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SRR
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AFILTOERMSE  ESIVBL2RG ﬁt(mm-
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VIIA
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MO 4337
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) ‘:f;l * 4 88
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s AMA 3320.6uM/mmol Cre

FEERREE A 24, TuM fmmol Cre



A =Rl a3 (1R

1. PR

Ju A UEEmE (PA) VX, A=A =/ CoA BIWVEFTT—F (EC
6.4.1.3; PCC) DIEMIKRTIC L »TC, 7n b F U ia2 13 U &4 2 HHR ISR
L, fREHET & R—=3 X BFEORER A4 B9 2 F Y R B PERIBIRE TH 5 (
X 1),

7a A= Coh DRGNS 2 X - FK & LTiE, (1) PCC KIBJEE (OMIM
#606054) , (2) PCC OHilFECThHh 5 EAF oS,  (3) ©4F & PCC
OT REEAOILEFEES MBS HETH DR WV RY v 7 — B EaESE (ICS
) KABREMN B D VS, B AT AR, HCS KIESEIL~ VT TV VR RV T —
PRAEIE (hHEEM) & U CIET D720, KRZBEEYE Gt PCC KARJEIZ DWW T
Bo5.

WAV, AR, LB E L BICREHET V R—v A tmT =T
MAE 23S U CAMEIMIE 2 BIET 5 23, B R i IE-C SE M 7 & CHRER X
ARG FET S, PiER AR V= T O— IR EIREBTH 5,
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BAEEITN 4.5 FAIC 1 AL, BHEECERSNE ?, LALZoPITE.,
BEEPZLVWEBIONTVWD IHEREM | PELEENTEY, ¥ TV F—
/X%W@ivﬁé%&fh%%fTéPA@%E@E@4WﬁAK1Akéhf
W3 Y, RIE#RZEFIOEERE T, AEBABERETIIAF Lo BRI
FENRORIERNEL, DNWTFe A UrBIUERE W E S TW5 Y.

2. EEARAEA

OFEERTH
AR AAT ) == 7 TR SNWDEBERIZET. FHAERMICERED
FHERFRAFT A (KM - Ml E) Z2—BHIRT 26 H 5.

@& MERIER ,

MERfEE « fRp - EREELR CTAEMIIEL, REMET Y R—v X « &
=R« BT =T MAE - ARIMPE. SIBINER EORERE L2 ETDIE
Bl afEd. WL XD Z T AROEBEZHAERBE, R - BROBRAR
7R ENRZE L 20T VWIHSIRENIRIEO Y — I RH B

Qe HEETTRY
FHRHH 6 OREEARER - KEWIEL2 E2F0 b, FEREFOBHIED)
FEIBENHN DG ZIET. RAITETL, IO &2 TEITERD
BB A LND. BETICEEREMOEREZET O bbb 5.

DFcBIEH]

TFOEBEOWNTNIEZYTEH0EET.

1. PCCHOBH T 2=y b & a— K45 PCCB BaF D Y435C BE D REHSK

2. kRSN OT v A UEBRIMIERE T, BARIBIC O =F U RZBRVIE
e (L V=5 >20nmol/ml) T, MmiE (M) Yur’F=LhL=F
VIBEN 6nmol/ml AR THAHE. 2171, BHORREET Y F—Y R
EIIELTIZZ DD, HHWIE, KIE, &7 =7 IMERE DK
BEMEBEEZROTWVDEEANE, ZOREE2ZEH LAV

BEEANT, FRREORBMENZEORE LT, EERT UV F—U A%

YEEFRIEL RN EEZLNTVD, EHTFPRICEL UI=ET VU ARRKRELST
HY, REETHA.

3. FEEERS LUHERPTR 97

AT AR LA RINCT T, BEEORHIHET S F— R - HT7
F=TMAER EBHIRL, WHLAR R FPRIEE - HERRE TR SR
~E R EREREDIER ~ERT D, IFERLIE S FRROBIEEE LRV IRL
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P, FRICIEYUENRE 2 ER g L 1D T S . a v b — VIREER T
BTN RN X, IR ENBIET S (AT ~o UBRIE & RER) . BLT
WO LT R O S REMAE 18, iR~ A A7V — = VR ENRIE L7 o
B R INIE R O FIESE T Sk NS KA.

O i 25
APERIER TR HdL, TFASEI (35%) « B5 10 A 5232 . IEREDY 4378
OWHZ LD,
OPPRESE IR
BMEFERLSC, 18T O AR TR OB P E T WA B
ARG IBEIRAETE (35%) MEIFEIEIR E LTE L, BlE (12%) L7255
AbdHD. TOA (12%) FIER ISR T D EkEE N O, SVEINE & 2217
Ehazlbbb.
T, BEREIA2O%IEE S LT, b L IECHHE S 2B MR R e
R RITET I L - C, S rEsh S R 42 535 Z E8% 0 (2.5
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O A — A% TE B
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EFLBRIAECMET X/ b T A7 =5 —% (AST, ALT) 7 LT F=rFF—
BDOEREZHI ZLHE.

F) BEEOEE L BEEF

(D) RFBHET S F— %
« BrARHE HCO3™ < 17mmol/L, FLIREALIFE HCO3™ < 22mmol/L
cpH < 7.3 23D T=FrFx v 7 (A6) > 15
) AG = [Na'] - [C1 + HCO3™] (IEHE&H 10 - 14)

HEORBHMET > F— 2 (pH < 7.2, AG > 20) DOBA.
FHBRRBIETIEL R,

QB T vE=T MAE
AR NH, > 200 g/dL (120 pmol/L)
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(3) fnhE «  FEYEE < 45mg/dL
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5. ZWORILE 72 2 kB

OIAFT NI N=F R (2T b~ AE)
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PEMEE A S C, ALFRZMR e Th D, O OFERITIA Fr~r
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O T PR ™ ™
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@ fiFpT
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PTHPORFICE Y e U4 VERIEZRBIES 5. PCCABISTIE 13432 12,
PCCBEA5T13 3q13. 3-q22 I\ JRTET 5.

KHARNBE COBRGTFERICET 2HE

PCCA 85T
AARN 15 EFOERICETIHREEZE DD E, 230 TLIVDSH
923-924insT ZZE N 30% (9/30) , R339Q &N 17% (5/30) , IVS18-
6COG ZEFN 10% (3/30) TEL & K7z 0.

PCCB AR

BARN 16 ERIOERIZET 2HELELDDE, £ 30 TLLVDIH
RATOW ZEH A% 30% (9/30) , T4281 ZEHA 27% (8/30) , A153P ZRE7% 13
% (4/30) THL & HDE .

—5 T, BANIT 1/86.5 ADEIET PCCR&ERRT D Y435C BEREZH LT
WA EHRESNTRY, Y435C BRO KR EHESEITER L 1/30,000 AD
ERERTIHDONLHESNT VD, ZDZ e, BARAATOZ VT LA
C AT Y=V S ORE T O B VEEIIER 5 FAK 1 AL MEITE L
THEICHEVES TRD LN HFEEIL, V435¢ BEBEZ VD EEZ LN
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R RSP R et =P DG R
© LW EROIRE CRIEDSE)

(1) HWyiHw

(7) L=-hv=F> 50-150mg/kg/H (43 3)
(VB F 2 FR PNIEL0%Y | E721Em v BT o 5EY)  (HESREE B)
M7 (R DRI WEHE D v =F R A 50 pmol/L BL_EIZ R,

(2) FEPE (HELIE B)
(7)) BEHEEORIRY X7 HIR ¢ 1. 5~2. 0g/kg/ H
AIBR T 2/ O R 2 BT 5728, RS —E IR AN v e Y
UA Yy s AFAd=r s Avd=r - JU v URREI NV (FH S-22) HHHA
L, HRFED & 7 BHURIIR 2 BAG T 5, DR IERGEIZ IS U7 g2 Uik
T A B O PRI A 3 BAT O,

(3) TvrwrFA) Oxhs (HELEE B)

JEGURE 7R I L DRI B - BFE TRAIZIT R OICEREEE 22 S8, %
BC L0 T ROk e EET 5 2 & T, BALITTHE I L AMERIE R T <,
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O HeEzWr
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T 5, —F, BRIEFCONT, iIERYAAZ ) —= 7 T8 T LERRTE
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DO, LLTFD L 9 RIBEEZ BT 5,
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fth DO F IR B E & [FRE, BRI TROEBICOWTHREZIT Y,

- MEHRE CRAM., —xAbFm)

- IbE, MEATA, TUoE=T, B YR, EREENIEE, RO K -
M7 b RSy T

- R 7 bR, pH

- EBIRE : BEER CT « MRI

@ SMEHOIERE S

M7 74 A) L LTTROBELRGT 5. @7 87 ME & AT
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(1) ReozElk (ERREE) HLEE B)

K

(7) RENEE L NTHRK (WETHT)

(1) FRMEIRL— N OREE

Mg E LRER T OER L — N I EE A E RO R BR SR

RV — FREREEE G A ITE RS CEHE ORI CRBE BN
E)o

(7)) BHEZXY FEAZHRE L TILEZHERT 5,

() MBS U TAESHEKZEE L TLWR, BEIZ2L2WVWE ST 5,
BL. £AHAEHEAKEES OO ETTEMFIRA2#BE LI L TR B0,

() BRI L BRRATE B AT 5. B EIEE PRET 5,

(2) BAbTuEOIS] (HELEZE B)

HAE IR, FARREIMET S F—Y A4 R LV O ET =T ES
EA T, ZUNTERELR0.5~1.0g/kg/ BIZHIFE L., K& 7 BAvIZ L AT
R VBEBEOTLEERIHIT AT O+ 0 RN AR LETH D,

(7) #Ee L, TOBIRBEYHSED . 10520 7 Ko a2 & el <
80kcal/kg/ H LA ED = )V F —Mifa MR35, THEBRLATE O MFFIX120~200
mg/dl & BIEL T4, X7 RUBEOREIZI har R THEEETTRE~OART L 72
STEHABMEZEBELIEIZLHH D, BREBEGIIIEERSLETHD,

(1) mEinyE PR >280mg/dL, #FrAERBALIE > 180mg/dL) ZRDLHETL, &
A R ORI E R RET D, A A COGH TERLEE & 72 D541,
T RUBERSEEZECLUCHIGT 5, BEABIRANMERRER S, BEBITXY
BRIR L CTHW,

G)YRFET & R— ZDOFIE (HELEEE B)
REMET ¥ R—V AREEOHEAIZERET ) v ABREIZLA2HELITY, &
BAREPCHERALE2WESEZ ETRE pI<7.2 ThE, REAZEFT NI T A
(A A1 ®:0.833 mmol/ml) BEXO. ImL/kg (=half correct) Z1043LL AT
TH¥IET 5, BEMEIX pH>7.2, Pco,>20mmHg, HCO, >10mEq/L & L. #E LA
TAVE RS CRIEEIT O WERH B,
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(4) L-B=F o h (MR B)
HHENE OYEIEAE S - v = (v vF > FF #97E 1000mg”)
50-100mg/kg/A] X 3 [0l/ H Z #5945
FESLRI DS F A S v CnZe Wy, AFRETCHEH L-hrv=Fr (=T
v FF W 10%" £7-1% /v vF 8 100mg") 100-150mg/keg/ H 2% 545

o

G)KIAPEE 2 3 %S (HELEE B)
F OMDOETEARENE & 2 o H G 2 ERT ) B 52 IG5
cFT R (BXAVUERE, T U UFR) 100-200 mg/ H
CURT7IEy (BAT—EE, A RN 100-200 mg/ H
- EH I C (T ANV UEEE, =V PIIR) 500-3, 000 mg/ H
AT (BT R E T IENAR) 510 mg/ H
- MfEEEQLO (/A %/ AR 10-50mg/ [
- X I UB, TR

B2 UBy, FUSHEA Fo<m SRIVED FREMEICH LT, B Frdy anF 3
VHETNI LT S anNg I (B X AU 1-10mg/ H 2 ETET D,

Ta A DB HE LT b, B4 2B, ZERVWCHRIET S, B
VB, 1. BOGHEZ BT 2RI B D Tlikie - WPk 21l 5,

(6) A Lpers (HELEZREE B)

L E DR 2 2~ 30 BT - THANHIIET & R—o A0 E L2 WS, H5H W
BT =T MAEOUEE N Z Ly (K TFN50 p g/dLRTSICHE £ 5) Hiid, B
ATCHIRE LFIEE ERT 20NN H D, AR L O A R~ I EET 5
BROVEERENRE~ DB D /D72 I G| FRgeiliikdetr (CHD) 7o 1L Frt i FE A lid
(CHDF) MEE—BIR &R o> THY | EE a8 S K ER R ~ - Cifix 425 2
ENBEETHD, BEESIINRNE L0, kL CICEM2ET B2 5D
R ZERWIGE LAMIIT, #EEE L e, AT E Th D,

9. AMEFSIERER] O S MEHIEE 2 36 K OMBMEEITRURE 1] o il 11

1 FHEE

(1) BREZ 37 OFIR (HELEEB)

- AMEHIFT RSN E L TEX 26, 1REBLEN H24~36BFR LANIC T 2/ BRELEI D
W% 0.5g/kg/ B BEALE L, 0.8-1.0g/ke/ H % BEE|CHHET 5,

- BROFER - BRERENARRICZNERY - BIRAFAEMAL 2 E~EF LT, BR
KR ERE 0.5g/kg/ B BB L. 1.0-1. bg/ke/H £ CTHEiET 5,

— 186 —



< AEED - RIS LT BB RN F—DERIZZ D H, TRLF—BLOEZ X7
EORESE. Ny oA Vnfy « AFF=r - ALF=r - T UhE
Iv7 (FH $-22) - Z Uo7 xEHI (FHIS-23) - £33 - F8IEHMR &
TH D,

e Ry BREO BRI, FLRE 2.0g/ke/ A, FHIEH 1.5-1.8g/ke/H, FE
HILIKE 1.0-1.5g/kg/ B TH D, MEBT I JBERZ, oA VoA v BEOKT
(<25umol/L) WZEET A,

B OERT VX —RRIITRERESABE TO T UK TV, B
PNZBEEE LRWSEEIE I v Y —fik e R T 5,

(2) BEER (HERE O

BEDOF I L5 TROLEBIIFEILR S TWRWA, MO RAHERE TIT
ABEEEIRDZ IR ENBD BTV D, FRZHLLEF TR BEER %
ERET %,

@ L-HN=F %I . 50-150mg/kg/ B (433)
(/v vF o FF WA 10%* £7-1% =V hvF 88 (HESRE B)
myE (F-iZEkm) EEEI LV =F EBE% 50 umol/L LA EIZHED,

OIENMEIC X 5 7 v 4 U EEEEA DI

IERAE# Cld, BWIRETOSHEROEBICI > T, B - 7o 4 U8 - B
BEII U LT H5BOEBERNIBAREALAIND, ZNHD b7 e vF U BITE
FIZFR~E T, 1ZET RN TR TY 7 E 4 =/1CoA— A F /L~ 11 = L CoA— &
7 V=V CoAk R T TCA BIEEA~AY | A4 v B D ARBE~EA T/ Vo
— R LB, TERASO A UBEAEIIN FOALTABT, KNTZa X Y
U LBOWRRNES T AGMEERERE (T RARLT ha v B AERE) BRETFL
. AEBOMBIEEL LT, EROBIE L FEFRSICLABREZIT Y,

() A hm=gY—n (s 77 V=A% Y) lomg/ke/R (533) (HESZE B

)
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