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#F 1 Congenital Biliary Atresia

No. | Case | Age Material ﬁlc\)/{yti_on
1 N. S Oy 5m| Urine (=2
Liver biopsy (=)
2 Y. S. 3 0 | Bile (=)
Liver (=2
Urine (-
3 |K.A | 0 2 |Liver )
Urine -
4 | M. S 0 5 | Urine (=)
5 K. W.| 0 2 | Urine (-
6§ | K. T. 0 4 | Urine +
7 |K. 0. | 0 2 | Urine (-

#* 2 Neonatal Hepatitis

No Case Age |Material CMV-Isolation

1 T. K. Oy 5m| Urine | (+4+) +Pneumonitis
2 M.U | 0 3 | N.D

3 M. A. 0 2 | Urine | (+4) Hepatitis B
4 M. U. 0 3 | Liver |[(—)

5 K. T. 0 2 | Urine | (=)

6 D. K. Urine | (4)
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ERMEC D bR ) HEARTEE L, CORY
) REH% lipoprotein-X (LP-X> r#f, XaEE
KKKEERAYR G TE«DREENBCOWTESR L, BN
FFAMBE R ORI LP-X SHBET2 2 Ly AL
7o Boa R EL R OB R M B A D N
PFFREBEMFCOVT LP-X ORlEHRL, —i#f
TS LT3 89, 4Eit LP-X 0l EEET
LAEREAPLCHET S,

HE WPBEFEEBERYRLE L, TORFUTEL
RT3 2 &L THh D, EREMEEHREHE (Congenital
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I LP-X EMe% w7 CBA 1941, NH g @, &k
B 5 Al 4 BB ST EF864 OV TEHE Lic,

EiE LP-X oIz Seidel &0 ES Bk s
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MBI Seidel HOHERELY, AAvy— g
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BH LS s BEEREE, ILEE, 2B55RE, 46
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& 1 Serum LP-X in infants and children with
Liver diseases.

No. | LP-X (+)
Congenital biliary atresia 18 18 (100%)
Neonatal hepatitis 19 6 (31%)
Congenital intrahepatic biliary
. 2 1
hypolasia
Neonatal indirect hyperbiliru-
bi A 15 0
inemia
Acute hepatitis 17 7
Chronic hepatitis and Liver
: N 19 3
cirrhosis
Hepatoma 4 0
Congenital solitary hepati: cyst 1 1
Congenital choledochal cyst 1 1
Familial intrahepatic cholestasis 1 0
Benign intrahepatic cholestasis 1 0
Tyrosinosis 1 1
LP-X
4+ sgese
3(+)| eee [ [ [
2(+) “ooo oo @ ) eoe
1(+]] e® [ 11 (11} [}
o e g o | o
Congenital Neonatal Neonatal Acute Others

biliary
atresia

hepatitis jaundice hepatitis

Bl 1 Semiquantitative determination of serum
LP-X in infants with Liver diseases.

(100%) BEHECtH 2 ok L, NH ¢i21946]4 6 B (31
%) BETHB ANER ShD,

B 1 ELRAII s B LP-X Bikdm L
364 DUFEINC X BEBEAT LT 5, CBA BTIX
19Fs 7 1 (36%) #% 4 (+) %R Lichd, NH2&
Teafleld 3 (4+) UTThot,

iR 19735, Poley HIIFLRRMIOMAEEREYE
-+2 CBA ¢ NH ofRzZMe LP-X "EFTHB &
WE LD, SEOF«OEEL - 0REBNTE L
DEE XD, HRTHIPAZEEEE O NZEC KT 5 Mm
# LP-X #HoZHe LT TtiiE LT 52
OTHELEI L, IE LP-X oREEOFREHN

171

EMEECKT DBHMNERYIRN5, 19768, HHDL
2 LP-X D¥EBRCIAZBRAYFELTVLH, #Hb
w X o LR 5 o MEREEE I H LIPS > - WHEER
BCRAREEOBEVLONEh, o & Vv 59, X,
197442, Ritland 52 LP-X OEEXRL TV 575,
#h DhdmEd LP-X o@E» 400 mg/dl DL ET
BT B EO TSR LG LT 5%,
HaOXFEWC LD 4 (+) Bl EMmiEE Seidel Hiw X
FUTE 300 mg/dl LN TAC LEFLEDED
b, Hx OREILHEE b X O Ritland b ORI —EK
Tri0EBbh5, CBA BTIR29%I 4 (+) I
Db NH BTizefl 3 (+) UTFThoio Bl
LI AR ESREEERMECK T LP-X HRE
T HEEET 5 2 L1k CBA OWEERARE TS L0 L Eb
N5,

#£3% 1) LP-X {3 CBA » LU NH oEJZHK
EHTHS, 2) KEomE P-X ofFkd CBA OF
et REE T B,

II. 3R YPAEMEEL MEFREkaeE
1By it ‘

19654F, Sandberg HiT X » TiiiERITEE S PTEE A6
ZENTLMED, FERERCRT 2EHBODEI EXR
ERTEH, SEK AT CBA X0t NH Wit
B MEFERBRIS SRS 2 El LD THRET 5,

wEk CBA o4 (F#HH4: 60F) L UNH 94
(B4 : 87H) AFIBATH S,

FiE SHEGRETOEEOREBICLE LLDOT,

SEEIFET D,
| #% CBA %10 NH miBrsi?smiBBiEgs
ViR, SMETEEREREY#E?2, 3R d. CBA

#£TI13 cholic acid (CA) 1% 1.1~22.7 pg/ml (6.7
6.5), Chenodeoxycholic acid (CDCA) ¥ 3.4~28.5
pg/ml (10.6+7.7), CA r CDCA o#EFiiL 4.5~51.2
pg/ml (17.3+14.1), CA » CDCA ol (C/CDC)
13 0.32~0.90 (0.58+0.22) C&HLOOLTFTHD,

lithocholic acid (LCANIZ AT I huigds o 7o, NH
2012 CA 12 0.9~24.6 pugjml (8.0£7.9), CDCA
T 1.8~21.9 ug/ml (11.9+6.8), CA : CDCA Ofa
Flix 4.8~39.1 pg/ml (20.0x11.6), C/CDC % 0.07
~1.67 (0.83+0.66) T 9 #rh 4 FI231. 00LL B4R Lz
2, LCA B&MTREIhih -, MR CA,
CDCA, CA » CDCA o#fis Xt C/CDC o
TEBOEIIED LRI » e (P>0.05), Zoffl, #&
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EFFEsEERA - CA, CDCA, CA r CDCA ro#fl
C/CDC rofficiy, CBA B\, CA & GOT,
GPT [, CA & CDCA roffust GOT, GPT i,
C/CDC & GPT McBEOHE R (P<0.05),
EH 19735, Morrisey biliiEIEREEA SRR
Bt K, C/CDC MM ERASREE & FFFBETT 5
SHERERL OENCERTHD EHELTVILHY,

SH D% OFAERME S oHE L —F% L, CBA BTk
£1.00 LIF, NH BCi30.07~1.67 xR L, 9

B 4R L0 ETH el E B S b, BB
C/CDC #1. 00U L CHIUTFFAHIEN%E, CBA %
BRAL>200E 5, COENRKSN EEERE
L UTHE %, Linarelli (19724£)%, Hanson (1975%)19),
LIZ X b RE At I sV 5 T EE A URE.

% 2 Serum bile acid levels and Liver function tests in patients with congenital biliary atresia

Serum bile acid levels (pg/ml)*+* Liver function tests***

No. Age, Sex

C |CDC| L |C+CDC| C¢/cDC | T.B. | D.B. |GOT|GPT | ALP |T-C.| PL
1 60d, F 22.7 28.5 — 51.2 0.79 11.1 8.4/ 235 272 28.1 385 %
2 564, M 6.6, 7.3 — 13.9 0.90 12.1 .9 218, 229] 43.8 330] 427
3 62d, F 9.7 12.8 - 22.5 0.76 16.9 11.40 161 202 35.5 510 *
4 49d, F 7.4 15.0 — 22.4 0.49 8.8 6.4 135 75 21.0, 180] 252
5 66d, F 3.9 10.4 — 14. 3 0.37] 13. 6 10.2 160 75, 46.3 320 *
6 63d, F 3.9 6.7 —] 10. 6 0.58 9.7 7.7 148 131 72.8 230 265
7 76d, F 2.5] 8.6 — 11.1 0.29 6.6 5.1 163] 106| 44.9] 140 *
8 52d, F 2.6 3.4 — 6.0 0.76 9.2 6. 6 130, 60 29.0] 200, 239
9 614, M 1.1 3.4 —] 4. 5 0. 32 11.2 7.4 141 80, 21.0 2750 309

*  not done

#%

C, cholic acid; CDC. chenodeoxycholic acid; L, lithocholic acid.

*%% T.B. total serum bilirubin (mg/dl); D.B., direct serum bilirubin (mg/dl); GOT, serum glutamic
oxalacetic transaminase (K. units); GPT, serum glutamic pyruvic transaminase (K. units); ALP,

serum alkaline phosphatase (XK. A. units); T.-C,

phospholipid (mg/dL).

serum total cholesterol (mg/dl); PL., serum

3 3 Serum bile acid levels and Liver function tests in patients with neonatal hepatitis

Serum bile acid levels**, (ug/ml) Liver function tests***
No. Age, sex

c ‘ cpc ‘ L [ C+CDC ‘ cicoe | T.B. | p.B. [GOT|GPT | ALP [T—C.| PL.
1 66d, F 4.6/ 22.9 — 26. 5 0.21 5.8 4.2 73 38| 32.2 140 183
2 116d, F 3.6 1.8 — 4.8 1.66 1.7 ® 59 49| 74.0 * *
3 76d, F 4.2 17.5] — 21.7 0.24 10. 6 8.0 212 86| 16.8 186 *
4 534, M 24.6, 14.5 — 39.1 1. 67| 12.2 9.2 90, 63| 31.5 155 155
5 67d, M 3.8 3.4 — 7.2 1.10 11.3 8.9 48 37| 33.0 * *
6 69d, M 17.9; 11.2 — 29.9 1.59 1.8 1.5, 216] 244| 20.7) 225 287
7 107d, M 0.9] 11.4 — 12. 3 0.07 5.9 4.5 128 94| 47.7 235 255
8 120d, M 4.0 7.6 — 11.6 0.52 14.6 10.0; 304] 213 100.0{ 245 335
9 114d, M 8.9/ 18.5 — 27. 4 0.48 ® * 78 72 87.8] 265 346

*  not done

* %

C, cholic acid; CDC, chenocholic acid; L, lithocholic acid.

*### T.B., total serum bilirubin (mg/dl); D. B, direct serum bilirubin (mg/dl); GOT, serum glutamic
oxalacetic transaminase (K. units); GPT, serum glutamic pyruvic transaminase (K. units); ALP,
serum alkaline phosphatase (K.A. units); T.~C., serum total cholesterol (mg/dl); PL., serum

phospholipid (mg/dl).



LB TR BB ICE e, BEERS
NTHBDL, LCA #{8%K &3 % monohydroxy bile
acids & FLRFHCHITHHARMBERER L OBER X
U B OB AR OB OV TTH L, SEOR
4 OFE T CBA XU NH WHELFADIMmME+R
LCA IHE ENTch - keds, ZHILIERBRETRSE
ROBRTH D, $£-C LCA 2hBlasSETITHEE
THMEEREIR TS,

## 1) CBA %10t NH iRz CA, CDCA
CA & CDCA 0#afls k¢ C/CDC kW THED
EZRESLRIh o (P>0.08),2) C/ICDC #1.00
BEoBE&Eik CBA #4515 2TRER S D, 3) T
FrmEict LCA afilimi Shinh o, 4) CBA
FEok\T, CA & GOT, GPT 5, CA ¢ CDCA
toffnk GOT, GPT K3 xvt C/CDC » GPT
CHEBOHBELFE O (P<C0.05),

I, I BEHPAEEEE LTS b A

A4 LR
SR A b AF v A A (CMV) BRYRE - Bt
BEEORBEIHOATH B, NH ¢ CMV Rk

OB R TSI T ¥y, SEE AL
AR AZESEEYET% CBA % X0° NH mH#
BRYMN&E L, MmiEFD antibody to early antigen
(EA) WiERF0 L U TR s S & CMV B
& OBEY RN Lo THRET S,

#® CBA 104, NH 174 &5H274 0 RPH%E
HEREBRTH S, .

FE Earbo CMV Side b fibroblast Mk

F 4 Urinary CMV and antibody to early antigen
of CMYV in infants with congenital biliary
atresia and neonatal hepatitis.

urinary | early

CMV* antigen** e
Congenital biliary 1/8 0/10 0/8
atresia (06%3 (07%; (03;/%%
Neonatal hepatitis (46%) 41%) 23%)
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H\, EA &8 X0 late antigen (LA) DOEIZEX The 5
DOFEXFRIE U DNA inhibitor & L T2 phospho-
noacetic acid &\ o

R FALFETOL S CBA BTIRESHO CMV
SEET 8 A L (12%) TH D, EA BefoFLT
THhotce —J7 NH #Eciz CMV ZEEx1340F 6§l
(46%), EA 220850 k%R Lz 01764 7 ) (41
%0, RO OEREEL & EA 20 RN L
b Dr13GI 34 (23%) TH 70,

Eg 19624, Weller bl I FUTOEREREY
e L, FEREBE A CMV oGs 4023,
DR TEE2 2 B XD 6 AOREHEEEICE TR
T Tchr o L, EB1A AL A
NH #R10£dH 5806 CMV 258 L ELT
VB, kR NH ofFHE LT CMV B0
HApgE Liedl, SEOHx OBES C 0EFEMT S
bDEELLRD, Blb, 19744, The Lk D&M
CMV BuEnigE s LTFRAM EA 23855 LichiD,
Mg LR EERE ORELY T CBA, NH &
B kT 5 EA o, NH oFED 12& LT
CMV AR RBTHDEE L Do

##% NH oFEo0 1oL LT CMV oI
PRETH D,
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