ERBRHERE ORIEFRICET 5 —D
DRA . et VBME AFr—<o
YERIRAEICE T IR, FKRFF o
AN TF DB

wEmAaE N OHE £ B

Eiligk®s #HTHFF SR ER
(&£ HRHUKEIEED

BTOEBBRHAETOSBCEBI2RBREE L UL, T TIK0EIE EOERMNERIN
Tnb, TOEEFELHASLICIEODDHY, A RZHNEECE I BBEEORERELEA
T35, bbb ZONRENRETH L 7ot VBINE, BXUAF o YBEECS
WTHN=F VEENEHNTHL L 2BELTELY, RO BRRICI v =F v 35
s, ROCEROToetr=rtr=F v EZRI LD, ChiZBRHEGD I Fa v Fy
THICERE SN toxic W7 o4 = COARBAV=ZF VT 2FA LI VR T 257 —HOH
ELLDAN=FVERALT T v A=A r=F v iz, S bav ) THELEET
B ETHANEREZN, RPACEEHEEN B L0 6DTH B,

ECATHEFTONTYARETR ot = CoA OHIT 3 / BE4ET 579
HECEBARBEELRY, ERLSREHO, BUNORBICH LIZTEERES SN T,
ZLTCLOMBEEEZS LThr=F vOREEE ot =nsr=F v ORIHHES D
BARAEH B C EDBETH D, GEIZORRBET o7z SRBRFKPCBFE oA =2
AN=F v BERHNE L ECAFRE LRBEEBDOTELE THET 5,

HRFERUER

ERIZ 1B » Ao aF vIFEE-R o et VBEIIES, 25 B0 VB, KIEH» 54 <
o YEERIET, ThZhHBNLE L THIHMIICERREREES—F (W1.5¢/kg/B) &L,
L-#r=FvOROBS5EZ EMSICERL, BBOREBEOI~4ABORICODWLT o
A=ngn=F yERE LU BERIERO S V£ yBAFNEIC L5 HEY L0 35 I0RE
D k> isotope exchange 12 I X -7z Cﬂ&i?ﬁﬂ'ﬁ@@ﬁﬁ? YAAN=F AR =T
TEFAITYRT 25 —RICEDT VA CoA EAN=F ICAEL, BHOFTHEIC iso-
tope T AV ENLT Y AANL=F » ELTRICKRBPICTFELESY, chiEEEs/ o<+ 35
74 —ToEE M TEODTHE, EHEIL=F v, TRFAHIL=F v, Fut=r7p
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&1

1.bgr/kg/day protein intake

Urine free and short-chain acylcarnitines
in a case with propionic acidemia during

L-carnitine free acetyl propionyl
25mg/kg 0.64£0.12 0.18+0.06 5.46%x1.75
50mg/kg 1.19£0.15 0.29£0.07 6.05x1.11
75mg/kg 1.77%0.83 0.82+0.30 10.05+:4.9%

(#mol/mg creatinine)

% 2 Free and short-chain acylcarnitine excretion
in a patient with methylmalonic aciduria

during 1.5gr/kg/day protein intake

L-carnitine carnitine excretion (#moles/day)
therapy free acetyl propionyl
no 2.9+ 2.8 0.8 1.1 12,3£15.6
25mg/kg 41.91+14.9 16.7%+ 5.7 99.6+25,1
50mg/kg 54.7+146.4 19.5%£17.4 169.7+93.1

n=%v@ Rf fERZH#£10.22, 0.35, 0.43LBRIFTH o7/c. 0% buffer & LT acetyl
ation 475l HEPES 2Rz,

BREEL, E2ICRTLICT e vEEINEE, AFA<woyBEEESIC dose de-
pendent 7LfEZB Tz,

RCEKPOTr A=A r=F VBEECOEREBICIDRE L. BRI 2HDA Fv
<o VESRET, 1 HNIEEE/KEREE R (1-4C) propionate fixation assay® €KY,
o 1 FRHAEBRRNCERD 71~ o v Bk h v K VBSHTRCHIER Lie C & K DB L
fro ERTFERRLTHE B ICERILL 720

ZORRS oAz h o =F v BEIHBORMIEE CICEHE L T,

E E =

Forid vEBEIES2 Fren vBRETRFERESHI D EERERSRDbN, BEEE
W, WAL, BIETEARRBEELELT b, TORKARMER L TR ELRNE
BT 1L > TRBICEELT Az, COHROEH, BBIFEHICHE, L, SoLREH
LB AEEARBLREIMELL TR,

2 TARMRCEN T r=F VRSB EFER Fo vt = s =F vEHTR L OBFRER
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# 3 Propionylcarnitine concentration in
the amniotic fluid of fetuses with
methylmalonic aciduria

propionylcarnitine (#mol/l)

MMA 1 5.2
MMA 2 5.7
control(n=4)

(mean*S8D) 0.6£0.3

Nick A, MEELb IV =F v OREGEEZEPTETod = =F Y OPMES
MUTWl. COCERAIN=F VEECLD, BEOBRNFEFEOEENTE L EEEK®L
THY, LLOMEAEZ L LTHERICERIBCEEEbN, BRHAKCEEAF Lo v E
RIEMH S BEEE L 7T n et = CoA ORBETHELE—DD7T I/ BEIC O THEE
$5&, L-#r=F %25 mg/kg/ HFG UIcha, 2~3 mg/kg/H, 50 mg/kg/BRE5Tid
4~5mg/kg/ HEREIN A C LIXIEY, DR EDCHICHLT 2 ERE O B NN E T
Bo REAN=F VERER, BENICSBRPICHTIEIMENERL, BABIICHT 2HE
BLHTULIRELBEDONTNAEY,

LCATToed vBRIER A Fr~ve VEERECHERZIICIIREXDO X 5 1ZFERHMH
WHNTINS, B 1ITREELENREEAR - (1-4C) propionate fixation assay® T, ZiiC
DESHIEEAE L N SUREPIAN TR Th D, biibhOlR TSR TN S FE
Thbo LHLUEBOXRY, $MCRBEHOBMIEMENELI ZRNIMESIEINLTY
2%, H2LEFKLEED, HHVERBORTA Fr v VEREZAET 5 HEY T, EikK
16~20:BOHIICEEHTRTH 508, BRI 7o+ v BIMEIKZECTES, /247
n=wa vBRETHOENICLP EE L THRRWIEANS 2758 false negative O FIHEMENS
A%, B3 RRABEFREIN FETENKDD methylcitric acid % isotope dilution analysis T
HEL, HRIS~ETHRICH LARD EREATED, Yot YBIE, »Frva v
BRETEHTHA". L L isotopic 72 Dy-methyleitric acid O SR MB LB TLCOH
HTHLMBICITA S HETRE N, MO LI H 4D HH TH D methyl-branched chain
dicarboxylic acid OR® K FEZ A0 ETH D,

SEbhbhid s Frzo YBIREOCFEK BRI v €t =i =F v OERIENE
A, ChR e er vBMETS, LAY A YBIEOENLVBEETHLELEZL
Hh, HERZHO—D2E LTS BT ORI SN B NERERLEALS,

PL, 7oetr vBMOE, A FLrverBRECBVTToCs=rhr=F v %2EL2D
material THRET S C &2, RECPHEEBTADAIEST, BEAEDS ETATAROCEER
bbb,
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