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Table 1 Laboratory data on the first admission
WBC 10,700 /mm? TP 7.2 g/dl
Hb 8.8 g/dl Alb 4.1 g/dl
PLT 462 x 10* /mm?® AST 149 TU/L
BS 82 mg/dl ALT 231 IU/L
PT 90 % T-Bil 0.7 mg/dl
APTT 44.2 sec ALP 1,249 1U/L
Na 136 mEq/L LDH 367 TU/L
K 3.8 mEq/L ChE 404 TU/L
Cl 94 mEq/L YGTP 231 IU/L
ICG-R15 7 % T-Cho 267 mg/dl
AFP 1 ng/ml TG 881 mg/dl
HBs-Ag (=) BUN 10 mg/dl
HCV-Ab (=) Cre 0.35 mg/dl

UA 7.5 mg/dl
CRP 232 mg/dl
Fig. 1 The abdominal CT showed an enlarged

liver and a large tumor in the left lateral seg-
ment. A plain CT : the tumor had a high density
core (arrow head) and a low density envelope.
B enhanced CT : a dilated venule was inside of
it (arrow). Several small tumors were evident

in the other segments.

Fig. 2 The selective hepatic arteriography re-
vealed that the large tumor got blood supply
mainly from the winding A2 (A). The tumor
staining disappeared after the transcatheter ar-

terial embolization for A2 and A3 using the gela-
tin sponge (B).

JFEh IR 2EMH6E (Transcatheter Arterial Emboli-
zation ; LL'F, TAE L m&id) #hefr L7-.

TAE B & : EIFEhIRIZA H B8RS & 458 LT
Wiz BB ITIEAT, ZIR L2 A2 5B HITRES
nTw7 (Fig. 28). ¥ 7 +— A% T A2,
A3 Z#ERT 5 &, BHERMMPIINE L (Fig
2B).
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20104F101

Fig. 3 The removed specimen in the first opera-
tion shows that the yellow-colored tumor was
prominent in the left lateral segment. There was
a large clot at the center.
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Fig. 4 The microscopic findings show a trabecu-
lar or small tubular structure of hepatocyte-like
cells which have eosinophiric cytoplasm and
slightly swollen nuclei (HE, x 200).
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Fig. 5 MRI showed growing hepatic tumors espe-
cially in S5 and S6 (arrow head, T2 weighted
image). Figure 5A was the MRI image two
years after the first operation. Figure 5B was

the MRI image 3 year later.

T TO 5 DN % 2%, 3113 TAE 12 & ) 85¢
B> T 7z, BRSNS AT A oo B g 1 o
Rk L BERRKL72BE2ALTBY, RIRL/MR
BEREEEZR LT, BANIZZLL, MEs
ZWrsnsz (Fig. 4).
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&, HEE OREMEE RS < SHMIZEIBR % 1T -
722 &, Mtk 0N BRSO B A C IS &
FIZENTELI L, T WEBICRAE L
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Fig. 6 The removed specimen in the second op-
eration. The left tumor was in S6 and the right
one was in S5. The clot was also seen in both tu-

mors.

B CTh ) IFES T ORI D RN LS
TAE Tld7% { Filfi & #IRL 7.

TR - ] FRIGIBCRIE LAz, Wi E Tl o
W \ZEEEE T, S5, S6 DIFEBA-BIBR I T IR % 4%
L7

VI BRABEAR © 218 o i 95 o e K#%1d 8.7cm, 6.2
cm TdH Y PEIC L% 727 (Fig. 6).

I PR A= M e AT Ir B, © B BT AR e & [ RR D B
HTh ) B RIERD 0o 7.

Mkl BAFCBBE L, BESRIC TR BIE
FTh 5.

z =

GSDIa 1%, Glucose-6-phosatase DKIBIZ & % 7
V= ZOFHBEEIZ LY, MCMRE, RHEET >
F——“/X FIRIAE, = RERIE 7 &5 &k
Sh, ARHI LD ERE - BERENRAONLER
T"IWJC.%J‘ LHIETH 5. B OEHERL, a— Y A5 —
FRHVIZREBEHE, RIS T 2 5EEIC
IO HEEELTRTHEY. LrL, KEIEY
TR RS, ERRERE S & U P e AT
VR (N

GSDIa ([Z&H69 2 L Fs RO S AR R, K
MR LR 3 AR E R, 7V h I O
TR EAEN o TWBHY, HMIEAHTDH
Y. F e, e L HITHIMT A E0%<, 25
MU ETRY7ENCEOONL EINEY, —J

PR Ta 200D 2 SEMFAIL IR L2 0k5™ % YD Bty o> A5 I Hifpheik 43% 105

T, REHEAGRL, ENEALICIRIED N L 72
LT LHELALNSEY. F72, Coire 5%1%, #
SHIRNIAH 228, £ 38 % 15 GSDIa & @
11% ICHHER A L2 MELTB Y, EELR
WHBRPLETH 5.

GSDIa (2 AP 2 B 1203 2 G HICO VT
et 3 5729012, PubMed T [Glycogen storage
disease type Ial, [Adenomal] # ¥ — 7 — K IZ
1981 4EH 5 2009 4F F T 5 &, 23 HRDAER]
WEH Y, Fhn, MR, BEEMEE, HEENEC
DWTCEERDODH 5 D DI 13 14 22 ERITH - 72.
FIERIZ 253 C, B 6, LHE11plT
Hotz. FLALOREFTRIEIZZIEL, ARG
e LTINS {frbhvTwiz, HEEORE
ML, BFERo-E0 kA 10 B GREBT &), Xik
YIBRDL 1 4 B, FRAHAN 6 51, TAE 1517, #EEY
I¥ ) —VIEAHE (LUF, PEIT &HgE) 1 BV T
Ho Tz FFOIBRMPIRAMN L )£ {fThhTw
7201, FF—oRESR, GSDla #£#& 0 RiF2)TF
PEENERICH S L EBEbNAY. LeL, BEL 2
DR U728 132 <, 2 Ml Fal 2 2 - I
2 B T RTHBAIMN &2 21 Tz, S
LR, 3K U 7l N i A3 B B v) 16 7= &
MAZH D FMEAT - 7225, SRBEIFRAE L TB
0, 5% BIEDOIRELHIRICIS U CTHEBEEZIT-
TV BERSHLLERDNS.

GSDIa (2 A PE3 % £ FE Ml O BA M 16 76 1
TR TFAT CH 27, IR iﬁrfﬁﬁ&?fﬂﬁﬁﬂiﬁf
EPBEE W REIEDH 505, REEEL, P
POHORBOBEBRM LIRS LI LDTEL. 2
nEClZ, ENCHEERICHT 5 HEKIFEHIE 16
BTSN THB Y, 104FEEEFT70% LD IR
BB LUBELIZLWY, UL, BNTIKET
g g fe it A7 <, BALZAT 9 O3 E X ) H
HThHD. 200, YBHL TAE 2f7Hh S5 %
ARWVIEFIZZWwE B b S, Reddy 5V
GSDIa 29 L3R 2 7 NoYIRsl % £ &
o, BIEE T CoOMIBIIM R 2 £, B
BRI TOEMBE LTURBRMEITH L E L
TWwa. Lo L, YR Lo REFUEEZ1T-
72360, MBI THFERELEEL, 952



20104F101

Bl LA e 2, 1PIEMHIET L Tw
AW RREBITIZ, 2 M ORI & b WBRIFERA
B ip SABSIED L U e dr o 7278, KREFBRA
PLEZ ONBLGE VRO EEIZL 2
IR SR,

Kudo?i&, IR OME CTIIYIBRMTATEE—
WIRTHH L3577, TAE % PEIT 7 & 0REE
DL WIERIE, FF—obhvHARTIE, BH
BiAMEE LTEBEINLIRE EBRTWD, AE
Bl TAE 3B WBRE2LEE LA,
TAE #® Hb 12 80g/dl TH» b, SMEHIHIN% ¥
BiL7-eFz 6Nz KEFL2HOFYERE
To7zZ L0 o4, YIBRM Lo /Lo
WIS IZ DV T H ATV BE L Bbhi.

%72, GSDIa \2fE 9 Bk FARICMER L7z & 2
5 2009 £ F TIZ, 13 18 EFIOHE DD - 72.
WERE RS W IR O3 4E ik 36.5 7% (21~50 %) T,
By EZ R L (B 1361, 5 #),
MRS B W E WD e —F L7
F 72, FHEZWIRC 5 Bl CEiisga o Tn
72 AFP IZoWCHHOH o 72 16 Bl 5 BT,
HEEERL7ZZOES5HOATHY, AFPICL S
L2 W XN & BNz, Franco ¥, M
&Pk #EATHETH AFP, CEAD LR X %
<, BB~ —h =12 L Ao RMZHILEL v
L, BHMAL EOBEMNL L) AP S LT
MzEFOTNE, UEXD, 30l v FEET
DI EIEAE 2 2T B W RORBIE L, HmdR
WEREE Bbhi:.

—75, 5N % f£F - 72/ GSDIa BE ISk L
TR T35 2 LT, RHERFICX
L ERESR, ROREY A7 2R TIE51]
RePED D 525, EOHMEII OV TIE—ED WL
RSN TWRNY,

GSDIa (& B3 % £ FE Bt IE o AR 136 9 13
BHTH D05, RITIRINIE T2 70
ZEns, YA E RO E LBRIERRE, TR
WECTCoFHZREEBbh.

D

2)

3)

4)

5)

6)

7)

8)

9)

10)

11)

12)

13)

14)

17(1023)

X &

Rake JP, Visser V, Labrune P et al : Glycogen
storage disease type I : diagnosis, management,
clinical course and outcome. Results of the Euro-
pean study on glycogen storage disease type I
(ESGSD I). Eur J Pediatr 161 : S20—S34, 2002
KEAREZ, W W, WEHE—E 5 HO/NEE
Hedast. B 14 ML EAERE, R 2006, p836
Chen YT, Cornblath M, Sidbury JB : Cornstarch
therapy in type I glycogen-storage disease. N
Engl ] Med 310 : 171—175, 1984

Tijima H, Moriwaki Y, Yamamonto T et al : Spon-
tanenous regression of hepatic adenoma in a pa-
tient with glycogen storage disease type I after
hemodialysis : ultrasonographic and CT findings.
Intern Med 40 : 891—895, 2001

Parker P, Burr I, Slonim A et al : Regression of
hepatic adenomas in type Ia glycogen storage dis-
ease with dietary therapy. Gastroenterology 81 :
534—536, 1981

Coire CI, Qizilbash AH, Castelli MF : Hepatic
adenomata in type Ia glycogen storage disease.
Arch Pathol Lab Med 111 : 166—169, 1987
Endoh A, Inoue N, Katoh T : A case of glycogen
storage disease Ia with multiple hepatic tumors
managed by transcatheter arterial embolization.
J Pediatr Gastroenterol Nutr 33 : 333—336, 2001
Yoshikawa M, Fukui K, Kuriyama S et al : He-
patic adenomas treated with percutaneous etha-
nol injection in a patient with glycogen storage
disease type Ia. ] Gastroenterol 36 : 52—61, 2001
Reddy SK, Austin SL, Manzon MS et al : Liver
transplantation for glycogen storage disease type
Ta. ] Hepatol 51 : 483—490, 2009

H AR ZE 25« R MIIE 190 6% Sy, R A
43 : 458—469, 2008

Reddy SK, Kishnani PS, Sullivan JA et al : Resec-
tion of hepatocellular adenoma in patients with
glycogen storage disease type Ia. J Hepatol 47 :
658—663, 2007

Kudo M : Hepatocellular adenoma in type Ia gly-
cogen storage disease. ] Gastroenterol 36 : 65—
66, 2001

Franco LM, Krishnamurthy V, Bali D et al : He-
patocellular carcinoma in glycogen storage dis-
ease type Ia : a case series. ] Inherit Metab Dis
28 1 153—162, 2005

Davis MK, Weinstein DA : Liver transplantation
in children with glycogen storage disease : con-
troversies and evaluation of the risk/benefit of
this procedure. Pediatr Transplant 12 @ 137—145,
2008



18(1024) PR Ta 200D 2 SEMFAIL IR L2 0k5™ % YD Bty o> A5 I HiEsb &k 43% 105

A Case of Glycogen Storage Disease Type Ia with Multiple Hepatocellular Adenomas that
were Resected Twice

Naoya Ikeda, Kiyoshi Fukunaga, Shinji Hashimoto, Tadashi Kondo,
Tatsuya Oda, Ryoko Sasaki and Nobuhiro Ohkohchi
Department of Surgery, University of Tsukuba

Glycogen storage disease type Ia (GSDIa) is a congenital metabolic disorder often associated with multiple he-
patocellular adenomas. We report a case of adenomas with internal bleeding requiring hepatectomy twice. A
woman diagnosed with GSDIa when one year old was later found to have multiple hepatocellular adenomas
and followed up thereafter. At age 18, she was seen for sudden upper left abdominal quadrant pain and fever
and diagnosed with adenoma with internal bleeding in the left lateral segment. Hepatic selective transcathe-
ter arterial embolization (TAE) for preventing rupture failed to relieve pain and fever, so we conducted lateral
segmentectomy to alleviate symptoms and due to the possibility of malignancy. Three years later, we par-
tially resected her liver due to growing adenomas with internal bleeding. Liver transplantation is a radical
treatment for multiple hepatic adenomas in GSDIa. We found adenoma resection useful because liver trans-
plantation was hardly a possibility due to Japan's dire donor shortage. Careful follow-up is especially impor-
tant to subjects in their 30s due to potential malignancy.
Key words : glycogen storage disease type Ia, hepatocellular adenoma, hepatectomy
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