAENZVLOD ., BEREFILTELVGEENKRETH S,

O EHOYIEICHELEIE

1.

BEH (RN EEERZIHBELRFER

251 A

BEEFBERLELZEEERBICETIHRMOLERAEIS. KIBTOEMPBEEFE 117 4
(95% CI 75-160) EHEESN TS,

HIRDHE

A (ERDKSIZ, FGF23 BEIELEDEFIIFBHATH S, )

MRMGERERAE

REESL () WFEFMREAID D WEF|, HAUEI FGF23 A THAITORTITNERINTLVDD
DD, FGF23 BEIELEFRIET HABETIIGL, )

REHDEE

LE GEIRHEDLAHETIE, B U ME XA FERGTT S, E4SY D EIRMBHRILETEL, AEEHLET
ELVEEN S, )

HY (BEEFBERILELZREBEZICEHI IR, BARSBESR. BABRBEEEDERT
YERL. )

BEREESEE

EEESEERAVTHFEEULEZXRET S,

O 1EmZHET
TRILEVZRREEREICEI SHAEME]
MERKRE KEXE KRFREZRWER HiR KE BE—
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<BMREHE>
Definite. Probable X1 & &9 5,

(Z#rtaEt)
O< %R (R REE HRASHLARTICFEAE)
KIEH
a) Bl X B TOHHREL (BHRImOFKMEM ., RITBIRROILEROELZL)
b)E7IIAYHRRT72—E MmAE*

/INEER
o)E!) v M fE*
dERERIEIR
OHl-X HIGEDEBER. BEREOEH., BEEE. KRMOME. 18 S8k, EEER
DLFhh,

*EmCHUEEEZRVOTHEY 5,
BUVMEEHIES =D EMBDEEEETT HERETHEEZEBLTLELD T, ZEETHD. ).
;&) E CRUEEUTZE) VIESHIES Do)

1R 4 5mg/dL
1M D/NRER 4 0mg/dL
BEIALE 3.5mg/dL

ST IHIRRT7A—E ME (B&1{E)
m;EALP 18k 12001U/L KL E (JSCC) 430IU/L LLE (IFCC)
1M /R 1000IU/L L E (JSCC) 360IU/L Ll E (FCC)
BEHOMRMEE 1200IU/L KLk (JSCC) 4301U/L LLE (FCC)

<EBWohTI)—>
1)Definite
KEB2DEPNEBD2DZFHE=THD,
2)Probable
KIEH2DL/NEED2DO0D5512%@E-3THD,

=L, FTEEDRNBEEERT S,

ESI2 D RZfE.ESIY D KREFE1E, 28 BRRD74—HiE. BRHIRREERBBIE. T5V b
(Blount) 9 . Bl FRBRIEEEIE T HE . fa1EE FIRBRIEREIE T IE
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@ FERILIE (B REE HRASH LRI R AE) ™
KIEH

a) 1KY MmfE

b) EEETILAIRRT7E—EME

/INEER
c) BRFRAELR
BAET. XIEERE
(FAEBETOEE: LoBALRENLIEL EANEL., BEFEARAIRE)
d BEE
EERANTHE(YAM) D 80% K
e) EEMR
BYUFIIT4—TOMERBLEANDZFHEEYAAH, XITEH X RIETD

’
Looser s zone

<EBWohTI)—>

1)Definite
REEH2DL/NEEDIDOZEMI=TED

2) Probable
KIEBH2DL/NEED2DZFmI-THM

PRV REKE
BAKE. EOSRBER. SRUTHE. BEHEEREE. REMEFRRBAETEE. E432DRE
fiE

*BMELTRIELIIESIE. <BmDBEIEEICEL D,
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<zE>

<2 OATI)—> D Definite £1=I% Probable Zii&f=L. h2. DIEEIE. $LUVQFGF23 HEEZE
I5LM% . [FGF23 BAER) U IME |EFFESZEEH D, (TRSE)

[{%% - BRmicsE]
£ P )
mwy >
30 pe/mIFER |30 pg/mlkll L HY
FGF23 ERILEE & &
TLEMOMER
L »Y
YoENFR. RERREE FGF2300:0
€') oma it
E,, ./sz 20 ng/ml %% |20 ng/miit b¥
25 (0H)D
Y %L
ROR. 73/ MRS, -
. 2 E¥ 303, [ema
PoFE—L2AS Eions
27 AZERN. 20 ng/mi %% [20 ng/ml L E®
TR, RREET
T E—L A, Bl 25000
il | =@
E5 = U0RE, 1. 25(0H) 30 HHRH: hereditary hypophosphatemic rickets with hypercalciuria
E5 2 DR ¢ PREZDL. TFFOR—FGE
;:.,:'.'.’f' - . ARAITEF, TFREAERSFL N, SLTOMEE
£5 = w0 | [T, e DI ZNEFIRA L VITIELIRE
&EE E% = UDRFESE
<BHIAR | < BIW

#PRTE, SYBBTH-THCOIMORMBALLETENB D,
HESIUDRMNMERRTTLRELOAIRENEHS.
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<EEEDE>
TREAVTHRFEULENRET D,

FEHMIRICKY, HEESNhD,

BIE: HSEPEFRZEROILO00. BERCLEREES. HHETLHEEZROT .
BELEFICKENEL,

b BEROREREE(-255D NH-2SD D) FFHET (GITEH) . B
GEREHIDFER)LZEIZKY., BEEFIZKZELDH S,

HiE: BER(RROBEFREZED) CHREE (-255D UT) . HAET (G
LEMNGLY) . B GEERFIR) GEICKY, BEEFICELLXELDH
%o ZRIE DRI FIRPRERETTEAE

KL FLHE N OV & Ay B OIS B 1 H B B

1. AWV D ERER, ARSI L T, Wi LICRBEOBREN WA ITIE, W
NOBOLOZHANTHELLZ 2R (722U, YRR A2 R~ T HFRERETH- T,
RARER L DIZIR D, ),

2. 1BWRBRAATLIC 1T 2 BAEE B DWW TE, MU REFHEIO R TIHREMITHIL TV DIRETH
ST, HiL6 2 HM TR b EWVIREA EM> BT 2L L35,

3. 7ok, IEROREN FELOEIEE SRS C—EL EIZES L WETH P, mfRER & kT 5
TERRERBDIZONTIL, EREMRONGET 5,
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239 EAZY D KIFMHLEDE BEILIE

1. =

EAIY DIKFMECDRBEILE (X . EAZ DIRFELELL, EEEICKRATEAID D [TxT
HENMEERIARE (BEILE)ERTEET. EEEDEFIY D TRZOERANFRTHRETHS,
BEERBDOALURIC. BRATRCEAILS D LMEICIESTI=—RIFLVNATRIET 5, LLER
REABLDIE. BRED 25 KEIEESIY D-1 ok BEBERERF (CYP27B1) DR ERRERIZEYE
B3I D EMHIEMNEEZESINBE RIS D IKTEME 1A ! (Vitamin D dependent rickets, type 1: VDDR1A) & .
E43Y D ZEMERF (VOR DFEHRERICKVESLIY D OERANBEEFEINDIE LI D KGFIE
2% (Vitamin D dependent rickets, type 2: VDDR 2) Th 5, b2, KL EHITHS A, FFlEDE 23> D-
25 RIKBIEBEREEF(CYPZR) DREHRERICIVESSIY DEMHIEIEETINSEAZ D IKFIE
1B & (Vitamin D—dependent rickets, type 1B:VDDRI1B) 42 25 /KEE{ELE 23> D 40 1,25 JKKEERILEAS> D %
FEMILT B CYP3A4 DHEEREFRERICIYESSY D RBATTHES HE S D IKTFAE 3 B (Vitamin
D dependent rickets, type 3: VDDR3)A FRESN TLVS,

2. RE
ESIY DIRFAETAR: 25 KERILEASY D-1 oKBRLERRERFOEE. E4IV DIKFE2R . E4X
VD RHRMEGFOEED2DIZH TS, LAL. FHEEFID D DBEBREICERICKYENDHS
CéBRBRTAELNHIE. 2BHDERD—DORBEIIFEATETABEEN RN ELEE  #E
DRBELZAMNESNTIND, EAIY D-25 MIKBILBRECGFOEETHIEFID D KEFE 1B B
CYP3A4 DB ERFREEERETHDEZID D IKFESE AEMSNT,

3. fEIK
BEABRENALRIZ KBHERROEALY D LAMEICEDTE=—OFVNATRET 5, SHIC.
BERLCHRREE. HHET. BRELEZREDD BERRELT, BY VM., & ALP MfE. & PTH I
FEZ2Y 5, MA 1,25(0H),D DREIF. 1A ETIHEMET. 2B TEEEELLD, 2 HTIIREEHEIE
%L, 1B B TIL, e 25(0H)D REIFE(E., M 1,25(0H).D REFEE~SETHDH, 3 B TIE. @M
& 25(0H)D ;B . M 1,25(0H),D BE L EETHS,

4. BEE
-EZSUDIKFFAE 1ARY
AHEDERZIUDHREGITEIT 5 (3,000~4,000E 1 E 22D 4B D AEICRIGLELY) DIZxE
L. EHRESIUDEARICAVNEREETARESE DS, 7ILI7AILSR—ILTHIHE190.1pg/ke/
B. #%=2005ug/ke/ BREE®RE T DL BHICILEANILS D LEIFEML, 2~3D0 A TKEHBEDEFR
DERENHLND,
-EASUDIKFFAE2E!
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BEROERITEFERESLID D DREBRETHAHA . VDR DEEET DREICTEFNEBICENHST-
O ZDREEFSETETHD, Fi T HENILY D LMEICH LTI, ALV LEZRETHRITH
ET0ENHD RBRICERERNALONDIGELNHD.

‘EAI2 D {K7FAE 1B B
KEDEAID D A 25 KEEIEEASY D DABBENENREINTINVS,
‘EAZV DIREFEHE IR

RKEDEAZL D(50,000 B BH)PRKEDFEEHERESIY D EDABENRESNTINS,

5. %t
BHABROBKIVET,. BER. BEEE. RELGENEETIEENH D, AEICKYFAET
PEEHIBETHIEENZVEDOD . REZHIETELLGENRETHS,

O E#DHEICHELREER
1. BEHSNTEEERZTREIREER
100 AR
2. RIBDOHE
RHEELIUD DFRLNBRELBIUDER (SBREE) THAN. BETOALL I LRIR RS
BRMERIRIC. EASY D KEMOEBAERKREFEDBAIAHY . 0 HMBIEBIIERIA T
L)
3. MBMIAERAE
KL GEMRIE A3 D BEIEAL S I LFINERASN TN, —EBDEFITIE. EERDBEITSLLY
DT, FYBVVARENSDBE )
4. REOEBEE
PE(RELHIETERMEEMNZLY,)
5. A%
HY

ali

&

EEEDE
EEERESEERAVTHEEULEZNRET D,
O =it

RIS REERERICEI AEME]
MERERE KRXF KZEREFRAER g XB E—
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/\

”/)&ﬁgiﬁ>

B3 DRFMHCDR/ BEILE 1A B (ESXY DIRTFIE 1A &) ESSY D RTFHD R/ BELEE2E (E
B2 D IRTFE2R)  ESSY D IKFMHLSHRBERILSE 1B B (E4IY DIRFAETB &) EAIY D &RF S
B/ BEALE 3 B (E4SY DIKFE 3 B) 2R ET B,

PHICHI-> T, ETORETTROFEBZRIN T HE
E432 D RZfE. EAIY D <SR BV MEM<HRK) B HRRT74—EiE. BHIREEMBIE. 7
52k (Blount) 5. BIFIKBREAEIE TAE . M4 FIRBRMARIE TIE

- EASY D IREFMHLDHR/ BRI 1A B (EA3Y D IKTFIE 1A &)
Definite X &R &ET B,
A. BREMR
BEAIILS D LIS
&Y e
M PTH S1E
M ALP SiE
M 1,25(0H),D 1&fE
mrh 25(0H)D EIEH
B X B TSR/ BHILEEDFE
B. :ah:;a’nﬁﬁ
25 JKERILE A D-1 oKL BEREIRF (CYP27BT) DREHREELRDH 5,

N oo AL N o

<gEOhTI)—>

Definite1: AD1~7NETHIERFH-T,

Definite2: AMD1~7M5352 DL LDIEB%HE L. hD.B &&=,
Possible: AMD1~7M>L6DNEBZHE-T,

- ESSY D RFMHLSHR/ BEILIEE2R (E4SY D RFHE2R)
Definite X R ET B,

A BREMR

{EAILD 7 LInAE

&Y > e

me PTH S1E

me ALP Sl

M 1,25(0H),D & &

mrh 25(0H)D EIEH

B X B TCDHR/ BEHILEED FE
B. @::;B’J*ﬁﬁ

No o s LN o
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E43Y D SRKREEF (VORDTREUBETEERDS,

<gEohTI)—>

Definite1: AD1~7DETHEBZEHE-T,

Definite2: AMD1~7M562 DL LDIER %L, hD.B &&=,
Possible: AMD1~7MD556DMNIEHZFH-T,

- EFZY D IRTFMLSRBEILE 1B B (E4IY D {KFEBE )
Definite X R ET B,
A BREMR
1. EHILS ) LfE
2. &Y miE
3. & PTH &
4. M ALP S1E
5. M 1,25(0H),D IEH ~ & &
6. M 25(0H)D {E{E
7. B XRBTEHE/ BEILEDHFE
8. E4ZY D RZ ML/ BEILIED RS
B. BIzFHRE
CYPZRI DA FURERZZRDD,

<gEROhTI)—>

Definite1: AMD1~8NETHIERFH-T,

Definite2: AMD1~7M5352 DL LDIEBE%HE L. hD.BE#&H=,
Possible: AMD1~8M>L7DNEBZHE-T,

- EA3Y D IRFMHCEHE/ BEILIE 3 B (E4S> D KEFEIE )
Definite X R ET B,

A. BREMR

EAIL 7 LIAE

&Y > e

e PTH S1E

me ALP Sl

M 1,25(0H),D & &

mrh 25(0H)D & fiE

B X RE TSR/ BHILEED FE

. EFSY D REMRERIY D HREIIxT 411 25(0H)D fE., M 1,25(0H).D fELFAZLLY
B. BEFHRE

0 N o R oNd =
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CYP3A4 DIKEEIERB T ELZZED D,

<zZMoAHTI)—>
Definite1: AD1~8NDETHIEBZ =T,
Definite2: AMD1~7M562D2LU EDERZE#H-L. ™D.B Ei#H=9,

Possible: AM1~8 M>L 71 DNIEBEi#HE-T,
SE . BHILU) LREESBEHIR) VMAEMCSHEHHRH) &lE, EA3ZY D IKFEHCAHETIX BAILLD

LMEEEDHE BANY I LREZSHNETEANTEETH S,
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HED-ODSEIE
1. EHILS ) LfE
mMFENIS I LFHIEME 84mg/dL LITF
AF LDV DL 21mmol/L LUIF
2. g miE
1% R 45mg/dL LT
1M /MR 4.0mg/dL LLTF
BEHLEHRAET 3.5mg/dL AT
3. M PTH SiE: EEREEZAVTHES 5,
4. BT IWVHIKRRI72—EIE (BE(E)
m;EALP 18k 12001U/L KL E (JSCC) 430IU/L LLE (IFCC)
1M /MR 1000IU/L KL E (JSCC) 360IU/L LLE (FCC)
BEHOMEMEER 1200IU/L ELE (JSCC) 430IU/L ELE (IFCO)
5. I 1,25(0H),D EfE. SiE: MEZREEZAVTHET %,
6. M 25(0H)D: H &% 20~80ng/mL [FRZfE . BEIFEEL THHELY,

(B BEILIEDEBRDE ML, EAIY D IKFE1E. 2R D2 WICESRRETRTRY
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[{2m - ARiciE]

27 UAZERN.
TR, RREERT
T F—L A, Eftits

£l P )
oy >
30 pg/mIFER |30 pg/mlElE b
FGF23 TRILMELZER
TELEROER
L »Y
YOoBRFE. RERREE FGF2388:0
€') o mae
D oRS 20 ng/mi %% |20 ng/mi it t¥
25(0400
HY %L
EoR. 73/ MRS,
S E—2 E4z0RE, BEER
PoE—L2A8 Ehittore I I
20 ng/ml 3% |20 ng/mi i £¥
25(0H)D
£l | =il
E45zudrS. 1.25(0H) 0 HHRH: hereditary hypophosphatemic rickets with hypercalciuria
fzzwzg * PAS=HL. TFFOR—FGE
BFfE e . ARATTEF, PFRELERFLL, LT OMGE
50 [Wen el STIZNEFIRA L VTP IELIRE
&EE E% = UDEFS
CHHMAR| | < Hm2R

#PRTIE, SYBRBTH-THL(OMOBBALEL S ENB D,
HESZUDRMMEBRETLREOOAIBENSD.
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<EEEDE>
TREAVTHRFEULENRET D,

FEHMIRICKY, HEESNhD,

BIE: HSEPEFRZEROILO00. BERCLEREES. HHETLHEEZROT .
BELEFICKENEL,

hEE: BERORRES (-2.5SD Aho-2SD OM) . FAET GITREHE) . BF
(BEFEFOFER) HBEICKY. BEEEICXELNH D, BHILS D LTIEIC
LOFHARBEOEHTVVNA. B X BRIZESEHE. ZREOEIFIK
RRAE BETUEESE

BiE: BER(UBEOHEEREZES) CHREEE (255D LT) . HHETGL
L EANLELY) BECGEHEIR)GEICLY. BEEFIZELLVXENS
%, XM ORI R IR IR RE TTEE

KL AL HE R OV & Ay B O IS B 1 S B B

1. AWV D BARER, ARSI L T, 2R LICRBEOBREN WA ITIE, W
NOBOLOZHANTHELLZ 2R (722U, YRR 2 R~ T HFRERETH- T,
RARER L DIZIR D, ),

2. 1BWRBRAETLIC 1T 2 AU DWW TIE, MU REFHEIO R TIHREMITHhIL TV DIRETH
ST, HiL6 2 HM TR b EWVIREA EM> BT 2L L35,

3. 7ok, IERORBEN FELOEIEE S C—EL EIZES L WETH D, mfRER & kT 5
TENRERBDIZONTIL, EREMRONGET 5,
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240 7= )L UBREE
© #m=

1. BIE

T2 )L RO BREE (PKU) IZHRREN ST )L T F= (Phe) DR BIRBBOBEFICL>TIIEFRIEIND
RERIL, ARXMTI/BRBMEREND—TETHD, Phe [IVEBTI/BOVEDT,. EXLEARAREE
CI=OICIEENDSIERT IBHELH D COBREBHD Phe [FEAERICALSNS LIS E. EIZ Phe K
FRILEER (PAH) IZKYF O Y (Tyn) ICE#IN Tyr REBETHEEIND, Phe KEEIERIENEFT SN
15E . Phe NEFELIMD Phe fEALFL. RFPIZIX Phe DIENZDRBEMD I IILELEVENAKE
[CHEM SN BT EMD PKU EFEIENTULVS, BEID Phe EEHIZTNODRBEMTIEEDORBIZEEL.
HER-ZRACEINBEEREICLIFEHAEEFERRETIBRERESIZSEZTN, KAICENT
HIFIELRMERZES IESRILIY., BBIERN RO REELR D EDTREINTINS,

2. RE

PAH & PAH BIZFITKYI—FEN ., PAH B FOEREBIZKIYERFHDETESIEEIT, IHIC,
PAH [FBERELTTIINARFOEZXTTYY (BH) EFIAT 57128, BH: DERRH IV IEERDOKH
BRBEOEFEICK>TH PAH BREFUEIET TS, BH, (& PAH DHERELTRIAINB LS. MRDOF
AU KBIEBRICEFIASNDT-O.BH, DIETIE F—/OEEETZEZEL. F—/Z2 /)ILTRLF)
V. FRLFIVDEBETESIERIT, TN TR I7VKBIEBEROEREICLS ANV DETHEZS
128 . & Phe MfEIZ&2FRMEEETTHL HRGENE DB TICIZEELPREHIZERINHIR
T35, PBETHERIRARV -V DRIBINTH S 2011 FEFETOH 30 F£RIZRFFETH 500 A
LI EDE Phe M (PKU, BH, RIGTES Phe MYE. BH RIBEFST)NE RS-, REHEIIHNTHAAIC
16T, £ETERM 20 ARTRFERINS,

3. R
BEAREMNANC2EEETICKNORKZEEETEZXT , NEE. CTALA. EEDOFHEMHREEER. 1TE
TOBELGE DEIESERETRT . FADRE (RAIRE . HER) . FE . BAEBHAHFOLNDIEN
55, EEFTRELTINER MR ICTHERLTERDEENH B,

4. BEE

HERTIERIEAIC Phe 5 EZEUIHIRL T, B DSLIZMA Phe fEAY 10mg/dL LR IZHA&DE
B9 5, TLTMH Phe {EH2~6mg/dL(120~360umol/L) ETE T T 5L51Z Phe DIEMEXREH T,
Phe RRREITEERICLYEGTHDTILH Phe [EZ EHRIIZBIELIEA S Phe DIEMEZIRET 5, PAH X
BIEETHHENHEE TENIL PAH RIBIEDABRIEH TR TEIV /NI BEBRERRAFH/RIILIIZESE
BETITHDH, MAT, BHs RIS Phe MfE(E BH, IZ&DEMAEELBEIG L7525, BH, RIBIELEETSN
B EICE BH ICE S EMBRES LU BB ENEDOHKBENDELLDINDTEEEZET S, M
Phe IEDAERBEX. £EH T2~6mg/dL(120~360 tmol/L) TH 5 (EBEHAIRSA> 2019),
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5.

Fik

T VTS UEN LR T HEBMERD T AIF R ZHEITT S0, EHMICHERZRE FLYHIR
FETIEHFIR K K. FE LI WISC-IV A #REIN DD, ZOMOEZHRETCLRAN) £175, FLEE.
BGRARE LR MR BEDERREETISENEELL, BEREAIBARLEER T TUOKDLENHY.
FRESCLEHTHH Phe EZ2~6mg/dL(120~360 umol/L) [Z#iF 9 5 L5 HIELET S, BENK
HDIZE . FIRFDOE Phe MfEE. BBIRI/NEECLDFERGEEELGEZEEL5Z5(XF2—7F )L PKU: &
£ PKU) , CNEFIAT BICIE. PKU BENRIREZF LT H5HE . B2V VB EFHKAERIILIIZEY. Z
RRAIASEFIREAMZELC TIH Phe fEZ LEERICEE(ICOUMO—ILT EIENNETH D, BEH BH,
RISHETHEIHZEIZIE, BH, FED B PKU ISHLTEAEMERESNTULSH . REMIZDOVNTOREHR
[EFEFZHTLVELY,

O EHOYIEICHELEIE

1.

BER SN EEERZHELRFER
227 N

0L

8

- IREVERRTIE

REEIL (BEREICE DT Phe DEMZEFIRLIARND Phe LEDHKBEMDEEERESE D)

. REDOEE

DEEEITOEIBERENDETHS.)

HY (FRVERRDEEWTEZE)

ERUERHEZREDEERTHEZAVT, PFEULENRET D,

O st

EEFBRFAREFNEHAMREFHRMASE BAMABBRMESEE) HFERRI)—=
THEREEFDERRBEREICEITIEEICH 22 RARORBHICEYT 50718
MRARE BAKXZRER R hHLE&
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<EERE#E>
Definite ZX R &9 %,

D7 /85 #7 (HPLC &)
MAATTZ LTS ZAE : 2mg/dL(120umol/L) UL E (E#E{E 0.7~1.8mg/dL)

QT TIPS :BHs RIBETEE/N\I—UHRLONS,

QDHPR E£ & f#47 : DHPR Ri8JE TIL DHPR FHDELILVERIE TERDH5,

@BH,- 1 [E & fEER : BH . M Phe {EAY6mg/dL(360umol/L) LL EDIZFEIZITH NS,
BHs 10mg/kg Z#EO1[EK%R G, BRFIRUVER£4. 8. 24 B D M Phe fEZAIE, TH#E PKU %<
I¥ DHPR Ri84E TIFZEL%EL . BHs RIBHE (DHPR RIBFEZFRL) TIL M Phe fEIXIEE L, BH: RIGHES
Phe I TRIEXY 20%LL EET,

OBICFEIT: PAHERGFEEDBERERFITBVWT27LILITRREGDIEENLREINSIE,

<gEOhTI)—>

P ORWELGLEOERHILDEELEZHHILL. QREEEL WMEITIHLTAOOEER) . PAH Ri8
fiE . BHs RABSE . BHs RIS TES Phe MAED LT NMNIRE 5 FETEI-H D% Definite £ %, BHs RG4S Phe
MAEDZER DR DI, HFHBRE@ITZ T, LR AR FIC BH, ERIE S HERICTHMS Phe EAVE
BRi&Y 0% LU LDIETEHERTHIENEELLY,
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<EEESE>
PEEULERNRET D,

I

I

v

AXMERHREEOEEEFM(EEAARKBMREZSR)

EWEEDRBERRE(UTORMLNTINM DOEFEIRT )
AREELIGL

SHEFED =IO DENERALVEBRERGELTLD
REFENLGEYARBI R TELRL
SHREHICFRER, MKHMEELELTD

BERBEAROKREUTOHRMLNTINM DERIRT )
BEHIRGEFICBRELNG
BEORBEFRHLIVE—RULRFFRIVILETHS

BRIV VZHRELTERYT AL ENTRENDBRERENDETHD

BRI IERBLTERT L EDKRERENTRFTD R (BIEE) BEREDH
RBVDBETHD

REXRBNIDLETHD

BRRBELCEORBMEFICEZBEL-RE(HEZSL) OMEUTOHRM ST
hM1D%RIRT D)

BHICEEZRHLEN

BEOEREIBELTLD (BRELTEEFTEENS 1.5SD DER)
hEELEOREE, #HELTLS (BXELT1.55D N5 2.0SD D#ERR)
BEOEREEIEHELTLS (B%&ELT 208D Bl ED&ER)

REQRAEEFEER., AR, BAETIZOVTOFME(UTOFMLTH
M OEERT D)

BEEZRHAL

BEDEETZRHDS (BRELT.IQI0 RFHOMHMELEEZRAVV-BILSHITHNATEE

EE5AHD (BRELT.IQ50 REPELSITHNAAIRELIEEDES)
#RHD (BLRELT.IQ3B KRFOFIXE-ZTYDIREE)

REQRBBEEFICETHFME (LU TORMSLT M DZRIRT D)
FHiE . B, D & ITHEEREE N aL
FHiE. B, DI ICEREERENHD

(BRELT. ENTNDEREEICLIREREEZZDDHLD)
FPig. B, DAL (ChEEREREENSHD

(BRELT. ENENDEHRERICLHERZRDHDHELD)

_47-

lﬁ\ ;&

N



VI

B, B, DG EICEEMEEREENHD. HAVEBIBERNLETHSD 4

(BRELT. ENENDORBFOHETLEEDHHLD)

EEDRIL-NMABEDKR (UTOHMrLTIhNMDERRT D)

B L-AEA A RE

FSD DA BB E
BHEEOSCTABMBE
AR ERDSLE

R AT

I VIETOETHR OB RHELECRETMERET S,
(MARDIEEAN1DTLHDIEE

(2)2RUEDEEAHY. A OMRALBR RN R U LEDIZE
QB MALE#RRBMNI -6 RDIER
(HMALE#RRBENO—2RD5HE

AE

ZWEREICDOVWTIIHARSAVESELTHILE
RERENLGEYABREIAAIRSAVICENLI-EDET S
EERENLGBERBARIITARSAVIZENLI-LDET S

ST WT AL E K OV L A3 B DT 38 1T 2 B ST

1.

R RO

Wit 2k
NOEHOLEDEFANTHEZE LI 2V (27

ELnd
ELnd
hEFE
BIE

(D BRATER fﬁﬁfﬁﬁ# CERL T, BWEEE LIS B O EDR R WHEITIE, W

AR HOIRS. ).
BB B TR IOV T, IR E ST FCIsB AT b Tl B R
T W6 70 R BB L BRI 5 = 2 215,

ZENK

B2 HDIZHOWTL, EREROXMRET D,
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241 FA 2 MmaE1HR
242 BFALUME2H
243 BFALMEIR

© m=

1.

B=

FALUIEFOLUTI/REBERICEOTA4-EFOF I LELEVE, LT 4-EROFI T
IWENWEVBBIEBERICE > TRESVF OV RES U F O VBB RICE > TIL AL 7 EFER.
RLUAINT BB AV AS—EIZL>TIUILT REFEE. 77UV T 2 A BEERICK>TIVILEE
L7 MBI RSN D, & F O UV IEIZZEADRRAHY . 18, 28 3B DI DDOKEEIZHFESN
TW5, CNoDEEL, B -BEREVICHIOERETHY . RKEREROBFLELS, EEEA(E
WFhiELEREBEER (LMHER) THS. 5FO U IE 1 RIET L7 EEFEERS—+ (FAH)
DRIBFTDIETRIET S, BMFE, 7TS/BOTOMORHES. REEFOET. EEEFEE. TR
EHETT B, EGRMEICS O THMEENHIRL, 7S/BIR. #ER. REET R REDT7
>a—=(Fanconi) FEIR BN RIS B,

SFAL UM (THMEEFOS T/ RERER (TAT) OXREE. 5 7RV MEIR T 4-£R0
FITIZILEIEVEEFREEESR (HPD) A REBLTLVS, tHRIZHIFHEEF 1R TI0 5A~12 BAIZTA
EHESN TS, A EICETH1EDEETSHITENEEZLN TS, 2BEFhIERETHY. H
DETINETIC10FIIEFERESIN TS, £z SHEFNLEETHSD . BERTRBTDHLEHD
128 BEISN TOERWEGINFET HLEZOND,

RE

SFA UM 18 28 3R ThENWERERBEER (L HER) DEERRETEY., 156 FE
BRI (15923-925) LD FAH, 16 BEBAEEREPI(16022.1-922.3) LD TAT. 12 FEBA R (12924~
ater) D HPD B ENZENREEEFTHD. HRAIZHITE2EFO U MmiE 1 BOEEIL 105~125
ACTAEHEESN TS, FAD UG REZMICHRE TIVILE., 7 rERICHBShd, & FA Y
MIE I B EFAL U DRBREOREERTHS I LT EIEFERINK S fEEER (FAH: EC 3.7.1.2)HK
BIDILETRIET D, KRB HEINSLIZLYBHEDHLIPERBENTHEIILT IEFEEOZ
DRREVTHA IV ILT RN ORRRENLREL. FEE. BRMAEEELEESIERIT F
2 B OV ZUT RN DRIVIAE) /) — O EREBEROFEEREL. RIL I EICFELLERE SR
TEHELHD. &FALUIME 1 B D 80%IEF A2 DI EHRIEN S, A TEL. TOEMER
28y ATHARED=-HRTT 5, LZIC. A—RENFBETH>TH. BRKERN ZHLGRNHD.2 7R
LIBTCRIELTEFI D1 EFRTR (L 60%ESNTNS, -, £FHITH. 2 BUBETICIIFELE:2E
L.3SICHMREEZEHT D561H D, Weinberg 51E., 2 Ll E TOIFMBREDEHEIL 37% THLHE
|MELTWS, 5FOLUMEE 2 BIE, MG FOL U 73/ EEf S (TAT, EC: 26.1.5)ARIBTHTE
THEL. 5FOLVMEE 3 BT, 4-EROF L EILE VL Z AR R MEES (HPD, EC:2.6.1.5) ARIEBT ST
LTRET D,
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3.

4.

SFOLUIME1R: FREMBOEMRMERROESTEZED S, BRKRIICIE, ETTHESLER
HMERSNMFHETHS. AR BERUR, BEEDOIDORENHY . AUETIERKENSIRED
FFEX. XEFR. TH. B, BEGEARLNS, EEHTIFFENETL, AR THN(EER2
~3NATRLEY %, ERMETE ARBD AN FRETCHESTERIET 5. FEE, FR£ICE
5. FFBEEZRE T HEHL S SR MEEZLHBESN TN S, BB CTIIRMEHREEENALEL. €Y
V<SR, EASY D RMKAREBEARBOH NS, = BRFEE. K Za—0ONF—LED AR
RERINTA)AEITERPLIERAHRT B,

ESFO U MmME2R - BEFEEV, EEREE. FOLUEROMBEIZEYHEL., BEAEPUS
ADFE-BEICIHFRT D, T=. ABEICEVLWTRKRICFOLUEEMNTHL, UbAEBNELDS, AlE
DEIIF, ERBEMNANSROLNDZENEELD, BEHALBICH->THLMNILDZEELHD, KT
FERIFRER SV ELECHBRL, ERE A SABDEBELULANFEHTHY . FE-BRRICRBET 5.

MFFOSAENBLMERITIE., FHREEFEROLHIEN S, REICmETFFOL U{EZ 200-400 u
mol/L [CaVPA—)LLTEBTEN(E. EEHRZFELZRITHIILEARETH D,

SFOLUMAESE : EFOL U ME 1 802 AR THIERIEETHY . BERDEFNLH . £
. FONA TAALFL 7 2ERE. ITEES. FHREET. BFE. IBXRM-2e3HES
(ADHD) 73 & D tEIER AR D o5, HAMREROBRAIL. SFO U MmfE 2 REFLCELIIZ. K
BHROFOLUP4-ERAFI I LELEVEREDFOL R BEMOEMAERD BILIZERLT
WBEEZLN TS, [EoEY EIFEBEIN TLVEL,

A&

OFEWaR EFOLUMmE 1 3)

NTBC(F—27T1o®) %5

PEHEE R ITELHICINTBC DBREEFHIAT 5, BICREERELHATILENH D,

QEBEE(BEFO VM1 8, 28 3 8)

mPFALAEZIVMA—IILT SO BT LTI - BFAL U BIZKYAD A VERGIRETLD
B 72UV TI=0-FALUREMRE (BN S-1)EHAL BELGRIU NI KBS LURELTHER
T5. HER-ILBRHIZ. BEO—BEBRAMIETIIZILTS=V-FOLURERE (BH S-1)%6:A
L.BEBERGIVINY  REBFLVIRILF—EZHHRT D,

SFAYUmMEIR TR, BHISARERMIET &8 90%N=F L /UIZRIET HEVDHN TS, AR
DMRFFEIZITFFEEERRBLIE o 7V N\ JEQRENERTH S,
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Fi&

ESFA VMR ME o TV N YEERGHEICROIEATENEFRLIEFTES. ZF
JUEERALGWITIIR2ICEDZENEL FBENTHhNS,
ESFALUMmAE2R 3R BEJICMFEF O U{EE 200-400 umol/L [2AVFA—/LLTEETENE, E
EREFRITHILLHFTES,

O EHOHEICHELEE

1. BER (SN EEERZRELRFER
100 AFKH (BFOT UMM 15)
100 AFKE (BFOT U MAE2E)
100 AR (BFAL U IMAEIR)

. RIRDHE

TR T EFEERS—+ (FAH:EC3.7.1.2) DRIEIZ& S, )
. NRMIEEAE

RHEL(ZF/ozFERL. BREREZTHAT OARBEIETIEAL,)
. REOESE

WE(EEICOI2EMEREEEINVETHD, )

HY (ARIERDEZEEHY, )

ERERHEZEDEEETEZAVT, PFEULENRET S,
O =it

EFOUmEERT HERICETEIRBRBMADZH IO —ILERERIEH OERICET 2813
MERKRE BAKRZFEGHEARSNERZDE £HE PR2E
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<EERE#E>
Definite ZX R &9 %,

<gSFOirmiE1E>
DEVTF LIABRE
SFOSUMmETE Tyr>200 unol/L 3 LLIFMH SA> 10nmol/L
QM7 /BN HZEIZWWETHD
Tyr>200 tmol/L(3.6mg/dL) THMNILATEEMEA H DM TR LUNDRRICKDEFOS U IENZHFE
ER
QR B HEE DT
SFALUME1R BMICBATH S, YOV ZITEN ERERD S,

<ZWOHhTIV—>
Definite: D~Q@D & TEM-ILDEEHFOL U ME1 R EHEEDHT 5,

<gsFO rmi2F >
D BT LIABE
=SFOS U MmE2R Tyr>600 tmol/L (10mg/dL)
QM7 /BT ZHICATHD
Tyr>600 tmol/L (10mg/dL) THNILATREE L H S,
QB FREMERIE X LB T AT
EANTIIE#THS,
@FGERAER WL AER EFE - BEDER

<EWOHTIV—>
Definite: DERIRIERE 2L, TS/ BNT CTREMFRERHDILDEHEZHET 5.

<gBFO rmiEIE >
DEVTF LRABRE
BFOL U miEIR Tyr>400 tmol/L(7mg/dL)
QM 7I/BNHT ZWICRATHD
Tyr>400 tmol/L(7mg/dL) THNIXTTRESE L H D,
QB FRIEMEAIE X LB T AEMT
ENTIIE#THS,
@FFRRIER FREELBREFZHELLGVEHREEEL

<@HohTI—>
Definite: DERIRIEREEL . TS/ BNAT CREMWFTREZZHDLDEHEZHET 5.
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<EEESE>
PEEULERNRET D,

I

I

v

AXMERHREEOEEEFM(EEAARKBMREZSR)

EWEEDRBERRE(UTORMLNTINM DOEFEIRT )
AREELIGL

SHEFED =IO DENERALVEBRERGELTLD
REFENLGEYARBI R TELRL
SHREHICFRER, MKHMEELELTD

BERBEAROKREUTOHRMLNTINM DERIRT )
BEHIRGEFICBRELNG
BEORBEFRHLIVE—RULRFFRIVILETHS

BRIV VZHRELTERYT AL ENTRENDBRERENDETHD

BRI IERBLTERT L EDKRERENTRFTD R (BIEE) BEREDH
RBVDBETHD

REXRBNIDLETHD

BRRBELCEORBMEFICEZBEL-RE(HEZSL) OMEUTOHRM ST
hM1D%RIRT D)

BHICEEZRHLEN

BEOEREIBELTLD (BRELTEEFTEENS 1.5SD DER)
hEELEOREE, #HELTLS (BXELT1.55D N5 2.0SD D#ERR)
BEOEREEIEHELTLS (B%&ELT 208D Bl ED&ER)

REQRAEEFEER., AR, BAETIZOVTOFME(UTOFMLTH
M OEERT D)

BEEZRHAL

BEDEETZRHDS (BRELT.IQI0 RFHOMHMELEEZRAVV-BILSHITHNATEE

EE5AHD (BRELT.IQ50 REPELSITHNAAIRELIEEDES)
#RHD (BLRELT.IQ3B KRFOFIXE-ZTYDIREE)

REQRBBEEFICETHFME (LU TORMSLT M DZRIRT D)
FHiE . B, D & ITHEEREE N aL
FHiE. B, DI ICEREERENHD

(BRELT. ENTNDEREEICLIREREEZZDDHLD)
FPig. B, DAL (ChEEREREENSHD

(BRELT. ENENDEHRERICLHERZRDHDHELD)
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1.

VI

B, B, DG EICEEMEEREENHD. HAVEBIBERNLETHSD 4

(BRELT. ENENDORBFOHETLEEDHHLD)

EEDRIL-NMABEDKR (UTOHMrLTIhNMDERRT D)

B L-AEA A RE

FSD DA BB E
BHEEOSCTABMBE
AR ERDSLE

R AT

I VIETOETHR OB RHELECRETMERET S,
(MARDIEEAN1DTLHDIEE

(2)2RUEDEEAHY. A OMRALBR RN R U LEDIZE
QR MALE#RRBNI~6RDIEE

(M MALE#RRENO~2RDI5HEE

AE

ZHEBRRIZTDWTIEITARSAoESELTBHE
RERENLGEYABREIHAAIRSAVICENLI-EDET S
EEBRENLGBERBABRIITARSAVIZENLI-LDETS

ST WTALE K OVEUE L A3 B DT 38 1T 2 B ST
(ZHW D BRAEIR fﬁﬁfﬁﬁﬁ? CERL T, W LIS B O EDR 2 W HEITIE, W

e
NOREHMOLOEHANTHELI X eV (72721, YaEHR O

AR HOITRS. ).
BRI B TR A IOV T, IR E IO FCIsBAMT b T B R

-7,

[ERURGCRAVEIEING > ST ARNIN %EEHM#'JUTTZ) LI,

ELnd
ELnd
hEFE
BIE

ERTEAIERE T - T, HE

LB SERORRE N FEOEIEE SIS T EL RICEYE L2 WA TH L0, SR ERZ T 5
ZEMMBEILR L DIZHOWTIL, EREBROMNGLE TS,
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248 ' JLA—RFSURAR—E—1RIGE

1.

BE

JIWaA—RS RAR—A—1 RIEJE (glucose transporter type 1 deficiency syndrome:GlutiDS H 3L
(X GLUTIDS) (&, D TR ILF—REBETHS T )L aA— AP R AR RICMYRAFNLGNEICEYE
CAHRBIMEMAE TH D, RAEECESHEEE CEBELA. B, DAMZTHE)GEDBHEHZELEIR.
BRUTADAERIETADNAMEDREMTEIREEL. HRGERKRERDHEAEDLEICL>THEMTTS
Nd. KEF TP ARERORBIRIILF—RELTHIET AT N BEENFMDTHY . REIEKR-A
BICEOTFEMNBELIDEERTHS,

[R&H
FSURR—B—DEEICKY . T IILA—REMANITRYRAD RN ETIRILF—FEENMETL, IFSE
FHRNMEREEEEE1-7, KZHIT SLC2AT BIZF (1p34.2) IZHFHANTOEEMD denovo TR BfE
BITIIMBRRERO . NTOFENREICEE T 5, MREEFHAZ LD, EEBARBEHER (BIHE
R)MERETHY . FNICEREBAREBHER(SHER) OEVMIERICLSIREGLH D,

REBARIIS LFIELES, FWMICEYVEREELCT S EEORFR (HHRE) (L, aFRERMEDEL
REIRETANARE. TORDEZER -FMMES. BRM/NEE. TLTEBLHR-EMRE-DAN=T
BREDHMAEHEZEZHSIEAHENEEEZZET S,

OIRIER: (FTONARE, RERKESF/E. BTRFEENLRHIZEDHOND,

QOEMEHIZAEIR: MAPEF O EBRA, Y CANTLHEDEHEREEEZZEL . SFEITFLHES
T THET S,

QFEMEMAEIK : BIEHITIX. REMERIME— DR ENITELH S,

- TADAFE: KEOFKIIEKTHY., H970% TEHRORELZAL. SREMRERMAKRIEDCTE
BIRMEEN S MIZSAIO—  EERRM. ER. RN RERELEERDD,

© ETAMAMRE: EEMESREE (RERFEFIRECATROT. RELHEESHFRIECR
FAOT . AYEESRIE. CANT . BRR. N\—F VXL ZFIO—XR) BN EERE.
EEEREE. K (BEREGE) . EBL. BEMR, BN B -BEHERLH D,

OLE=RAEMEROBBEMGFREFIER FICRAZR) SEHTH S, RF - EETE., FH.

RPAEGE DHFREE. DEMAN REFREL LA, BRICHEIYZ S, TLT, HEEER. ZFk. K-
FEARICKYHET B,

@REFRRTIE. TR TIIMBENEETHDIZEHADI ST, BERIEMEIL 40 mg/dL K, 3K
HE MAELL (T 0.45 K (F15 0.35) &R T, =L, BIERITIXCDEELZFB -IGENI L1 H D, HRELE
BEIXFEE~ETZEY 5. RERRAAMRTEIERREORKILEZRD D, TADARERDLENIEL
LN, MHICEAMEERE. HRELDIZ 25~4Hz DEMBREBHBRERDOD, HEERIIBEDLY
ILVOA—REETHET D, BEE MRl MRETIIRNER. HHLELE. RETHEOREURERSZET
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B5TELH D BIETFREICTHEESHINS,

4. AEE
TANAREFIREERICEI S TR TANAEETEIRT S, TERY ISFEHREHERRERELAET
5 ETORIRR LD, BERAMIC GLUTT OHREZINHITHEY (T//NILEA—)L aKIa5—)L,
STEIRL ANLTORR) OFERICOVTIEFEA LEISIGFEICITEER S TELL,
KENREONILGLETEENEYRBIC, EOFMTELT N BEEAZRFIBL. TLTHRNH IR
ABETHIBISINDIRETH D, 7V BEEICIE. TRMT N BEEPBETRFUXELELE LDOH
DIEFENHED. FIROEFHCEE - REOFLICIECTRIRT 5, NEX. YO BEEAOAEHNEL
THATIIA—2aF0(EHA 817-B)DHEIGHEETHY . ELERIM L DBELAIRETH D,

5 F#&
EMFPRIIBRFTHS, TALANIINRIIOEELFFR THAN, BEEHEZRTEBEL., SOIZIXHEX
TBEIELHD RARENOCHMHEEDREFX—4£ZBLTEELTHY. BITTHIEFEL,

O EHOHIEICHELEIE
1. BERSNAEEEEIBREINREFEH
100 AR
ABARNRHBREENTETIRRMBEICETEILERERETIL 80 AU LDOFEERER
2. REOWE
THEETEENES)
3. MRMAEEAZE
RHESL (RBEELL)
4. REOEE
WE(EEICH2EMBELELBRBRENVLETHD)
5  DEEE
HY (FARVIER DB EAE)
6. EREENE
ERMURBEREOEEEFBZAVTHIEFEULEZRRET S,

BAHBHERRERNSHAM AR SIERREE GEARBIERRED HERRIY—=
TRHEEBEORRRBRBIE S HEEITHI DB HAHI OB T ST I
HRARE BAKERER K8 PHLME
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<PHEE>

Definite & Probable X% &9 5,

A. BRERFTR

A—1 FHIFAEIK
FLIREARAE D A FAER (3%1)
RENMERERESE | XM/ NGEAE

(E &) EBEEE (X2)
TAMAFEE

FETADAMEFEE (X3)

A—2 RBIEREZRETIHR

® ERNZERE, B, EY - EETECIEEL, BEER, T, K- EBETHE
@ EHMREIROREENE
BEEENBEOS ILO—REHETHE
Q@ FrUBRKICKIEROHE

A—3 RIKRE

A—1XIIA—20 MBGEDELE

©@® 00 0

X1 FLNhARE, RERKESFE. BFR-F7/—ERHE
X2 EERER. M. DANZT A VO -XR GE  TESFLMAEDLELEFEND
X3 REMOEHERE. RN - EBFE. EF (BERGL) . BH, BR. GE

B. EEZHDERE

D FEELS SLCIATBIEFERDEE

@ (BOEOARETT)HERBEETCR). RUBEKRELEELE ~ETCEK5)
@ FRIMER 3-0-AF)L-D-¥')La—REYAHEEDIET(X6)

X4 BERAEIEIL 40mg/dL(2.2 nmol/L) K. B kE/ MAELL(E 0.45 KiH

X5 BERFLEREIXES LR 16mg/dL(1.8 mmol/L) K

¥6 FRIMEK 3-0-AFIL-D-FJILI—REYAHBEDETORMRLZEICIEIEATESHSH ., BIKTEEATOH
REFTRETHY. SEMRLET D,

ZohTd)—:
Definite: (1) R (2)ZFmf-9 &E
(1) A-1TDS5B1IEBLULE. MDD A—2FH-IFA—3ND1EBL LE3EHB
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(2) BOOZEREDHD

Probable: (1)RU(2)%Fimf-9 &=
(1) A1 DSB1IERLE. A D A—2F-IZA—3D1IEBULZEDD
(2) BOQ@ZEREDHD

Possible: A-1 M5H1IEBLUE,. D A—2F 1T A-SD1IEBLUEERHS
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<EEEDE>
PEEEZRHRET Do

I

I

v

ERMERHREEDOEEETM(AERARRMREZSR)

RYGEDBERRE (UTOHRMLNThN DOERIRT )
BEEELGZL
SHEBEDT=OIZRIoADEYZE AV ERERIELTVS
RERFENCEYABRA R TEGN
RERAERFICITREE, IRHMEEDLDELTD

BEXFAROKEULTOHRMrNThH1DERRTS)
BERIRAGERFICHEILR
BEOBRBHRHIVE—BHWEESHRIVLETHD

BRI IEZHBGELTHERTHENOTREREDRBEEINVETHS

BRI VERBELTERT 24 EDEEBRENLTAR DRV (BEL) BREEDO#
EIBETHDS

BREXBENVETHD

BRREGEORBMEE CEZREEL-RE(EEZET)OMR (UTOFHSLT
AM1DZERIRT )

RICEEEROHEN

BEOERBEIHFELTLD (BRELTIEEEHEA D 1.5SD Dikfit)
PEELEOEREEM, KL TLS (BZELT 1.55D N5 2.0SD DikAt)
EEOEBEIEHLTLD (B%&ELT 208D Bl EDs&RR)

BEDRAEEFEER, AER, BAETI OV TOFMEUTOFMLTH
MOZERIRT D)

BEEEROHLEL

BEOEEEZRND (BRELT. Q0 RGOMHBELGEERV-BHILSHTHNATEE
BEEDESE)

PRERECETZENDS (HRXELT.IQ0 RKiEPBILSTNTAIRLGEEDES)
SEOEEERHS (BRELT.IQ3 RFHLFIFELEYDIKE)

BEOEREEICEYHFME U TORISTINM DEEIRT S)

FHE . B, D7 & 1T REEE MLy

FHiE. B, DiEaE ICEEEEEREENH D
(BRELT.ENETNDRBERICLIREEEEZZDHDHLD)
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VI

c g, Big. DG E P FEREEENHD 2
(BRELT. ENENORBFEREICIDERZRHDHLD)

d AFiig. B, DEGEICEEREEESHD. HOVLEBEERNLETHSD 4
(BRELT. ENETNDREFZOREFTEETDHLD)

EEFEDRIL-NMRLBEDKR (UTOHMrLTIhNMDOERRT D)
a BIILAEEAAIEE 0
b fISHDAEINLE 1
c BELEEOEZETNUAILE
d AafRFERNDLE

A=l

IMS VIETOEFIR VR R HELECRETFMERET 5,

(MAEDERM OTEHDIB5E EiE
(2)25ULDIEELIHY. hoMAL- B afine Ll LDIFE B
B MAL-BREMNI~6ADIGFE o AE
(A)MEL-B RO~ 2RD5EE BRE

AE

ZHEARABRIZIDWTIEIHNARSAoESELTBHE
RERENLGEYABRIHAAIRSAVICENLI-EDETS
EEBRENLGBERBABRIITARSAVIZERLI-LDET S

P2 T FEUE J OVERE BE Ay B DRI I 6 U D R S

. A ZENS D BRATER fﬁﬁfﬁﬁﬁ‘% TERIL T, Wi IR B OBEN WS EIZE, W

NORHIOLDZANTHAE LR (220, ‘éﬁ%%?ﬁ@ﬁ%@%%?“ﬁﬁﬂ?ﬁh#’G%OT‘ file
PAATREZR B DIZIR D, ),

- RIERPHIRRRIC R T 5 EIEE IOV TR, WUIZREFERERO T TREMTOIL TV HIRETH

ST, HIT 6 2 HE TR b EVIREEZ EMSHE§ 5 Z & L35,

C 7B ERORREED EREOEIEE ST T EL LSRN LW ETH L0, MRz ke 9

B ENNEREDIZHONWTIL, EREHROSSRE T 5,
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250 4 JLAILEEIME2FY
© #m=

1. =

SROVKRY)TRHRDEFIEETTSE LV EH (electron transfer flavoprotein: ETF) 1=l ETF fi/kEHEEER
(ETF dehydrogenase:ETFDH) M5 RMIRBIZKYELSHEE THD, ETF RU ETFDH [ESFaVRFUTA
2H112 B ERBESOEROBKERERICICI S TELIEFE2ETFEERICHABT S, D=6,

BTVl CoA BKRBRERIBELELRE NI LLH D, BRKRBITIBIEL, FERHAICIELDF
BOZERMTERBLEHL. BOTEEGRBET IR - XETHRELRHICET T H6I0 5. EY)
RYICKREMETORF— X 0EMME. HABETELTRET HEH. RAHICRELHRE. HAOETEE
BICEMINDESNLH D, BRI ERLBARBMEER(SHER) THSL, EVEICEITAHERT
AR == DA OV REDFERICEDEM B BAICTADEREETHS,

2. RE
SRaVKRYTRADEFIEETSE 2V EH (electron transfer flavoprotein: ETF) 1=l ETF fi/k&HEEER
(ETF dehydrogenase:ETFDH) D RKMIRIEMNRE 4B, REERFIC ETFA. ETFB R ETFDH '
Y. ZhEhIE ETFa  ETFB RU ETFDH ICRE T 5, AEBTILEGFREERREICHLHEEDHEA
BHHEEDLNTHY. ETFADH DEEEFCILZELH REALBRICRIET BN ZLMER EH 5,

3. fERK

RNEFEEEOCREERNS1)FERARAER ., 2)FLHNR-FEHRER . RUS)KAFKER., O
ERBICHTEIENTED FIERBEER I ARBHHI SO EEGDDHE. DAL, 7R
WERTDEFD S, HERND Potter HREROCLEMUEMBLLEDTHERIEZE. ChoDE
BIEDLGWVEELRHDH, WTHEELHTFETRTHY . BERICRIEETHERRRICRT T SHIL
B, IR - PERARER L, REMEEZ2DICKTES, THhHE A REIEMIEDLS
4 (Reye) FRIEIRFE L L CTHRAET S5 S . B)EICFE R LI ICHEBBBARE OIF /I F—45E O BRI
KELTRET DIHEETHD, fIE SMDIBHERBEEELRR, BREOHNHENZIELLLIEN B,
BREZHBIMRA TCEBLREDERHNDAETHAFRELDEEL DA BARER IFELHLU
BRICHDETOHBEGEETEMERELTRIET S, /MNREAICITIEMYE, 5 HETHEDEKRETFRE
ELTERDELY,

4. BEE
AMHIIHEMAARICINA . TREDTFVELHEL. RHICRETEDRKEERTHENE
BETHD REBETEDFHETI/BECIDU NI I70 DR EBEDEKZERLEESNSD T,
AHBAHEREICECRBREINVETENLH S,
TEHOBBRIIREAEDFHINERICERLLD, HICENRICEVTINHEKREEHCIENE
EThH5, BERBRERHOERENEBISHEWVEEICEEDHDIIENEELLED, Ti-. IHBEORHATR
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VRS FERLGREEZHCEDICLEETHS, BEDER L TEIRETH D, FRHOITIEIA/F
—OHB/IRDELDIENZ VD BE~hEEDERHICL>THERDEENAONEENH D,
ZOMIZH, BEEEELT, BIV /Y- BB, BRKIEMEBLITHOIEILLH D,
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