RiEA . EAEINARF VT —EBXRBIE

t MOZAFEEO VAT T —BOEFEENA LN T WD, T rEt=)
CoA IIVIRFL T —F (PCC), AF /L7 1 k=)L CoA H/ILRF T —F MCC) %
IR T R BRI . BV B VBRI LAR VT —F (PC) IR AR, T
T F L CoA TNVARF T T —E (ACC) ITAEMIEE S RIS DEERFER THDH, =
NHIIKBRHEE X IV THOHEA T U afiER LT 5, LR AT AR
HTIRINODEELFRRFIIE T T 528G NVARF T 7 —EBXREBIE (v F7
NHNVRF ST —Y RABAE, MCD) RSN DIRELZ 245 V2,

TR AT ACGHERFIEX (1) Ae b AREF T 7 —BEREES (HCS) K
BIEY & (2) BAF=F—BXREIE? ¥ O 2 FHEICKI S b, HCS X
PCC, MCC, PC, ACC DT RIRKIZEAF L 2 A E ST DS MEE L, 7R
rdmufk (e VRxs7—8 {EEER) ET5ETHDL, EFF=4F
—BIIEA T UoNEE L TWD X XTI ELFT U Rl ST 5L TH
., EAF=F—BREEIESTF L OFMAOREL ST (K1),

PERIT MCD % BRI B AR i s & SLsh VB RN KRB L, EICHTFE D
HCS RIBJE, BBV EATF =F —EBRBIEICHT=D & I7o03, HCS KRIBJET
HILLEIIEG S H 0 | BERRE L R BRIIN T L = LR,

WTNOREER S FRAERSEBEREXE L KHEEO AT (10-100
mg/day) OfEAELGIZ IV IR, AEFRIC RIS 5, FiER~2AZ 7Y
—= T O—IRMBIEETH D,

B L ATO HCS SARIE D RAEHEIL 1/100 T THD Y, A F =7 —¢
RAJEIIRCK TIL 1/6 HOBEE " TH D0, A TILINE THERINT-DIX
BHIOHTEHY 9 AKFDNCD TiX HCS KIBIEDZMINELE SN, EHIC
AFBD HCS KRIBIEIZ I TILEBEEZ B {c. T10T>C (p. L237P) |
c. 780delG (p. G261V{s*20) | WAFIET D7D, ZORENZEICHEHATH D

10),11), 12),13)
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@A TR

BRI - RAGYEDUEM: 72 E3 R G0, FrIZEGL e & 42 22 ITER 0 ks
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2. FEYER IS L OBRIKRAT A



SR OIEIRIZIERF R 72 T2 0, BIERGYIE M O FEER T A F - REY
A T IOVEEIER &L DR A2 ET 5,

O FpfEE 3 %@%rfﬁ%ﬂ LR OLS S | SRR 2 B35,

@ X rpREREE - SN E RS, R, SRR, Tl AR EER
LI ENDD, if_\ @ﬁﬁﬂ”é@?&i&f ELT, b LIIGHEE N
12 PEAIIZ AP R R MAE TR L - T, BRI rmERh R 2R 2 &
T5H I EME,

@ WFLAR - MErk o 2EENIC AR RO 2 R B0,

@ HERtEOMmZ

3. BE LI BRER
O - PRI

APEINITIE, MOFMEILE (X F L~ u VERILE, 70 B A U RRILE) &
m*% \—'f—tﬂgﬂ\i‘T/ }\ A . b‘ ]\»—‘\:/X . %‘7 V%:‘?Jﬁlﬁ . 'f&ﬂ,]lﬂ% . %?L
RRIIEZ: & ORI & 2T 5.

KIETR

DARHHET Y R—3 &

(1) A HCO3™ < 17mmol/L
FLIBHILIFE HCO3™ < 22mmol/L

(2) pH < 7.3 7> T=A4rFv v~ (AG) > 15

¥ AG = [Na'] - [Cl + HCO3] (ﬂzﬁiﬁﬁll 10 — 14)

HEOMRGFHET > R— 2T AC > 20 OBE . ARERRAHIR FIE 2
<EED,

@7 =T MAE - FENRS NH; > 2004 g/dL (120 g mol/L)
HIEHALLRE NH, > 100 1 g/dL (60 wmol/L)
DARIMpE - FEYE(E < 45mg/dL
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- Faxo A YL U Lh=F (C5-0H) L[FEFIZT o’ 4F=LhL
=F > (C3) DEFHLTWAEAIX, MCD i< Sebivd,

Co-OH FH-OAHEZETHMD b5, 72720, C5-0HD EFIFIAF LI 1 |
=NANT VU URIERB T N AT —EBRBIETHIE L TAHA LN, ZNETT
TN INEETH 2,

M HAUTATA AT V== 7D C5-0H DA v b4 7fEIZ 1.0 pmol/L &

SNHNB, A7V —=UTlisk THT R D Z LIZEET 5D,

QR A HERA S e

IND DN TE HIRREREEICTKE L7258 IR . BE 1 AICOE
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VU EATFNT = UEEOPEREE A FRIRFICRE D bNA T ENEETH D,
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DAED HCS KIBFEIZIB W TIEEBEZL T {c. T10T>C (p. L237P) |
c. 780delG (p. G261VFs*20) | NAFAET HTod, ZOMHNZWIZAEH TH S
10,10, 1219 R 7 80% A8 . T10T>C (p. L237P) 7> c. 780delG (p. G261V s#20)
DWTNNOEREZ S, 8 OMAEETH T LAV RIET 5 RITE
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A F =X —BIEHHIEN TR O CHE S TWD
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— = TRMIET VIV =F AT T Co-OH MM ZWr D54 1 TH D54
L. LT OEERZENTOIMLERH S,
3AF NI h=)LCoABINEFTT—EBREBIE (AFNLra =17
U ¥V RIE)
- HEEORR 3-AF LT T h=/L CoA HILRFL T —BRBIEREE
- 3-bt R AF T2 EingE (HMG-CoA U 7 —¥ KIBJE)
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c BIOBILE 2 HBED 5B, TV IV =F S DA,

Qe EZ W1
OIZI 2T, JRPEEERSHT CRIZ3- AT LT a b= LT ) R0 ATF L
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s 3 AFNT B h=LCoA MNRFYT—BRBIE (AFNA7a h=7
U >V RIE)
© B DOREN 3-AF LT v b=/ CoA INVRF LT —B RBIERES
- 3t R X AF AT EAREME (HMG-CoA U 77— KIBIE)
EAF UREZIE (RERHAREROBIEEE A F o RZIE S ET)
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B N TF AT —ERBJE
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MCD @ 5 5, HCS RIBJEMNE A F =F —B RIBIENDHEEZWNIL. EisiE
Mrd L IEEERIEERIEIC L VIT,

2. Wit € £ TOXbIG

FRL W O ML AT T8 H T %@%@%ffiMﬁﬁﬁ%hﬁ\l%%@
ELTHEEMEZED TV, BIZEBORWEAIT, EZHR SO ETO
R a%*ﬁkmmf®%$%%% BRIETFICHER L, BESIENL, T
KT AONTGEIITELICEREER 22T 5 L ) BFET 5,

3. 2T E 2 DRI CRIBFIEDGH)

(1) ©FF s kEfh (HELIE B)

HCSKABJE, B4 F=F —EBREIEE HEBEO ST ORABRGIZLD
BRIREY, AALFRNC bR 5, JRPAHERE 2T CMCDIZ Ry 72 /3 % — 2 (3-
bt Refdo e F Ui, AFLVT g, St%m%/4/ HEEE, 3-AF
N k=7 s g EOPRIIEIN) 2 2 LEGA I, e T U
5. (10 mg/daymb) 179, WITZE E%%kbf%ﬁéﬂTbétﬁ?/@
A, 0. 1%84%) (g4 F > 1Ing) b L <130. 2%8454] (1gh B4 F > 2mg) T
b5,

72BMCDD 5 6 ARFOHCSKIBFEIZIFESER (e, 710T>C (p. L237P) |
c. 780delG (p. G261V s#20) DFEE~T a k2 ¥ BnE<?, ar tre—i
D7=®H100 mg/daylZ M SEREO AT U2 BT HLER3H 5, ZOBEIZITE
A F U AR (DSR2 &) DA EEBET 5,
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2. SMEHI O A
fth DA HEER T B FE & [k, BARHZII FTRRoBEA I YW THREEZTT ),
- IMIEHRAE CRAYM, —ixAbZmd)
- IfRE, MR A, TrE=T, IR - EVE R, WEREIRRGEE, R
AR - M N ARGy
- JREREE . 7 AR, pH
- ERFRA : HEER CT « MRI
SR RERE ST TRIR D MCD 3% — U 23380 L, IBEAY B4 F v K&
BRI B2 5,

3. RMEHIDIGHR & - T1. HRERIRET A KT A4 (p.2) S

AIETIE, A F U HIRTWD 2T EEE R RH# 7 74 U RITHD 2 Liddh
VRV EBXONDTZD, EAFUNRTBOAELHER L RN S, TRD
B2 BT %,

OREDZElL (EELEEG) HERE B)

(1) XUE N & N THK

VBN BHIVTKENRE 217V, #HFE2 L CANLERER L EANT D

(2) #lRV— N Ol

MR E LA D ER IRV — N I E R 2 A SHER RO R BR BRI o 720,
RV — NERINEE 255 1B 872 EBLS OHIE CRBRE 2 3IRT 5,
(3) EIZ X v HJEAZ 5 L T+ 2R3 %,

(4) MBI U TR KEZRS LTIy, @BEICRL20nE 91235,
AL, EHEEKES O DI B LTUEMHIR 2% B LIZ L TE R B2,
(5) B ELVEIR LT ERIR AR B 2883 5, SRR IEEE I RE 3 5,

@A F ol (HELEED)
A F G A W BIMET D (10 mg/day~) ., EEMTIZar ba—L
D7=100 mg/daylZ K SHEREO AT U2 EHT HLEENRH 5,

@% 7RO pIE (HELEEED)
ST~ To Y 7 EBRETPIEY S, ST AASE L TE b,
TRIRBRAAG D 5 24~ A8BFRILINIC 7 3 7 e G- 2 BT 5,



@RACTCHEDOIH]  (HELZEE B)

V)IRZ ™7 B L D7 2 7 8 B o2 i+ 5720+ 0oL ¥
— RN MLETH S, 80 kcal/kg/day LLED IV —AHlE L. +o72 R &
AR CTE DK AT 9, 10% L ED T R o & & iR N b B S8 ixh
DR IRIR 2 FleffT % o AR 27 L 20— 2L BE BT 0-12 A H :8-10 mg/kg/min,
1-3 5% : 7-8 mg/kg/min, 4-6 5% : 6-7 mg/kg/min, 7-12 i%:5-6 mg/kg/min, &
FI:4-5 mg/kg/min, A 3-4 mg/keg/min & BZ &35, 1REHGBHZOIL
FEIL 120~200 mg/dL (6. 6-11 mmol/L) & HiE L4 5,

2) migE CErAlE >280 mg/dL(15.4 mmol/L) . FAEEHALIFE >180

mg/dL (9.9 mmol/L)) ZEWH-HEIL, AL 2 U v OFHeiE G &2 BithT
5o A VAV U EEEIT o THMEFLERED 45mg/dL (bmmol/L) Z#E 2 5556
I, T CICER BBV TE LTS 2= X — & LTHHTE TV
We, BHRELZ T T <,

3) 7 RUiEE OB TITEATTEDOIEINEE L WIGE IR, FERNRLAZ
EHT %, FREARIGELANL 0.5 g/kg/day  (Max 2.0 g/kg/day) D523 HELE
INTWD, Fio, RIGRGNERGE, R 6RHRI VY (S-23 £
1£S-22) AL e ) —EBIEEESCT,

K7 RUBEOHREGILI h 2 U THERRIK MR~ D AR & 72 o> TE LI
JEXHEIELZ L bHY, WREERGIITEENLETH D,

® AHEEREOPEMEEICH N - v=F > (= VF o “FR#EH 1000
mg*) Z 100 mg/kgx AN —T A H4%, HEFFEE L T100-200 mg/kg/day % 5
T 5,
FERANEH SN T Z2WEE, AFETAHRM L-Iv=F> (=1rn
F U UFFN IR 10%* 7213 =/ VT U "FREEx) 100-150 mg/kg/day % 5
T 5,

® w7 =7 MAE (#HAENE >250 0 g/dL (150 1 mol/L), FLIEHALIE>170 u
g/dL (100 . mol/L) } Z {5 BMFIERFOIEHR (HELEE C)

WA CIL, FWRRMNEET = AL R LV D& T =T fIUE %

fEo, E7 =T MIAEZFRD DA L3RI T e =T H AR T 5,

1) ZBA&EWT MY U L™ % 100-250 mg/kg % 2 FFfH] THRK 5. £ D%,



HEFFE: & L C 200-250 meg/kg/day & #5395,

) ZEAEWET YU LNTERE BN L THERFI E L THY B TY
5o HRHEHEIT 5.5 g/m?2 £7-13 12 g/day,

D REMET > R— ZDOFHIE (HELETE B)
THERA MR AR L WEIE T pH <7.2THhIUX, KEEAKFEFT FY UL
(LAFAA =% HCO3 833 mEq/L) Z#H5G-T 5,
AL ®  BEX/KE X0.3 m. OF¥&ET (half correct)
iR (1 mEq/minkl ) I2&53 5

HEEAEIL pH>7. 2, pC02>20 mmHg, HCO3->10 mEq/L& L., dGEZFR O HHR
WZHIET D, TV R—V ANUE LT, LT O M bEE %217 9 &
ERH D,

7) ik b lE (HESEREE B)

UL EOTRIER MG B AREME T & F—3 ZAR0E T % = 7 IfUIE O BBl [ 8 2
LWEGAE, oz iigig bRk 2 Ehid 5.,

Frfe ozt (CHD) s 7o 13 Fpfe Mz il (CHDF) 2385 —3fR & 72 > T
B FEh TR B IR E RS R e IR T D (HELEEE B) , JERRIEHTIC
DONTIL, WEE TICHMZET 2580 Eot 2GR niEabahcix, H#
REL7W,

B DEH

1. BFRE

IENOAEBEMIE L B30 IFEAEDIEFITEASF U BREICLVEERT
DEBNAREL 72 D,
2. SRRk
OeAF &G (HELEE B)

SMEMZHEN L &b AT oGtk 5 (5-10 mg/day), HIERT
T2y ha— O 100 mg/day IZ R SBREOECAF L E2E T LIEENH
%o

F 72 HCS KABJE, B4 T =X —B KB & LICHNEYICEIBEDRZ & L
THRBETA 20855, WITNOELTF U HEICLAEENLETHD,
R MEDOIRZ OZWIZ BT, IRIPEEIE SHT°T Vv IV =F 5387 C



MCD LW s, RENEATF U RSIEL OENEZET 5, B4 F N
WINE TV, BT LILX—7e EOIRIBEO T D DMK DRALSLT X /R
FLOMAFICREME AT P RZIEDHRE SN &5 O BUEITRAL
REBEBEM~OEFTTF UIRMNBEDOND L)z, TDl=dh, REMEE S
FURZIEITFAD L TWDE, LLELSTTF U E2EGE R0V —5ORRI VT DI
IZEDHRES, BT UOA TV RWHILEREEE B, AR GIZL S
IR 7> D OB UK FITPE O RBEIEE A F U RZIEITITS EH S HEED ML
Tbh b,

EAF U OBIHZEIIHRA TS0 pg (THRANORFEILAE (2015 4
) 1) Thd, KEEEATF U RZIE & R AT R FIEOER D 7=
DI, BEAF 100 ug/day THREEG 21TV, BT ROSER L OYRF 3-
bR o Y ERBOBER/EGONIE, REEES T URZIELEZ LN
5o

B, BANET LA =205 1T NREIIRRMIC AT 1
mg/day) DHELTEINTWD A, A B4 F N BES HCS KIBJE - ©4F
=X —BREIE & ORI (BiR) ZEE L, ¥ HA KT TEEAFT 2 100 o
g/day ZHELES 5 2,

JRH 3-t Ra o4 YV EREBESHEK LRWEGEIZIE, HCS KIBJE - B4 5=
F—BRBIEZE 2 EATF 10 mg/day (TR L, WHOER 21T 9,

@ L-B=F %5 100-200 mg/kg/day * (43 3) (HELEE B)
(=BT % FE WHIK 10%* £721% =V v F 2 “FF §EY)
My (E730EKMm) ERED LV =F B E% 50 pmol/L LLEIZERD,

7 Fua—7 v TiE#t
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EAF AT E X I U H LIRS KB X I U TH D, HEREO
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