(Dfaf & U, FODERIREE 2 it b 10%LL o7 K o bl 2 & Eeifigiie ¢

80kcal/kg/ H LL D= L — e A HERFT 5, 1RIEBALGTE O bl X 120~200
mg/dl Z HAE L35, %7 FUBioEHEI by B U 7HGEIS TREE~ DO E
o CEFBMAEZB(L S5 2 &0 H Y | R 5 I3RS NETH D,

(2) Bl 238 1556 G >280 mg/dL. A RMALIE: > 180 mg/dL) :
PRSI D S A 2 U PR (0,05 U/kg/MinsBERER) 2 EET 5, A
VAU OPEHCIRIIEE & Zp B AL, TR OB SR A SO LTRSS

3) WHERENTALAI A E I ATRE 72 &, BB IV &G LT X,

)V HHET > F— A DOHHIE (HELEE B)

PEER AR AL 2 UESE T pH 7.2> ThiuE, REBAKETF NI
A (PLTFAA 2 L®) ZEEHEA A [BEXKEX0.2m] O} (half correct) :
10 A3 LA B TR,

FUEfE % pH 7.2<, pCO, 20 mmHg <. HCO, 10 mEq/L< & L. UGEZRDIEL
I IET D,

Y LT v=F ol (HELREE B)
T - b =F 2 (VB VF U FF EHE 1000mg®)  50mg/ke/[E] X 3[E]/ H
FRERAIDE A S CW WS, AFETHRA L-v=5Fr (=i
F > FF WK 10%* £721F =/ h/vF UFFEE 100mg*) 150mg/kg/ H % # 5,

5) IKIRMEE & X U fER S (HELEEE B)
B4 UBL(FT 2 2) 100200 mg/ A
B3I UB2(7 T L) 100-200 mg/ H

B4 2 Bl2 1-2 mg/H
BZ3IC 500-3000 mg/ H
v AT 5-10 mg/ H
iEESRQL0 10-50 mg/ H

X VB, KIGHAF IV~ VERINEDAIREMZE %, 237 I 8H (k
Fo%yanNg 0™ £330 7 7 anxsg I o™ 2EHT5,

fEEZBICENX S F U LUAEFIE L TRV, BEEATEIZa ba—d
729100 nglZ R SBREDO T F U2 BT IHEANH 5,

6) T =T MIE DY EE (HERE C)
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MBI OET CESTIAECH LTI, ZRERT NV U LAERIZI T =
NEEERT N v AR EE2EZETH, AEIIRBRKEFLEDEAICEL D,
MCDDOZMI KA L6, BE5EE2H T35,

7) Mg LERE (FELEE B)

PLEOTBERBBE GREMET & F—Y AR5 7 V=7 MEDOREMEm N Z
LWEEIE, e g bRiE 2 £l 5,

FrgemigZE AT (CHD) F 7o I3t igoEHTIEIE (CHDF) 2NEE—EIR & 72> TH
D FEHEFRE R EIR EE R NS T D (HERE B) , JERSEMTICO
W, X E TICRMZET 25872 LR 2GR WEE LML, HELE
L7220,

9. AMEHIEERI. B L OB OEHE

Qe adFor&E (#IZEB)

S Lz L b A F R G 2T 5 (5-10 mg/H), BEERTIX
a2 bE— D7D 100 mg LA SBREDOEFF U2 ETLHE1H 5,

FEZHCS REJE. A F=F —EBREIE L bICHINRIICEBEORZ & L
TRIBT2b00H5, WINbELF U EEICIAZEERPLETHD,

EERME DI ORI IBWT, JRPBER OTOT TV V=5 4341 C MCD
ERW SN EA. RERCA T URZIE S OEREET S, KEICBWTIX
FELHILIC EATF L DIRMBRD BN TWARW=D, BT LLXE—7 8Dl
DT DA DIRASCT X /BRI ER LB T, REWHE A F U RZEN
%&% é;}’bfb\é 18), 19),20),21)0

A F OB BLEITHATE0 pe(l BARANDORFETIEALE (2010 FiR) 1)
Th b, REMEATFT URZEEFHEREETTF R ETEOCEN O DIZ,
BT 100 pg/B THMRREZITV., REFTROUGEB LORY 3-8 Fa¥x
VA VEEBOWERE ETHIT, KEMES T URZIELBZ LN D,

B, BARNET LA =25k NREIRROICEAF v 1 ng/H )
PHEE SN TWD D, AEBENRE T F U MHEERHCS KIEIE - B4 F =& —F
KIBIE L OER| (BIR) #ZEB L, Y01 RIA4TIEAFF 100 pg/HEHE
B4 5 2,

RE3-t Faxoa VEEBOMERNZNVEGEEIZIE, HCS KIBIE « B4 F=
F—BREEZZZCTTF 10 mg/ HIZHEL, WM& OERZIT,

@ L-HIr=Fo%E 50-150mg/kg/H* (4 3) (HEIEEE B)
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()L vF v FF NG 10%Y 7215 B vF )
My CE VL BERsi) Wt L =F PR % 50 pmol/L P 1248,

(DR [ I B oD i Bz
DAL MIE & F70 ) | 1EE A EDRERITEAF ARG LD @E & T O
BRI L R D

10. o7 ra—7 v 7
O —eroRE & 538 P IIREN (HESEREE B)
FEAAT N A P REEDNZ2E AU 3 22 A T ENAT 9,
C B REMNE
SRR IR, — AR AR TR L T A AL b, FLER.
rRUR TrE=ET
s LT VI V=T AT
C5-0H, C3 72 ¥ DR T v hv=F O L Rt v =F >
R Z DAHELZ DUV T OFHH,
- PRFVEHERS M - LB U TAT D,
< E O EFELIA O SR FHIFHMINC BRI 2 B A F o T — I E b |
JME - FEARL - YRR E IS CEEET 5,

QMR FRIFEAN  (HEREEE C)

cFEFET = T A ERRE

- BHEMRT (MRS) OFEAm : 1 [F1/1-3 FEFRED

< TADAEDIRE : BEMRE L4 1 EIREAT S,

EFHEAEREE 2RO DA BN D OHEEEE, FERE. SEREON
AP TH D,

11. AR Eo-BED 7 + 0 —|C4 53R
D EA+F o IR O

BRI B BER DY . EAFURREBD ERATHT ¥ Ry
AFENENAMRES B AR B 5,

@K

TN A= VHIERE LT R EEREZHTHER L 20TV b, K
FREDORBEIZ L > TITRMEEEOBRZ ., BT 5 & THD,
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OEg)
W OEEIAFHBALOFR & 20 09 < EEORWEIZE D D LB
b5,

@ iR & HREE

il DA HEBRAEH B FE DN MR DIER - HEICET 2MEFINHTE
TV D05, ERDOREIZONTIIDEFNCE E > TV L ORBIRTH D, A -
BEARRETEAF UCARNREEC 2D Z L bBESN DD, D TEE
RXIEBRETH D,

® EEEOME

FN=F CEEFIRAZII LD, BN RE,. ARRRREOEHRIER L,
A S D b REOTHE RGN A FRIEERE, TO0—FH, BEL
TR TS T 2 DI, BEEIZE o TES R Z L T2, /MR
B EHNWTHOREBRNAL 2 ZIT6NA L5, BRAOAWNMEEINR Z
EF QRN

12. & L7 5 EEMER
HARTRE S L TRAEA~DO EAF 45 W0 Wk L W 5 2 &b 5 (3

RE D),

SCrR

(1) Wolf B: Disorders of biotin metabolism. In: The Metabolic and Molecular
Basis of Inherited Disease, 8th ed., pp3935-3962, McGraw-Hill, New York,
2001

(2) Pacheco—Alvarez D, Solérzano—Vargas RS, Leén—-Del-Rio: Biotin in
metabolism and its relationship to human disease. Arch Med Res. 33:439-447,
2002

(3) $AREE— RN RFxT T —BEREERKBE (FRE G RA) < L
FANTNRF YT —BREE) ERABEFTERR G2 T BAEK
BT CHreRUsEBAE)  295-298, 2012

4) #ARE— EFF=F—EXRBE@ERU~AFIVINEX LT —ER
BIE) ERMAMEFERRE B2 T BARERRBIM CoraEsdERER)
299-301, 2012

(5) Wolf B. Biotinidase deficiency. GeneReviews:
http://www. ncbi. nlm. nih. gov/books/NBK1322/

(6) AR EHIIEME SRR B AR R [© 4T RBERED
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Bo rF AT —BRENE

1. PR

SharyRUT TR T EFA-CoA T4 T —8 (T2) OXKIEIET, KEME
DEER T BTV R—=v A% ETHRETH D, HYORLEEEEEE & 5.
A VA OPRGEHO AT v 7L N ARD T LR COFIH AT »~ 7
MEESND, HHT 100 FILLE, BARTIZROWMENH D 13, Lk, A
D5 2 REICHAL, FE, YR PO P LA, BELW RT Y R—U X
THRIET D ENE, A Y aA PR OBEE D b IR A IR BT T
B2 Wr S 2 08 FRAFTG PR b D B O SER] CIE IR 22 T AL T WA
oD EEPLETH H[4,5]

AJETIE, EIEERT D2 &, BEOTJEHIR, Irv=F FHTar
Fa—/LR[RETCH Y, 10 F 52 Z 25 L HERFEL & T & 7 Ipbiwle]l, E
HIENTRETH D, TOOHERY AR UV —= v 7 CHERICZEC
UL, BERBIEEZTHIT O ERWRETH D, TAV D, A=A LT UT
RETIHERS T AR« A ) == FICTIHER CRENZH ST
BV, FEICEERBIETFHRSNA TS, LrL, REBLHRT AV ITY
WESHIT], T RTCOBELHFAERZAZY J—=0 7 THOWHET O
e, ZIRKBRIRB LR oTWND,

AIFCOFREME . FrER~ARI )V —=v 7% ny MR TIERE SN
TEod, HEIXARATHLIN, TNETIFROBERHD, TAV DX
VT AR AL DHER AR Y == T2 6 5T 1 4 DHEE L DR
HLHAHMNMN, EROLHICHF T AT AL DA Y —= 2 7 TTFRTOEH
WREHSE R W2, EREREEIIRATH S,

2. BRI

O FEAERTR

FERZ T AR« RA7 Y —= 0 IR0, FENIZRIEE BV D56 OFIE
MR & TRAIND EERE 25T,

© BMEFER
WHEERE A0 2 REIS, HUEK, BGFIC, R, S, BREE T

il

[-n
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O M T F—=U AREEE . FERIERFIIEERTHS.

3. FEEWRE L OEEKRFT R
O v T v R— ABIE
BRI 2 SR R, S, BRREEE X729,

4. BELRDIRE - ERATR

OfRHHET & F— 2
AECTIHAMEHOF b7 ¥ R=U 2R, o TT =4 ¥y v THRKE
DIHET v F—v X &7 %, HAEI T pH<7.2, HCO3<10mmol/L %737,

REHET ¥ F— ZADESHR
pH<7.3 7> 7T=4r%¥%¥ v~ (AG) > 15
% AG = [Na+] - [Cl- + HCO3-] (IE#%PH 10 - 14)

Q58N h— A
W b AR > 7T mM
(HARTpmol/L T/REND Z EBZ\V\DT 7000 1 mol/L LLE)
BAE T 10mM 2 2 5
WERERE AR < <# 7 b 1k
WEBEABIAER %o r R REIZ 0. 3&E1DZ EBE .

®E 7 =T ME
BEORT CESTMAE (200-400u g/dl FBRE) 22325208355,

BT R T MIEDERE
AR NH, > 2004 g/dL (120 zmol/L)

FLRHALIRE NH, > 100 u g/dL (60 wmol/L)

ORE - BYEE < 45mg/dL
AE ClrEm ME~RME £ THEx Th 52, FLVVEROEEZHTHS.
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@ — e A
NS 00 L A0 CKIME AR D D Z SIXENTH D,

B HEES MRT (i
FAEHIE MRS CHEERIR A R IRl DD 2 ERD 5.

. W OARML & 70 D R R AR A
@ M7 STy =F o5k (2 25 I~ AE)

Ch:1 7> C5-OH @ SR Th 5, Loy LA A VA BRI 2 e

WCBWTCIHEERZW Clind, A7 V—=0 7 CTh 5, EIAREB TR
U 70 /R — T TR S TRUEB IR Z 0.
SRR I vy MR R E RS (W) # o7 A AEAIZE b7 98 Lyt
SR B OIRRIEST. FFERI V2 5 42 (B, 20061 kb8, # T hvwA .
A V== 7@ cut of f flI% C5 : 1>0. 2umol/L | C5-OH>1. Oumol/L & &4
DN, ZOMEEIFEA T V) = T CHE TR H Z EICEET D,

QFR H A7 H 2 Sy Aok
WA CIETF 7 I N T Y v, 22AF 3-8 Rax UEEE, 2-AFAT+k
N DHEMHEMA B BB, 2-AF T ¥ FEHRIIRZE THRE S
WZ bbb

(DN SR TG MR 7 ok
U L RERRO R MR HESE AL, s 2 W CEERIEMERIE T, R ha v KU T
T R TEFN-Coh F4T7—E (12) DELWET (EEFD 2 0%LLT) »BF
D HIAVIHEERZE & 72 5,

DIBAR TRk
ACATI BIEFD 2 T VIVIZIRR & R D ERENFEIE I ND.

&R IZW

OY 27 > =1-CoA:3-7 Mg CoA N T U A7 = T —VKRIEIE
AIEELFEREDT b TV =V ABELZET-THRETH 5. RYFEERSHT, M@
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HT N IN=F AT RITIEG RN Th 5. BERIEE, BT oRk
ISR 5.

@ 2-AFN-3-B Faxi7F VY -CoA 5t Fr &+ —+¥@M3HBD, HSD10)
REEIE

FITINT Vv, 2 AFN-3- Ra X UEBORFIRESEO b, 2-4
F/UT ' MERRRITRR I HIR AW & W S FHEEE AT R A & 0, ERISSNE L 7R
5. DI MAGICIIAMICET T 25, EEEREOBRIT, EE, K,
EITHLNE 2~ X kb EBEmGEREETHY ., -7 N FA T —EXRBIE
ERZVTFHRABODEBTHD. BRROZEENRH Y | 1BIT72 & OMRRAER D
B SN TRVEMLEFEET S, BATIHELESS h 7V F—v A% &1L T
JRFPERERIZ T B -7 NFA4 T —BRIBIEZ B OV AEFI > b AFE D FE S 41T
WD, ERNIEERIENE, BRTHETERB IR,

6. PDUTERE
O %2
BMERER
c FEUERB L OERFTROER DS bR EH12UERHY |
c BRI OBILL RBBED D BT VAN =F TR DR A,

SOEFTR! (FER~AR I ) —= v TEFEETe)
cBWTORIE 2 BHBED S L, TN N=F SR BEDOSRE,

© mEEDEr

DTz T, RPEEEBROITIC CTRENFTRZG b b D EERZW &
T 5, ~RICRFEEBOFTCF 7 INAT VY, 222FNA-3-8 Rk
EEEE D REHE RO D iUE, NE L{LFZH NS, Lo LeEAAT
%t 2-AF)L-3-£ Ru %7 F U 1-CoA F & Ku 4 —+¥(2M3HBD)/KIELE
DHEINTEY | 2-AF VT & MR O ZHE P OMZE ML F2 B8
BLEZOND. RPEEEOSICTRENT ABR+0 258100, 2l
ORI L 72 DREOBERIEN, BB THEIT COREZEHNLETH D,
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B WFAT =B RAIRIEDZIET A R T A >~

1. AR AAI YV == T TRy v FAIT—BRBEZFEDONILSEE

O ffeiE2 W
A HER~ARY V=27 T ChL o Ch-OH 2@l Cheb iz 4

—iAs R, —MAESRE) oA, b, figyv A, 7oe=7,
UL, EEERENImE . o b ARSI A E L. S BICIR AR AT 24TV
WeEZWrd 5,

PR A BEER S0 AT I TR T SR 0 70 5 B, BB 2N K D e
WraqT 5, FESRIEMEIIEC XD MEEZMINLEE LW, BIEDT v A BT
AU VMPRAETHL E5m 1l ~1 0m | LETHY, ¥l o8 CHleE N 7 ks
ERFEONRNZELHDHDOT, BEEBWNIAERTr ALUBIBENTHD.
EOTOFAERMDO~ AR TV —=2 7Tl IRP A OITICB TS
R RS A 53 TR JE B D W FE RS W TR T N BLEERY T 5 .

B) C5:1 DB BEL, BEDRWEH D L Ehi-hE.
C5:1 DIHMEWIGEE THOANEZ S IE LR, TN =F 58 O
ERFPEREER T 24T D .

C) C5-0H DAMEL, FEEZFDHBRBRBEFTEDORVEH D & Sk
BE.

DR BEER D=8, I, MEATA, 7oE=7, LB, WEEEAEE, M
i N RSy, AST, ALT, LDH, CK ZH& L. JRIPEEER ST 21T 5,

ODYaE, B A7 —EXRBELY BEEINVEIF VT —ERBIE,
HMG-CoA V7 —EXREE (& Rax AF LI )VH VERINE), AT/ e k
SNVT YV URERZEZ DLERD Y RPEEEBEOIC L VERN La< TiX
iy, BEINRFT T —ERELE, HMG-CoA V7 —EXREE (k Fr
XVAFNTNEABRNGE) TIXFHTERMICRET 2EFARH Y, Li—Mk
BETT =4y v TRREORBMET v R AEOREZRTHRITIIN
O DIRBDOFTREMEA E V.
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© we
1)
2)

TERZWI R DIBEE

72 REIRE I~ D RFIS

AIEDIT L A CI3AEHZ 5-6 7 A0 D 2 BEICEYYECHMKICE > CHE
BRI TV R—VATRIET D, FIERARXZ ) —=2 7 THtE
DIFE, MELHOTLDORELITI L L blZ, —RIERE LTZE
EARTHZ EDPMNETHD.

ZefE e IAR IR R B FRE OJRANCAE 5 GR 1)HERE B), EYME,
ELICHBRIIRIELZFERTH DT, REOZD LT N UBEHITEEZIT
5 (HELEEE B)

HEshL>EFRRE (MRE) OR%

A HEERR IRF
A A 3 FFfH
67 HET 4 B¢ 4 KR
1F%T 4 B¢ 6 ¢
4 ¥ R 4 FF[H] 8-10 FF]
4 FLNE TR |4 REE] 10

LZEHMOBLTHY ., BREESCEEDORIIC LV EERLERBELHD.

3)

4)

Bk Z 7 HIR

AYaA Yy OARMEBRBRT A0, BEOEAHR
(1.5~2.0g/kg/day) #1795 (HERE B). ANEOCEAFIRIIELLI T2
HET eV, BERFERTHEHEZ 0BAS@BICHKA TRBEIR V. 2
VI RBEOSEAITEARANBEROZY, EAKREI LY (S23) OHFEH
EERTH HEEE C). KNEIXER 6 » A LD S WIEIFRE
FTIRBHFEERTHY, LEHIHOEBHIROMLEREIZONTO
TEF L RER.

sick day D%t

REEEL LT, B7 b RERRBRE CREBEOR S o bk
BEHALTEE, B, ARETRE, BAFSOBRAE, BET
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o b o RRE B TR btk R Ty 7 L, 1+
HINY, T RUBER, Va2 B REY, RO 2T kR,
2+ ETHIIIERET 27 EDEE b o2 LRSS (LR
£ C).

2. LW FT ¥V RV AREICTHRIELZ b G &

AJEVTFHAER~ AR 7 ) —= 0 7 CTRCOREFZ W Z L1 TE RN
DT, FAERAA I V== TR o1 b E Vo TRIEZ IR E TE
2R LR, ERYSRE IS PR IEM:, PR, RIS A0 O AR REET v R
— VA & T LTEBNC B W CTIEAIE O /[ REMEZ BRI AN D.

LW RIE L7238 A . 27 BICRIEROBREEZ O CIh 7 v =F
TR IR PSR AT L DAL AT O,

@ AYEH o

fth DA FEBR A L HE & AR B AR FRROBERIZOWTREEIT 9,
- MRS L, T A, B, Ca, IP, 7 > E=7,AST, ALT, LDH, BUN,
Cre, CK, UA, R, 7 I /@, FLEE, v v mg, EEHEDR, o b
DN

- JRIRE : &7 B UK, pH

- EfERRE - BEES CT « MRI

- EERWOTEOOBREDTDIZ, MIERGT (B, R&&F (WE) %217

9.

T =y e Xy v TEME[Na— (CI+HHCO3) 1 >14 TIA S DO FEERER
BEEDI, LEBRAMET ABRETEL 2WEA, TLTURYT bt Thh
X7 N RO BENREDND. AETIET VE=T 400ug/dl LLEDE LWET
VESTMERENTHY, BLVET UES T IUESHIVITHOK B L EE
TRETHD.
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@ B OEEGE . RS LB

R#7 T4 R LTTROBEEZHIET S,

1) 7 NUBEREIZED+0%0n ) —fhiks_(HEEEDB)

S AREEAE, BBIAER B -BRL R B EEICHETAZ EBMETHY, TR
EORTOITN A=A EWRT DI EPBETHD.

(1) 10%RELL EDT RO S LB EMIKR CTT FUMERGHE (glucose
infusionrate; GIR) 8~10 mg/kg/min® 7 /L a— A& MBE L35 L NELW,
EDTDFLFEIRZHERT D ZENEE LV,

(2) BiEEZROHE  FERELZELTO TR, A2 U UOFA (0.05
U/kg/BENGBRMR) 2BET D, A AV O TIRIME L 2 2551%. 7R
UVERGEZES L THINT 2,

2) REHET v F— 2ADMIE
N AREEANIRI S AET v R — Y AT SE TN D .
MEICBTEERNBEDOTA RT7A4 L LTHELTOEY THD, TR
RERTERALEHKESITTYH pH 7.2> THIE, REEKFET Y
A PUITFAALEL®) 2HET S,
AAaL®. BEX{KE X0.2ml OF&ET (half correct)
10 43 LA B TR
BT pH 7.2<., pC0, 20 mmHg<. HCO,” 10 mEq/L< & L, WEZRDH
eIkt A,

3) Mk L HEREEE C)

ZWBRHEEL TWIUE, BELTAHZ LITIFEAERY, L LEWnkkeE
L TCWRWIIEIRIEIZB W T, BT ¥ R— A0E 7 =7 MEDHK
EBODIZMKE ERERBZ b 556030 5, FHraiTt O LT,
PEERE WD 7 N UEEATRIOBENEN T LEDLRVE I ICEETRET
H5,

4) AT E P (HESEE B)
AMEHERICANTRSEREZLEL T LD 5.
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3. AMEEIFEIE G OSB3 L O WIREE R O Xt

10 ¥&Rz 5L, EELREELZESELICILS D2 MDD, TRAETHNIZ
AUk 28L&, JEYWEZ: EOFERRRZ, BEER 7 TV F— U AL &S
WEACT A ENRHEEL IS,

1) ZEfgadtid . YREELELRWTHIETRESETLE S Z &, 28R
MOEELTHBETHY, BILTYa—AR0IETTRE I ENNE. A%
MOV I Bt A 2.

2) A YA DA AR D20, BEEEOEAFIBR (1.5~2.0g/kg/day)
ZAT9. @IS 7 b AREEA A ET DO TEW L.

3)IN=F D 2RRZ HTIET HT28 L- /v =F 2 30-100me/kg/ H O#E5-
B9,

4) HEEE L TCAE TR b ARRE B E VTR b oRgEE T
w7 L, 1+74267 Rk a2ikie, 2+ ETHIIEERET 27 E0fFE
b Ol ERHEEESNS . Kol BRI S L HICHRE L TkL.

4. WEEZHBO 7 rn—7 v

ZELTHNTS 10 FETIH 1 FICHEREOZZERD L. TO%KE 14
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