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M2 A, B:X-13% (42K O MRL T
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NBI D 2 DTF5 DRREREIR 13 SR E AT O THIA T PUWELPLT WIS IS 0TI,
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Clinical course

.h.l. T e
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98 wH mA 1A 1A 2R 38
K65 NS

6 AU o REER O ER & FTEERE L 1187 >~
T=7 OHER

M7 M7 =7 O

S8IZ# 3 cm KD FFERTANCFEE % £ 5 B A O E
R, HRRFAT R TR L IEE R O R
E L2,

e I E I PR RE R, BEMIRA SR, MmEET >
E=TREDOLFE%FE® (AST 9081U/1, ALT 922
IU/1, PT 19.3sec, APTT 43.4sec, 7 > € =7
165 ug/dl), BOEMRESE (ER) mFPE7:
IRER DS 3R, UEES MRI CIXEEAT R 2 L, MY S
J BESHT T, citrulline 83.1nmol/ml (<40), Ar-
ginine 136.4 nmol/ml (<120) & #&E FHL, A4 7
TRE—F vV RIFH, HOWRRE 2T £ 75 R
BHV, KAy b vY »ifE (Citrullinemia,
Type II, Adult-Onset : CTLN2) 2% b i,
EHICTHURHA Ea3E, #REx & O REEES),
Z ORI RIS <, I =B IEED
ipolz, WEEW~—h —Th 2 IMBERESWE Y
v A4 e B — (pancreatic secretory trypsin
inhibitor : PSTI) %64 ng/ml (GE&#20LLF) & E&H.,
DT OBRERFECFEE RO 7 v ¥ =/
an o EEEESE (ASS) 1EME & CTLN2OHBKLEE
TTH B SLC25A13 Diffr TN 2 0H, ASS &M
1%0.023 U/mg protein GfHH 0.033+0.012) & £&7z
nTwieh, BEFEN T IVSII+HIGC>AZRD
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K8 M MRI (A) £ BECTH{E (B), I MRI X
X-14F11H, B% CT 13X~ 1 F12H /7. FFE
BICHHET 2 ZBOERHE L BEAOER 2D
(%£HD .

REEEHTHY, CTLN2EZM LIz, ik 5
NIAEIR & P RE R I —@Echy (®6), 20D
BTSSR TROEBIZE L7, X-4 4 (i 2 ) 10H
DO MEES MRI THRIE K % 15, PET & TAE
EAREEREIIRES « EEEHERE AN SERE 2500, IEHEE
b, FEFEIZH AR, g (UFT) 2L
Te I HREREE S HEL L (AST 140 1U/1, ALT 188
IU/I, y-GT 1911U/1), UFT a1k, Blgskk ©
BB 2T o 2o BOIE DO FIRITFRD x5 7243,
Rpr sy v e=7EEIFEA L (R7), X-14
WiE, MBREINEE, BRSO TIENY
(F8), XF2H (G6i%) Wk, FIRDAFH 2ET
JRERA 21T - 72,
BRPRESHT 1 1. BARY bV VIE (CTLN2)

2. RFEMATE (FTHARQE - IRERIER

Bh) 25858

IR EEIR
BE DFFFE L 2o 7203, RELZIMAET =7 ORE
EARDY (K7), FRMHFERNOEEIDH >0
MED D,
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ZIt% - FRIRSAVESUT

FTA OB AR HI2 T (D1
i PRV Primary liver carcinoma of interme-
diate type [Combined HCC and CCC, with stem cell
feature (WHO 2010) 12 4 24], T2NOMO stage II,
HRHHBC IBE ORIt 2R T2, EATHE - &
16 mm, Type 0-Isp, f& % & fF g & (Tubular
adenoma, moderate to mild atypia)
PRI C EAFRRE TR > v ) > IfLRE &G,
e P ¥

(FRZ) 1. RAFEIR Y v vMEE], 2.
IS (BF 1,8709), 1) HAFS8tkR#E: (51K,
TR, iR beAREEg (53m%), 2) ek
BLSLFHAH (AR5 em), B @ B E
(HCC/CCCRAET, BEEDMER LR, 3) &
- =8 L AAE, MR, REE (BEEED, B,
MR (RkfE), -BH#E, U ooNET OFFY, MR, 559,
R, EREE, BEREIR (ME~EE)), 4 TR
FRcHERGAE « BRAEL « R e L

(BEEERZ) 1. WMIAG S o Il : BE~h &R (I
265/270g, 1/r), 2. SE XM &R (G T3, 3.
JEAGE LK (D&, BEFEH), KA (650/500
ml, 1/r, #EEH), BEAK 450 ml, M), 4. O
fERGBRRZ M (L 220 g)

(ZOfhDOFZ) MiEiRE (A TE, 10mm k), K
BRMIREE L, TR
B 157 cm, {K&E 52.3 kg

FHERRIERAT R

HRR, 7vA iy T 4 v 7 MEINREE SRR
FHRR R EADSEAE, TRAELESICL > TTbh,
eI B A A B 2 A B 2/, IENRE, )
v~ F - BERNEERTIAE S 3 ERE L7z,

B ERTMEE 131,425 g RBGIZIER L, 4
W ME, AR A2 RS, BEIHE TRIRNZE OB/
b, /MEEOTUIMEZFED 253, gi~v=7, /MERE
Bk~ =7, BREINV=7 1335w (R9A), X
JEES O BIRIC BIIREE L 2R L 2 B0 72 v,

KIKEE, MEEs, BHEEOROEOIETIZFED
v (E9B, 9C). —75, RMKEE T3 P,
MR E 7 A fa A P OFABICERERD 5, FH
AR 72 FA A 1 FR D © L7028, fES TR o3 FE B
D7 A ua¥$ A hOfEEIZHIz b N TERHL T
Rz 256 (KD KHD), RGO &I O 21k
(R9E) 2D, KEDYF 77 4 ¥ o5y

96

OFEMIIRINTw S, HE P TRINE B2 E
TR Z2 % %3, Glial fibrillary acidic protein (GFAP)
TSR TIRIMERE%Z 7 A b ¥ A b OJERE L 7222
I FAATRZ 2 (R9F KHD),

TAbadA ML, PN ERALSEROLE (X9
G) ZRd1%, 1k, FPORERE KT TH
2 5% (X9DKEH), EOBMEEHRL Twa R, k&
R %R"d, 7 A Muad 4 b OEERNIC PAS 3
GO AKIZ R S v, BIREETH KINEE &
ROz e 7 A bud 4~ OERZED, WEER,
HEAETL 7 A bad A b OERZED 5, /AMETIX
Tk v A ZERR E 2D (R9H), EERGEE
LTIy TV T7OI7) A=y A %BDZ ([FI1),

TNy L rEKER (GS) RELRM TIE, R
(F9J) i, AKERIORIHESEE R E Tk
DIET 2D (K9K), /NEEE~VZ <7 ) 7T
bLREOEDOIRT 2580 5, GFAP it T, X
O(X9L) HugL, AFEG O RTEEE R E T g
EHEIFET (R9IM), Zo@daitil, RIKEET,
NECERNTYSEY, I, VETIHERLTWw,
7277 RY > (AQP) 4 FHIERETYH, S (K9IN)
W HEARAIER O HTIHEE R CHRERAEIIETL TY
% (X90). —75, KEEEDRARSS 7+ 7 4
v (SVP) ofuEReakidtk/i-hs (R1),

KIEBIT, RIMEEDOZERIROZAL (7 A bay 4
FAOFEE) L7 A YA SO BEOZME)
% grading L, ¥~ v Y > 7 L7, ZEKDZEIZ,
FRATL Y R v CIMEFEC R4S 20 O RTEEZER B O
ZlezmE L ED, B, PEE, BE, # 4
BEIC L, KX SOREZFNTERLI, 27
A hud A b DOEXZIIREZATRRL, EREIROZE
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Neurological W—__/—-—— ol
Disturbances

A % 6 1 LEF L B BT 2
Disturbed ZEDTE) %ﬁgllio)m;,@ﬂﬁﬁ

Liver Functions

B—fERR LT, TN T Alz-

heimer ITANICE % 7)) 7 HE A

Fall 1 3 5 7 9 M 1 3 5
1955 1956

kKomagome —¢—— Dept. Neuropsychiat,, —
Tokyo Univ,

Hosp.

B23 RO 16 (HAKS, 1962)

Pseudoulegyric type| &WEATZ, 23-2912 % DEH
7 T R % TR 9719020,

Z OBBUEM, BOETIZELUER OHmE BHX X,

FHEIEEZ 5, FHEREIZY =7 %Ex2 R
EL, AMHAL DL WFHEEEICE O D
(SRR 25, FIREEIREER (Cb® 2
Portal systemic encephalopathy) & X % FFBisfic &

No. 2, 2013

9 1"

305 fbxRL, AR SRR RE
EZALD 72 % B < 1141 % A
%L, RO X > iEiikee
PHEEMREE TR, KK
B AR oD 4 FE 1 D T I 1428
{EERT LD (F30) 76, BELRHSREHIE )
LicE2 b0 (E31) £ThHY, FRURKEEE D
B EZRBT 20D THole, Lrd 205 DFEH]
D%  HRECHOREIHEZ 2RO 52—, PRl
AL STV, TS0 I Lo FHFEMEAT
P BEE O H iz 13 A WE AU (Portal - systemic  ence-
phalopathy) & 1387 2o »OMREEE ICED <

1
1957
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6 HEFMERTRGE ) - BR126)

1.
2.

3.

4.

5.

KEHZo o 14 (16y, F ;8.5m)

KBz B R i 22 Gir L W& k) 2R 4E
B 3@ 30y, M, 2.5m; 17y, F, 6.5m; 20y, F,
3y)

KIS ERREIE (O0HEA L) ZRIER : 6
B (19-31y, 44y ; M4/F2; 3-10.5m, 3y)

K E#AL L wZ k) @ 2§ (2ly, F, 8.5
m; 24y, F, 1.5y) fR& (K&, ©—FY, &) T
FABEAEA 4, 16-31y (44y) ; M6/F6 ; 2.5m-3y, HF
fig§ - BERART, REPAMEATEEZS, SRiEE

SERR T

24 FEREKE O 1F] (@G5, 1963)

25 FERSEMRGED © ARRhTETEZS
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P26 FERRAGAURG IR B o (BRI & B L

P27 SRR RTEESE S BE LS (BRRE)

bDDEFLE, F 72 ORI IEERREEE O MHEE 2 7R
ITOELERE, BEICHE 005, HRHERM
BO LS ZEAPDBL VLD FE TIAVWARY b T4
BT EWNEZ oI, b OWRIZZEZ T
W E o721,

ZDH%ID XS BHED S OEFHIOHEER L
ndzrehksd (R7), o idnd U bIEMIEMK
MO &S 2L WAL Z—BL 20D, FHELHO
RERAZEME S BT Do FHTKINPY, B RIS OFIFZE
Af7¢ citrullinemia & &7 > € =7 IE Z 7R L, FHE
DX £ &R CEEEFME RO EE L FRKR & L
TIRARPE DOBERIE CED IR ERH I Nz D
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S Z5.
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B30 EEEERTIGERE ¢ siEa iz b

#8 REREEEORE OB <k 2&7 > =7 IMEE

Citrullinemia
K (1970) : 14yF, 23yF ; fwR, Citrullinemia
BRI et al. (1973): 22yM ; fwfx, Citrullinemia
=ik et al. (1968) : 21-41yM1/F3 ; Citrullinemia
JRFFE et al. (1989) : 26yM ; ff&, Citrullinemia
Ornithine transcarbanilase deficiency
Bruton et al. (1970) : 6yF, 8yF, cousins
Hopkins et al. (1969) : 18mF
Argininosuccinic aciduria
Lewis et al. (1970) : 14mF
Moser et al. (1969) : 15y, 4.5y, brothers

yYa—yy— G1P
|

Fna—zn —= G611 mi-;:
m'm
(CTACET ﬁml:it-m
B 3 Tt-:-»r»; LRE+HCO;y
N[11+ATP
a byt — i T"Mﬁzﬂ #‘w#i/

NH,

32 7rEe=7RH, aLF—RErovy I vE
BE£ZE (GS) GDH : glutamate dehydrogenase,
GM : glutaminase, GS : glutamine synthetase

Thsd (F8)W

LA Wilson fE 2 515 % > TRA2 B DIH WIS 2%
THERLE LM 2 KEPICHRRT ATz, ZOHD®
LWRENSHOWIEEDO LA &b EEENDEVT
b, T, FREMNE LS Z 2EFAOREIZRS
N> Tw308, BEFER CAEERAOZL, B
BOMS R L DHDTH S50 BT DEGK

114

Phosphorylase-b (MW 94000)

Bovine serum albumin (MW 67000) e ||

Ovalbumin (MW 43000)

Carbonic anhydrass (MW 30000) M ] a ol -~

A C D

B433 7Ny I rEaREER O

SDS polyacrylamide gel electrophoresis of the
enzyme solution in each stage of purification. S ; stan-
dard proteins, A: after acid precipitation, B: after
hydroxyapatite chromatography, C: purified mouse
brain GS after DEAE-cellulose chromatography, D :
sheep brain GS (Sigma) to be compared. Samples
containing 50 g proteinin A, 10 xg in B, 5 £g in C and
D were electrophoresed in 10 9 polyacrylamide gels (4
mA, 3hours), then stained with Coomassi brilliant
blue R 250.

2 S OH L WEELHAE b > ICEFIRE L )R
% Hl e, HE, KB Ry )L L b by T HElRAT
ROFELVLATEBPEONMNIES S /LI RE WD
Tl wh e, BB,
ft BTV 2 o EREERICEET 2R (N etal®)
PREIMIMZS ZE2BHLWIIEE 20,
K323 e BIF 27 =TI T NVY 2 UERK
Bx (GS) BEbE I EERT, U AD S HME
DEWLGS ZHIH L, Zhic & D KRIMFICH GS T
e fEpk (X33, 34), BRVAEEHVT Y AR
e Mo GS 3~ 27 a7 ) 7ICHEIRNIC[ET 5 Z
LaERT (X35, Mo7 rEe=7AE I Z~ 70 r
V7 WEEREEL, o TH7 Y E=TIMIEICBWT
~zuZ ) 7 O, O { RS, RN
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H34 7Ny 3 oEEEESE DR

Ouchterlony’s immunodiffusion of anti-GS antise-

rum against crude and purified enzyme solutions. Ab :

anti-mouse brain GS rabbit serum (4 X), Ac: enzyme

solution after agid precipitation (5X), GS: purified

mouse brain GS solution, L : mouse liver GS solution

after hydroxyapatite chromatography.
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