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Abnormalities of carnitine metabolism in human diseases

Masaki Takayanagi

Summary Recently many new diseases involving abnormalities of the carnitine metabolism have

been reported. It is very important for every one in the medical field to understand the role carnitine

plays in such pathological conditions. I focus especially on some iatrogenic diseases. 1.

Hypofreecarnitinemia in drug intake (Sodium valproate, Antibiotics containing pivoxil). 2.

Hypofreecarnitinemia in formulas for special medical purposes, enteral nutrient intake, and total

parenteral nutrition therapy.

Key words: Carnitine, latrogenic diseases, Formula for special medical purposes, Sodium valproate,

Antibiotics containing pivoxil
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LY=L 13.1 ND ND 6.57
L Y¥—)Pp 21.0 ND ND 10.6%
Fa—) 3.68 ND 25 ND
MA-8 0.1 ND 1 2
MA-877 A 5 ND 3 13
FILI-NI= 5.5 ND 5.0 29.0
CZ-Hi 5 ND 4 15
DAHHEF >, BELEALAEVEEZOND, 2)RML T2 I YHFELA ) 7 L5955,
3)KL F 7 bs ) 4 & LOND, MHEELT @ NT, g kE
RFIESS S HERSEE © 33 2011, Shiga K et al: Pediatr Internal 53: 501, 2011: % A — 71 =75 DOFER L Y (i BEET)
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N5, MKTIEAN=F ¥ OMFIH IR
R FLICRO DN TV b, SRRk &
[ UHEHE L 72 B &9 ICK LT A O O S 2015 5%
VETHDLEEZ D,

X.RBEERICIEHIL=F > I
WA TIIAPEZTHEDN,?

FeRVE DK BEERCH 52 B A R IR TR ACl
fE. & DIITBEMOMAREE 12 BV TARKICIE
WAWS R ERHEY EE T . T OEME
VA 5 70 P A W~ D detoxification fE 2
7)== FrPHESN, KHV=F
VIMEREL D, TOERA IV =F Y IEIF—D
WIEES#EBIERO I b3y N 7~OHD AR
EEEL, TAVF -7 TA D ARERT S,
ZOBHIEEMEREAHEDICHELTRS
Coenzyme A% 71 )V =F » & & &t 2 TCoenzyme
AR VAF2—F LI ENTELS LD, OF
) HEARMNTHIH T & % Coenzyme AZANE L T

O S S I

LIRREIZ 72 A5 % Coenzyme A Sequestration
EWEUY, Z DARREDA BRI AT 32 i MR TR
fCHHFEE IS BT B REIRFEBUIR & e ix 2 R
2L TWBIEEMESH 9% bEAAT) —O
71V = F ¥ 3% 1} 1T Detoxification | 34T D L 72
K0, B P EAHED MM E R L
WITHZ LR D, ITNE DML O R IRE
I by P T oRREREZEZLT, I
I R TIZRIEL TV AIFREEIC & 5T 4
F—glE, REVA 7NV EOWRIKT 24U
585,

INETHERTELEFREDOET ) - b=
FUMIEIZBWT S JRITIR p BRI O & E % iy
FEIZED BUTEEBRAHE & T, RAMMITITE
BREELRT L) RMENELDL ZEFER
bibd,

Xl . RZEDIE. Fbi

AN F Y EERFEEEZRTEEICB T 5

#6 LB BREER AR B FL. RERTEH]. TPNIZ & B, RV =5 Z e

REVIE S HEEAER MRS FEIR AT AL FAEH] EvitEL] WA
1 3 H 5 EZ0R3 free carnitine 0 z mol/l IB605Z 3 H EAIIERE
2 3% 5 W AR free carnitinefll @ EXEELLT T L ¥ & — P 14270 hEEEE
3 1AH wo BRRERZ L free carnitine 8.7 mol/l Tl % —)LP 1AH e IER
4 2 7% 5 PERRTL L E - HEE HAEH) — KHE
5 25H PEARALORE . ARMBE  free carnitine 10.0 zmol/l  TPN 20H BRI
6 3 A 5 JFREREREE . WCKIMJE  free carnitine 13.8 #mol/l MCT3 )L 21 BRIRET
7 785 E’S R IMAE free carnitine 22 ;2 mol/l Ty a7 )Fy K 246 A HPE—R
8 5741 o I BE LR - TPN 57 7% KIEHi
9 8 A % SR RE R free carnitine 19 #mol/l ~ TPN 8 H FH 7
10 12%E51 % BIE BT TPN HI#6T

#7 ANZF U NI VAR—F —RIBEB L OPERF D IOVEHEAHRSICE 27 ) —H V= F VMLE

SEBI  FEIEAT-H N B Epasn til i) I HECAE Z DAt
1 1% TR (R E7U L ERE 16H 9.8 2 mol/L
! (AT 27 1) o
2 LENAA Wk G 87 H el BT 2 ES T
(F 5% 2L) 2 ] =7 M (186 4« g/dl)
CDTR-PI, CFTR-PI
3 2% fit NIk 87 A At 7 Y E =T ME (400 ¢ g/dIEL 1)

(X472, 708FEY 7 R)

HI=F ¥ NT Y AK—F —RIBIE

FC=free carnitine

FEPI S BGNAEER MER JEIR WAL
1 1R6 7 A & R I free carnitine 7.1 ;2 mol/l
2 3% % Jiin . fEiR free carnitine 3.7 x mol/l
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EEEEMHRT 5, ER, WEREVHL T
BORTEIE T —ANZF VIMIETH Y .
FREFE T —HN=F VIMETH D, B
TEH V= F ¥ OFFEIFRLEN DV ISR
B SR D —EBLIAL T 1 )V = F » O
WZOWTWE Lo LTy AWz
BBEEII W, MO V=F o REDL 5
WA AU BR BRGNS B D22
DWTH EBLA L La#EIT RV, RS I35
BRI N7 BERATWAILIBIZBIT A ME ClLA
71V =F 2 7526.9 1 mol I I NRIAFRIR (L AE 12K
ERBEOL NI EEHRELTWDLT, RTIZ
HERGI AV =F > b5 v AR — ¥ —RIB%E 2 #1
EERFUNVIEHEAICEAET) =NV =T
VIE3BIOF LORR LI, K6 LAEDET
HBHE,NTEAEDFEFNT ) =NV =F 2D
20 mol/ILLF CHREL TV D, RAUET7 ) — A1
=F 20 p mol\LL T ASH )V = F Vi FE DL &
EZTWh,

BV =F ¥ ORG-S LD501319.2 g/kg
LEDLDOTEV, AMER L L TIRER, WEH:,
fRE, BFh, G &0 B HLEMEILE VI
HITHbB,

Midosov7a i by AR5 ETET v
EZTMVEAH L BIRIZA, &7 »E=T
JEIZRBO H N7\ & Z T 520, mol/ILL T DK A
V= F VIMFEDOREIIE, BARIE ANV =F
BHERTHIZEE LTV, JEICHEESAL
oeEE, BEXRE, BREZ M V=T
BTDT7 7285055 Z IG5 0ED S
N5, NV T 8 YEEF MY A5 ER T
DOEFEZEBIL T 5% 51310 mg/kg/dayf2 &
THRWEFEZ B,

ERF DV NVEEFNERLGRKEO AV =F
5O IOV TIRIRED & & AW e
v, ERFVIVEEZER L RWIERIAD
EHIGRWEIRTH L, ERT IV VEEHEIE
FrRIICHAY S5 E8 2w e Zi2idmd 7Y
—AN=FrEUELT, RELZSIEIV=F
YOMTEATIRETH b, KAV =F »MEE
PETARSEME LTIE 1AL E WS 5
HObDLWESNTWEDT, TTOHKG
BEOHHRERICTSEERETILINETH D,
VT VEEF D ARESER. IV
7T VLIVE—H IV 7 HEGIES], RREORER],

TR D % VIEBI~ND Z NS JUEWE 05
I E SRR LETH 5,

S ANZTF e TN TV WL S
B A 2L, RS A & i C RN fg
HA35& 2123, ROLLEBICIV=F V%
BELTBE, BANVZF VIIEDRIEZF
HIEFNL, FFCNL T UEEF M) A
HHEF, YR F 2 OVIEEA YA O R 55
BEHN=F P52 EZBTRETH L, 2D
RIS RZIREEZ WS 5 721F 2 D T20-30
mg/kg/day T3 TH b, TORIIZEFF D
RZEZHBEIY H BDOTEFF > OfFEHUHED
e chHhb, TV =)L, TL Y —)LPIZ
IFRIZL  OREFITHMTEMICHbN T2
OCTHHHREENLETH L, BITES W
EETHEA NV =F Y MIERIED MDD 5
DT, FHI b3 N 7IREIMSERLREED
FEIRASRRD S N2, M h Vv =F > DO
REHY L HEEPLETH 5,

IR T EE CIREMICb 5 L &
AN =F v O UEFIHTH 5, E
TdH - T MIEERERB X OB 2 I
W3 AN=F L OREEERHTEIT) RETH 5,

HN=F ¥ b T v AR—F —RIBHETIX100-
200 mg/kg/day L EASEETH V) | B FRERIMAE %
£ TIE50-100(200) mg/kg/day AL EETH 5 o

XM.ExED

IAEA IV =T VI T 5N, S CEROH
BT FiFonb )il oTE7z, 7%
PP MRERE 0 V= F 2 OHEEIL F
STV EIXEZ LNV, 45 b Rt 73
FlPe 52 AR R R AR (S V2T
LV F =L, FLBEAT L, SRR TIE
AR IV e &), BBRER, &
DREGARFEFE ST 2 HBAE S, %<
DEEDPERICSLENE I EPFHEINS,
TREDH NV =F I ZHE T ACHERILD
ELY . INSEREDOEA IV =F »IifEIC
TLIEMEL COEBEEPHIEFE LTI ) %
EEFINSSILETHLLEEZOND,

ik
1) AR AR, vaHER il 7V =F > flE
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