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NAADAN LA N3N AN LM TUAY AL ATausn:
AST 144 |U/L ALT 115 IU/L F/U 3 wk: AST 199 IU/L ALT 180 IU/L ALP 107
IU/L GGT 93 IU/L TP 8.03 g/dl ALB 4.38 g/dl TB 0.8 mg/dl DB 0.2 mg/d
CHOL 212 mg/dl TG 65 mg/dl
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| asops1IOME

Vital signs: BT 37°C BP 100/70 mmHg PR 83/min BW 59.2 kg HT
170 cm
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HEENT: not pale anicteric sclerae, no lymphadenopathy
JVP: not engorged
Heart: PMI is at 5" ICS midclavicular line, left and right ventricular
heaving, regular heart rate, pansystolic ejection murmur gr. Il at left
parasternal border
Lungs: normal breath sound, no adventitious sound
Abdomen: soft, not tender, active bowel sound, liver 2 FB below
right costal margin, soft with sharp edge, spleen 3 FB below left costal
margin, no sign of chronic liver disease
Extremities: no edema
Neurological exmination
. thees gnavld, Tutiilald, vivdudmedlingaiie
- Mild calf hypertrophy of both legs
- Motor power : proximal muscles grade IV of both lower
extremities

- Absence of Babinski sign

MsasoPNvKoLURUANSHU

CBC: Hb 13.1 g/dl Hct 39% WBC 6740 cell/ml (N 56%L 35%)
platelet 313000/ml

BUN 11 mg/dl Cr 0.9 mg/dl Na 139 mEg/L K 4.07 mEg/L CI 100
mEg/L HCO3 26.5 mEg/L, Ca 9 mg/dl, inographic phosphate 4.8 mg/dl,
blood sugar 72 mg% Uric 6.9 mg/dl CPK 212 u/l (30-200)

Viral hepatitis serology: HBsAg negative, AntiHBs negative,
AntiHBc negative, AntiHCV : negative

ANA: negative
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1. Hypertrophic cardiomyopathy
2. Family history of heart disease with sudden death

3. Hepatosplenomegaly with elevation of serum aminotransferase

onusg

filasengdeaditfymndes Tsaiala sudiniln saufuiiuseiRlss
Walaluasauniasaudon Mlddnnangulsn glycogen storage disease,
amyloidosis k@< hemochromatosis waitdnazidy glycogen storage disease
mm?fzgmLﬁmmﬂmimq@ﬁ‘wmﬂwuLmum@'@mmm“nfi@mmzﬁ calf
hypertrophy Fafudneasiing1dlulzail Anmozniepdatnaasgilon 1
\iilaw amyloidosis mq‘ﬁ'mimm@iwmawudﬁ[?Tm;u %ﬁlqimﬂﬁﬂﬂu@:ﬂw
amyloidosis ¥nA3IasNIENUALARI1euduaziANeaNA2T dIUNE
BaALAINNIYNITUR9FLSNET5 alkaline phosphatase geRaLnFNINN9
500 u/l Tanuild 61% mm;jﬂqa‘iimﬁmzﬁnwummiﬁLﬁlmtﬁmﬁuﬁmz
"Slu“] L éu‘lﬁm nephrotic syndrome, peripheral neuropathy, carpal tunnel
syndrome wazANAUNATadiala u,m'ﬁﬂqmmﬁwuLﬁmmm?mqﬁql@
LAYNNIBAULITRILILIE N TR E Y

Hereditary Hemochromatosis FaAnanNIsazduIaUmnE LAl
faneladn® Neanisuansaedisaluranaedans 1y 1WIMaNl AN
uanfvesde wazlsadinla %qiuéﬂqaaﬂﬂﬁiﬂwummﬁmﬂnﬁﬁqn@'m
WAZNIFATIA iron study WL transferrin saturation 32% AL serum ferritin
116 ngimil Adlsinduanmnaedlsalugilaasel

mfmWimmmqﬁmﬂﬁﬁﬁmﬂﬁmLﬁﬂu;’gﬂqaiﬁmmﬂmﬁamju
19 Infiltrative disease AINA1ITNGAL WLIN

e Echo cardiogram: Moderate concentric LVH with sparkle

appearance of myocardium, Trivial MR, normal TV, PV, AV LVEF 66%
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e Ultrasound of upper abdomen: The liver appears increase in size
and coarse parenchymatous echogenic pattern. No hepatic mass or biliary
ductal dilatation is seen. Gallbladder appears normal with no evidence of
gallbladder. The spleen is prominent in size. An ill-defined hypoechoic nodule
with internal focal calcification and hyperechoic tubular structure at lower pole
of spleen. No ascites a1

o Liver biopsy: Diffuse swelling of hepatocyte containing clear
cytoplasm, arranging in sheets or mosaic patterns. Diffuse nuclear
glycogenation is noted. Few inflammatory cell infiltrate and the compressed
sinusoidal space. The hepatocytes are obviously stain positively with PAS

demonstrating glycogen deposition Fan i 2

AINN 2
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AMNEANNIATIANWNEIEAINATD I lHasdedngilaasnaiiinasi

ileyunann Glycogen storage disease a4lA@IMI9A enzyme assay analysis
= . . .

WUHN glycogen debranching enzyme deficiency

Glycogen storage disease (GSD) wiulsafi manuilnlnfued
glycogen metabolism A9AINWH 3 waiNeadlasAnNAnlnFAresnirazas

de  oaye o a o d T
glycogen NaLaunlFALIn Ae wlaN |, 11l waz IV wWinldu dausianauii
anauanwn liau e ldus i v liAarulaUng e Asugnaesisn
tlszanod 1 T 50,000 fa 1 lu 100,000 AU glycogen metabolism A laly

o o A

1 1 v 1 v
NANEATENE WANANATUARNAULALNAINILE T ULAAUBIUIRANALAY

o
|

WANUANTDINEATY

Ghucose
~—pacid maltase (11)
Branching Lysosomal
(IV) enzyme degradation
Glycogen . (VI - liver)
(o) Glycogen Phos;
Synthase ycog - phorylase a -a— Phosphorylase b
Galactose e ot (V - muscle) *

- UCPG
§ = Galactose kinase m/' ‘\ ) +_Debranching  ppx
Galactose 1-P-s=UDP Galact A Ghucose 1 .
UDPG-P -— PGl

T GK

Galactose 1-P UDP Galactose  Glucose 6-2 Ghucose
uridyl transferase  epimerase GoPase
(1a)
Fructose 6-F Col
F-1,6-BP —= * ‘-— PFK (VII) Tembrane
Froctose Fructose 1, 6-F
* Fructokinase Extracelular
glucose
Fructose 1-P 3P + DI
Aldolase A

L 1,3 Biphosphoglycerate

- PGK
3-Phosphoglycerate 2
]
- PGM E|.§
VIE
2-Phosphoglycerate i
- Enolase

Phosphophoencl pyruvate
- P
PEPCE~ pyruvate - Lactate
PG PPH

Oxaloacetate + acetyl CoA —a=Citrate
TCA
Citrate synthetase

2NN 3
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Glycogen tsznausaauimianglaasiaiiuldeng Wafuilszniu
a1vsszinnanslulainsnansfenanaazinunazuaun e Hany e
S} glucose-6-phosphate (GBP) WaE glucose-1-phosphate (G1P) Fan i 3
pouidatnAlunisvinureseuladnting 9 Tuauaunig glycogen
metabolism az¥iliAnTsATHAR""]
v
Glycogen storage disease type | HuANRALNFARALANNEALAE
wunnfigalungu GSD duidunaainnisanadaulsznauressyuy
eulnadiineniunisuds G6P an cytosal lilg endoplasmic reticulum ag
G6P tranlocasel@s glucose-6-phosphatase (G6Pase) M IHLaNANNRALINR
aaslspaandly 2 aliastaslaun 1a waz 1b atrglsRnINTRa 1b TnNNT
o [~3 & a a a a Yo =] |
anasiazn1svinuaasdaaanratialnsiaialng gilasasdiniannis
}% ¥
Aoaaidu miee) wuazein1sndialsn crohn’s disease wanaInNHinig
NauinUnAYee G6Pase (type la) 11378 GBP translocase (type Ib) Azl
¥ v
fiugianisairaiimnanglaalaeauaunig gluconeogenesis, glucogenolysis
% 1 1%
WAz metabolism aa9teNANgAlRaTaNIuaRTaaTWNTAAN AN
1 v
TuiaenAWILLe 90-180 W1 uasaNiutmanglaa Jualy metabolism
199 lactate WAz fatty acid sannsn1saananglaaine I duunaanassy
NALNL
a1NN9uaRIraalsA Glycogen storage disease A 1 ANNAINITH
% 1
WeLAN TAEATiannIsTy 40 LATUNAZRAINAINTEIAA lILAaARAITE
A v b2 dy 1 o ¥ 1
Asunsaluaangs viesln nanLliaaaulss LarWmUINIIEINI
Unf meaasresnianuAuln widndndavialng Jilaadaulugsind
a a o va a a a a o dgl
ANEaLNATwa U A NRALNAaaINTIRTIUIALTR AaLRe
wazd9u Neegnias AL TATILATAINUBILLUIBINIANTEANAAAY
v
xanthoma SNIAANIENAIUNALTTAABULFNAY T80 axinn viTau[y
3{/ 4‘ o v a & o 2 | a a 1 2
Auaynaenliiiaaenaninn giloadndniaviinlnanisanassanmae
1 v 1
dae 1y Tsaandn yuuan Gadnilunaainnisiininzuinialuiaensn

Uae] lactic ascidosis WULsTNM 48 Wi Teinazifindaniunistindnu
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X, = ! d py = a a
iadauusy walade sawnae aales wazilandsey neagsnluiaen
fgauuanan iifalsamnis dadniay uazanuiiaUnaniadulszamn
gulasunsauanadllnauiaialiainnisazanaeas Glycogen nlavinliiia
o a & A ¥ 3’/ a
Toone ladulnsndmalsfuaznaanainasaalunangenulavislutia
la waz b Aulmlu Glycogen storage disease T8 1 W RN1AZANTDY
1%
Glycogen kazladulufunInIy NARDALAAINIIENALBIFTLILANTIB LA
dnliguussauinduudavasiuane hepatic adenoma Wu'ld 22-76% 3in
- o 4 o X 2 X 4 X 4
Malugag 2030 T TeanuauilasenasiinaunuenginnIuGEes”) tne
1 ¥ 1
delinsuamp v liifiadiesendeinausianyfgiuaediiiaziin
a1nAH 1aNAATB91FN glucagon UaY insulin lwiden
n197liade Glycogen storage disease a0iafn 1 lnsin1aineea
glycogen usit N93flagufiusueNgn An N19TATLALNIITNINULD
A o oav Mo @ X o aax o o
ulsdlutlasunldldiunisutuds wananiidslisnnsdnsziunglag
WAY lactate MAIAINT LA glucagon MTBNIIAALAUAIIRITTALNGIAA
o 2% A = )
wasanliiaangalaavseniuanaadeliy GSD type | avlinauauas
v
Aan1sliiA1aAINa1a nstAssinIsiugnssnanataalun1saiady
b4
T3atlls
o a o & d‘ o a a
nsfnddnnseasdinatiasiuaonuinlnfaasnisininancy
a1981M1961197 waznnzunandenlilnenaunm
4
1. szauimnaludennawa s Wganan 3.6-4.3 mmol/L
2. 8RINdIUIENING lactate LAz creatinine Wilaaazlisnngn
0.06 mmol/L
3. naAgEngIndnszAulnAAnTias
- szauauiusnglunanndanmagengn 5 mmollL
- szauluanfluwn lu@enninngn 20 mmolll
- svoulmsnaeslsfiieandn 6 mmol/l

< o o b

- svAuATtingadneegszudng 02 1eeAndEtLuNIATgIU
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& dll o 15 ¥ a 9; A é
Auiatlaaiuladlfinan1nzinaalu@ensn
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1 v 1
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211950 uaze1aWenseAudaaana1q (granulocyte-macrophage colony-
. . dll o % (=3 A 5 A al é’

stimulating factor) LWan WLTNNUNElAReAT1AN A ANNNINT Y
nefneEnAenInilasuiuaunndaaus laauRalng lunnamnany
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Glycogen storage type llI INARINNITIA glycogen debranching
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be

v

GSD afia Il § nezusunisadwinalaauazdwinaunuilng seiu §
| \ Hm o ) Y ! a A
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GDE gnanuAninttiufufeausinasaauaunisild amylo-1,6-glucosidase
WA oligo-1,4—1,4 glucan transferase %mﬂummmm GSD type lIlla WAy

o o [ % = a a o %
b AINANAL ANBILZARY GSD type llla HANNKALNALRIALLAZNANN
;4
danuld 80% w29 GSD type Il wiigia lllb FanwueANNRALnRve9sy

v
BENLALT 15% 199 type Il Fiaviua dauaiia lllc FAdnuRnlnfvednis
197U glucosidase aginatAen waz 1l Ild JANRalnfianiznig
NN9NUURY transferase
1 v 1
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a Y o = Ao \ AU o o
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Glycogen storage type IV YEG Amylopectinosis LNARINNITIA
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wieaziiugiln macronodular fan PAS azl¥nauqnwszinisasan
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Interhospital Gl Conference  [13




. % dl o/ o £% dl a o a a % 1
amylopectin 18 nsiagusuynlfennisiiiaanduiadnfianadls ws

21n"1397 lAuazidAR A1 URRUNRANNNTALAN amylopectin Azl

=
ANNBE

a

v dgl ¥ o a o s 1A a a
Tugilaasailldviinismsaiisziiiauladwudndanuiailng
1 v ¥
294 debranching enzyme @1NTUAZAINITUAAITN IHFULI NNIAFIATLLLD
FUWuRN13azaNa89 glycogen taglufinnrazanvesladunnglusiumnled
aa [ % 3| = a a 3’, o % d” 1
Afadendi GSD type llib wsnzlAnuAnlnAesiaiLLazndnuiilasis

o v

fu gaeldfunisinensaanisiudseniuanfiulamsnannuilsdinaine

=

1 = 1 [ % Yo o = 1 1A o
ALLWNENBENLAEA ‘W‘LI’J’]'M@QVLWTUﬂ’]i‘ﬁ‘ﬂH’]u’]u@@\iﬂ VLNW‘U"J’]NWLIIG]LL@ﬁ

>

4
¥ A

\ = A o \ Y X A o
nNAaNLegauuNan N1snaralNHia lanuI NA NN UUINA LN
Wulns

1ONENSO10OD

1. Ghishan FK, Ballew MP. Inborn errors of carbohydrate metabolism. In
Suchy FJ, Sokol RJ, Balistreri WF (eds): Liver Disease in Children, 2™
ed. Philadelphia, Lippincott Williams & Wilkins 2001;565.

2. Matern D, Seydewitz HH, Bali D, et al. Glycogen storage disease type
I: Diagnosis and phenotype/genotype correlation. Eur J Pediatr 2002;
161(Suppl 1):510.

3. Rake JP, Visser G, Labrune P, et al. Glycogen storage disease type I
Diagnosis, management, clinical course and outcome. Results of the
European Study on Glycogen Storage Disease Type | (ESGSD I). Eur J
Pediatr 2002;161(Suppl 1): S20.

4. Visser G, Rake JP, Fernandes J, et al. Neutropenia, neutrophil
dysfunction, and inflammatory bowel disease in glycogen storage
disease type Ib: Results of the European Study on Glycogen Storage
Disease type |. J Pediatr 2000;137:187.

14 DAaSAIAUIVNES:UUMDIAUOIMSIKDUSINAINE, UNSIAU-NUNIWLS 2553




10.

1.

12.

13.

14.

Melis D, Parenti G, Della Casa R, et al. Crohn’s-like ileo-colitis in
patients affected by glycogen storage disease |b: Two years’ follow-up
of patients with a wide spectrum of gastrointestinal signs. Acta
Paediatr 2003;92:1415.

Rake JP, Visser G, Huismans D, et al. Bone mineral density in
children, adolescents and adults with glycogen storage disease type
la: A cross-sectional and longitudinal study. J Inherit Metab Dis
2003;26:371.

Melis D, Parenti G, Della Casa R, et al. Brain damage in glycogen
storage disease type |. J Pediatr 2004;144:637.

Bandsma RH, Smit GP, Kuipers F. Disturbed lipid metabolism in
glycogen storage disease type 1. Eur J Pediatr 2002;161(Suppl 1):S65.
Lee PJ. Glycogen storage disease type |: Pathophysiology of liver
adenomas. Eur J Pediatr 2002;161(Suppl 1):546.

Labrune P, Trioche P, Duvaltier |, et al. Hepatocellular adenomas in
glycogen storage disease type | and Ill: A series of 43 patients and
review of the literature. J Pediatr Gastro-enterol Nutr 1997;24:276.
Moses SW. Historical highlights and unsolved problems in glycogen
storage disease type 1. Eur J Pediatr 2002;161(Suppl 1):S2.

Rake JP, Visser G, Labrune P, et al. Guidelines for management of
glycogen storage disease type |. European Study on Glycogen Storage
Disease type | (ESGSD I). Eur J Pediatr 2002;161(Suppl 1):S112.
Visser G, Rake JP, Kokke FT, et al. Intestinal function in glycogen
storage disease type |. J Inherit Metab Dis 2002;25:261.

Rake JP, ten Berge AM, Visser G, et al. Glycogen storage disease
type la: Recent experience with mutation analysis, a summary of
mutations reported in the literature and a newly developed diagnostic
flow chart. Eur J Pediatr 2000;159:322.

Interhospital Gl Conference  [15




16

15.

16.

17.

18.

19.

20.

21.

22.

Visser G, Rake JP, Labrune P, et al. Consensus guidelines for
management of glycogen storage disease type 1b. European Study
on Glycogen Storage Disease type 1. Eur J Pediatr 2002;161 Suppl
1:5120-3.

Daublin G, Schwahn B, Wendel U: Type | glycogen storage disease:
Favourable outcome on a strict management regimen avoiding
increased lactate production during childhood and adolescence. Eur J
Pediatr 2002;1671(Suppl 1):S40.

Wolfsdorf JI, Crigler JF Jr. Effect of continuous glucose therapy begun
in infancy on the long-term clinical course of patients with type |
glycogen storage disease. J Pediatr Gastroenterol Nutr 1999;29:136.
Schwenk WF, Haymond MW. Optimal rate of enteral glucose
administration in children with glycogen storage disease type I. N Engl
J Med 1986;314:682.

Calderwood S, Kilpatrick L, Douglas SD, et al. Recombinant human
granulocyte colony-stimulating factor therapy for patients with
neutropenia and/or neutrophil dysfunction secondary to glycogen
storage disease type 1b. Blood 2001;97:376.

Visser G, Rake JP, Labrune P, et al. Granulocyte colony-stimulating
factor in glycogen storage disease type 1b. Results of the European
Study on Glycogen Storage Disease Type 1. Eur J Pediatr 2002,
161(Suppl 1):S83.

Selby R, Starzl TE, Yunis E, et al. Liver transplantation for type | and
type IV glycogen storage disease. Eur J Pediatr 1993;152 (Suppl 1):
S71.

Matern D, Starzl TE, Arnaout W, et al. Liver transplantation for
glycogen storage disease types |, Ill, and IV. Eur J Pediatr 1999;
158(Suppl 2):543.

DAAISALNAUINNEIS:UUMDIAUOIMSIKDUSINAINE, UNSIAU-NUMWUS 2553




23.

24,

25.

26.

27.

28.

29.

30.

31.

32.

33.

Adachi M, Shinkai M, Ohhama Y, et al. Improved neutrophil function in
a glycogen storage disease type 1b patient after liver transplantation.
Eur J Pediatr 2004;163:202.

Martinez-Olmos MA, Lopez-Sanroman A, Martin-Vaquero P, et al. Liver
transplantation for type Ib glycogenosis with reversal of cyclic
neutropenia. Clin Nutr 2001;20:375.

Zingone A, Hiraiwa H, Pan CJ, et al. Correction of glycogen storage
disease type 1a in a mouse model by gene therapy. J Biol Chem
2000;275:828.

Beaty RM, Jackson M, Peterson D, et al. Delivery of glucose-6-
phosphatase in a canine model for glycogen storage disease, type la,
with adeno-associated virus (AAV) vectors. Gene Ther 2002;9:1015.
Wolfsdorf JI, Weinstein DA. Glycogen storage diseases. Rev Endocr
Metab Disord 4;95:2003.

Horinishi A, Okubo M, Tang NL, et al. Mutational and haplotype
analysis of AGL in patients with glycogen storage disease type IIl. J
Hum Genet 2002;47:55.

Moses SW. Pathophysiology and dietary treatment of the glycogen
storage diseases. J Pediatr Gastroenterol Nutr 1990;11:155.

Siciliano M, De Candia E, Ballarin S, et al. Hepatocellular carcinoma
complicating liver cirrhosis in type Illa glycogen storage disease. J Clin
Gastroenterol 2000;31:80.

Goldberg T, Slonim AE. Nutrition therapy for hepatic glycogen storage
diseases. J Am Diet Assoc 1993;93:1423.

Maruyama K, Suzuki T, Koizumi T, et al. Congenital form of glycogen
storage disease type IV: A case report and a review of the literature.
Pediatr Int 2004;46:474.

Moses SW, Parvari R. The variable presentations of glycogen storage

Interhospital Gl Conference  [17




18

34.

35.

36.

37.

38.

39.

40.

41.

42.

disease type IV: A review of clinical, enzymatic and molecular studies.
Curr Mol Med 2002;2:177.

de Moor RA, Schweizer JJ, van Hoek B, et al. Hepatocellular
carcinoma in glycogen storage disease type IV. Arch Dis Child
2000;82:479.

Rosenthal P, Podesta L, Grier R, et al. Failure of liver transplantation to
diminish cardiac deposits of amylopectin and leukocyte inclusions in
type IV glycogen storage disease. Liver Transpl Surg 1995;1:373.
Jaeken J, Carchon H. Congenital disorders of glycosylation: A booming
chapter of pediatrics. Curr Opin Pediatr 2004;16:434.

Wu X, Steet RA, Bohorov O, et al. Mutation of the COG complex
subunit gene COG7 causes a lethal congenital disorder. Nat Med
2004;10:518.

Freeze HH. Congenital disorders of glycosylation and the pediatric
liver. Semin Liver Dis 2001;21:501.

Miller BS, Freeze HH. New disorders in carbohydrate metabolism:
Congenital disorders of glycosylation and their impact on the endocrine
system. Rev Endocr Metab Disord 2003;4:103.

Damen G, de Klerk H, Huijmans J, et al. Gastrointestinal and other
clinical manifestations in 17 children with congenital disorders of
glycosylation type la, Ib, and Ic. J Pediatr Gastroenterol Nutr
2004;38:282.

Babovic-Vuksanovic D, Patterson MC, Schwenk WF, et al. Severe
hypoglycemia as a presenting symptom of carbohydrate-deficient
glycoprotein syndrome. J Pediatr 1999;135:775.

Kjaergaard S, Skovby F, Schwartz M. Absence of homozygosity for
predominant mutations in PMM2 in Danish patients with carbohydrate-

deficient glycoprotein syndrome type 1. Eur J Hum Genet 1998;6:331.

DAAISALNAUINNEIS:UUMDIAUOIMSIKDUSINAINE, UNSIAU-NUMWUS 2553




oncirrhotic Portal
Hypertension

un.agm Astfoe
un.1dusy Unyrainina
NQNIIUBILTNTIN UKUNNINIAUDINIG SH.F1T30

| unun

Portal hypertension AR NIITANNALLBIIZULNADALADA
& ~ o < o AN v
portal g9t ulpadanusuiainsduudansalendun lalddning
ZFIGIN

| Avnonow

ARNNA YRS portal vein lunnqzdnAdAnszunny 5-10
NN. U39 N199A portal pressure IAYIAT FAwuS AR T AN
A9xUnANINNg 10 Nu.Usen axdadnid portal hypertension'? (AN
ANAWIY portal vein geszanns 15-40 wi.138%) €9Un1349m portal
pressure N8N 1N199m hepatic venous wedge pressure (HVWP)
Inen19laaN8 @29 inferior vena cava wazlidataaiaaauidn
7119 hepatic vein wdsantiasld balloon ﬁﬂmamﬂgmgmﬂmﬁam
ey ldennufuden 2 dusie balloon uenanfuiiugesszun e

Noncirrhotic Portal Hypertension 19




20

Famnufuaesaenidaanatasadiuas A Anus e
portal pressure A3AALFuUlAERRT HYWP axilantiaandn
NN9IAANALLAY portal vein tREIATNLTENNL 5 wn.UTan LAy
PR REY portal hypertension Lfl‘lﬂ HVWP #A131nn91 10-30
ux.1l9an’ portal hypertension B1ANANLMEANIANNALWTIYTE
Tadldnazsiuuds ‘Emﬂmmmﬁﬂmqwﬁqﬁﬁmdq noncirrhotic
portal hypertension (NCPH) faanaifinannnensanwlusiuvise

NNYUBNFIL

nalnmsifia Portal hypertension
Portal hypertension WunngiinannAufuniuees
¥ 1 ¥
Wuaenantelussuunaeniden portal WAZHeALANNINT Y
Tag portal pressure A uLlsfumnu blood flow WAL vascular

v ] 1
resistance AU portal pressure AXgALHANNIIAN blood flow
a P d = A A
s NN nanewaea luszuuaenlaen portal ¥Ted
NN9LN cardiac output %38 arterio-venous shunt/malformation
Y3081aLHAANNNTANANNAIUNIUIBITZLLVARAREA portal
2L o o cao = P a Wy o o
Teduiusiunsiuuaurenduaen Tnaanainlfviansensiu
I~ A dgl/ o 3 a
1a9sTULMARALAan portal Mg luviTauaniilafy’ lunazdnf
sruLuaanlaen portal llldRafelaansaiusTULVARAIASA
A a . g o \

999 LA portal hypertension axdidananlilgszuunislua
= & o Ao o o ! = a |
NEUNARALRAAANNNAMNALAINGT Tnadinisitdadeaniglud

] v
TdaumarussULBaaAAanAT9N 1NA collateral circulation T4

DAAISALNAUINNEIS:UUMDIAUOIMSIKDUSINAINE, UNSIAU-NUMWUS 2553




aninauoo NCPH
ANILAAININARTIINTAY portal hypertension aznuLilalsAnniin
Tunnudn Tnadianwsauanslumnsen 1

Posthepatic Intrahepatic Prehepatic
Budd-Chiari syndrome Presinusoidal Portal vein thrombosis
Interior vena caval obstruction Schistosomiasis Splenic vein thrombosis
Constrictive pericarditis Sarcoidosis
Right-sided heart failure Idiopathic portal hypertension
Severe tricuspid regurgitation Primary biliary cirrhosis

Sinusoidal

Alcoholic cirrhosis
Cryptogenic cirrhosis
Postnecrotic cirrhosis
Alcoholic hepatitis

Postsinusoidal

Sinusoidal obstruction syndrome

(/AN Feldman: Sleisenger & Fordtran’s Gastrointestinal and Liver Disease,
8" ed)

Idiopathic Portal Hypertension (Noncirrhosic Portal Fibrosis,
Hepatoportal Sclerosis)
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5. HIV infection
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2006;10:627-65.)
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atrophy N9iatuua8Y] InLULaaAe “obliterative portovenopathy of
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liver” Nanmzilaand portal vein MuNFaTuee19BALUNR Wkl ALFI0M
portal tract, obliteration of small portal venules N13RARUBBILAWABARN
portal NRIUNALRNIFUNLN occlusive venopathy N1FVBNEAAVEY sinusoid
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A15199 2 Histologic finding in patients with idiopathic portal hypertension

Histological feature* Frequency (%)
Irregular intimal thickening of portal veins 75-100%
Organizing thrombus and/or recanalization of portal veins 20-100*
Intralobular fibrosis septa 95

Abnormal blood vessels in the lobules 75

Subcapsular atrophy 70

Dense portal fibrosis and portal venous obliteration 32-62

Periductal fibrosis of interlobular bile ducts 50

Portal inflammation 47

Nodular hyperplasia of parenchyma 25-40
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M19199 3 Clinical features of 156 cases of chronic asenicosis studies in

West Bengal, India

Symptoms No of cases Signs No of cases
Weakness 110 (70.5) Pigmentation 156 (100.0)
Headache 32 (20.5) Keratosis 96 (61.5)
Burning of the eyes 69 (44.2) Anaemia 74 (47.4)
Nausea 17 (10.9) Hepatomeegaly 120 (76.9)
Pain in the abdomen 60 (38.4) Splenomegaly 49 (31.4)

- epigastric 39 (25.0) Ascites 5 (3.0)

- paraumbilical 21 (13.4) Pedal oedema 18 (11.5)
Diarrhoea 51 (32.6) Sign of lung disease 45 (28.8)
Cough 89 (57.0) Sign of polyneuropathy 21 (13.4)

- with expectoration 53 (33.9)

- without expectoration 36 (23.1)

Haemoptysis 8 (5.1)
Dyspnoea 37 (23.7)
Paresthesia 74 (47.4)

NM9ANEIAN West Bengal Tugilatianuau 3,467 Nlszauva9
e \ = o v PRy ) '
arsenic A1N31 0.05 mg/L LU?EI‘J_ILVIEIUHUQ‘]JQEI 4,216 318NN arsenic §ININ
0.05 mg/L Mnannstuitlew arsenic wudnANgNIBINIINLE M6 Y
NANNANEAANT 102% WHLALNNAILAN 2.99% Gandnatinalitid Aty
N19205° wanannisdanunisiiafulnuasainnisannfludewlunng
= 2 6162 = ¥ v Y @ A % da X
ANEa1’? ANsANMIT9FULaA I NI NN9A NN NN i e ures
arsenic \uszazaauw Neteaiuniaiaisiane lusiuauyin sy
LRGN
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Severe fibrosis of liver with expanded portal zone containing leash of
vessels in a patient of arsenicosis and non cirrhotic portal fibrosis (NTWATN
Indian J Med Res 2008;128:436-447.)
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(Country Standard w284 Asia Pacific A8 0.05 mg/l mm:ﬁl WHO Standard
A1 0.01 mg/)
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Etiology F=2 AUROC F=3 AUROC F=4 AUROC Reference

HBV 7.2
HCV 7.1
HCV 8.8
HCV/HIV 45
PBC or PSC 7.3
NAFLD 6.6
Alcohol 7.8

0.81 8.1 0.93 1.0 0.93
0.83 9.5 0.90 125 0.95
0.79 9.6 0.9 14.6 0.97
0.72 - - 1.8 0.97
0.92 9.8 0.95 17.3 0.96
0.87 9.8 0.90 175 0.99

0.9 " 0.90 195 0.92

14
20
13
15
17
16

21

HBV=chronic hepatitis B. HCV=chronic hepatitis C. HIV=human

immunodeficiency virus. PBC=primary biliary cirrhosis. PSC=primary sclerosing

cholangitis. NAFLD=non-alcoholic fatty liver disease. AUROC=area under

receiver operating characterstics curve.
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Tenofovir for Treatment-Experienced Patients with Hepatitis
B Virus Infection
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Peginterferon alfa-2a vs. Peginterferon alfa-2b for Hepa-
titis C
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Bleeding Peptic Ulcers in End-Stage Renal Disease
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Cheung J, et al. Peptic ulcer bleeding outcomes adversely affected by
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Low-Dose Aspirin Therapy after Peptic Ulcer Bleeding
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Hemodialysis: A Risk Factor for Colonoscopic Perforation?
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Tuseninannsde9nAednsIanIaANeIng AdtiuasAssealnszdalunigyn
o PP Ay vo & ' . oA =
dnonisaatiludiaeflifunseniaanatnsaiiiasuaraiasauianig
A ¥ v Ao \ a ¥ v o o o
waniaeenislindasnsandawnlng Tnanlasullldndemsadmiug
Uaefnunuuazfieaszdaniaiia loop Tuseninen1sdeanassdeanaia
4, -~ o . 5
pNdesionaiaan i ugneqlé

Imai N, et al. High incidence of chronic perforation during colonoscopy
in hemodialysis patients with end-stage renal disease. Clin Gastroenterol
Hepatol 2010,8:55.

Version 2 of a Capsule Colonoscopy System

miﬁﬂwmﬁﬂuﬁﬂqiiﬂﬂ'@uuﬁﬁﬁié’mmﬂﬁl,ﬁufi’] capsule
endoscopy HANIFasay 64 Tun13m39aNWL colonic polyp ﬁﬁmmm‘lm;i
ARG 6 1. waviimnulaFesas 60 Tun1aEuMA colonic polyp il
nalugndzawindu 10 wu. Tuilaqiiudn1swemun colon capsule Ty
mslmi‘llmﬂﬁguL@umumﬁumwﬁﬁLf;mﬂmwmLmﬂsg@ﬂ%fﬁﬁumn
156 1fl1 172 a9AUAZIINNIATIRTUATWIRNT WANIAY 4 suAeIuNT
i 35 suseduniluszninana sl lusn 1&A of aztlsvidui
1/s2ANBN1 U9 colon capsule aju‘lmiﬁ Eliakim wazane teninisanelu
filagl a1uau 104 9 eneadn 49.8 T iasdedaanmanuseslsnly
al&luajunnen delaeynameldsunismmaiududaanisdendas
neaaan ldInnjunnaululsaneiuna 5 uslulszinafasea lunisg
Anefilaunnasazdasmzenan & lungdounisfuilseniuansazans
sodium phosphate 1 9 2 ﬂ%ﬂﬁﬂu@:ﬁﬁ’]m?m%ﬁ'w colon capsule LAY
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v 1 1
FutsEnuansfananlanAfaLsunne 30 1A, Lie colon capsule MALAREW
4
Tlagjismuanldidn filasazdeduilszniuansindn a1 15 ua.
colon capsule tHiARauNIuLFTRAINANRTWEa9a1 3 dalus filaayn
=® dﬁl VYo ] 2 o 1 o dl
saluniadnenilazldfunisnaadasndasarldlunjn1audsaini colon
capsule Mingaaanuivzeldiudseniulludailunaiuiundt 10 dalus
ao X ! al ° ey \ el A A Al
HanasnuRdadn L nswsanan W luny linaag lunusiavrendanly
L % % =l %
filhefanay 78 NgmIvamag colon capsule AN laFatas 89 uarAIN
annziaaas 76 lun19ma9anwy colonic polyp WA lugjndvidawiniu 6
v o %
N, wazAdnNlnfenay 88 uwazAlNawzFeaar 89 lunismsaany
colonic polyp aWATMAININMTAWINTL 10 W, colon capsule ANNNTNATIA
wuuaLIAFUNN98REINE colonic polyp TUIANINNGT 6 WX, AINNTATIA
dasndesan i Innludiaaanuan 11 e
=< dﬁl Yo Y v 1 a o a o v aa
neAnedudagidnsaunisidumasaiuiudes wazddsnng
Uz UTIUIATAY colonic polyp Mdiuann capsule endoscopy WaZANNNNT
v ]
n3aadasnansan i lundelmnuunnsnaiuey sausisgilaaunesed
RT9aNLINA colonic polyp AR83EN19MTIA colon capsule WAMIIR LWL
colonic polyp Anan1smsradasndasanldlunavgnuilsnaidunauanans
%
Tunsaasinneada eeelsinunaresanuidqeillsuanelfifiugn
v 1
colon capsule fulusitiuiiilsz@nEnnalun1sAum colonic polyp LHasIN

o a J ] 1
nunmmaumiﬁlum@mqmmmu
Eliakim R, et al. Prospective multicenter performance evaluation of the

second generation colon capsule compared with colonoscopy. Endoscopy
2009;41:1026.

Research Highlight (73




Barrett Esophagus and Colorectal Cancer

Barrett esophagus NANNANAUSIALIATIALNNIATIANY colorectal

e L 4w e S 4
cancer watliidayanuldndndauifedasiusnntaaiasla e
AN®ID9AIINLN 89T 89A9NA N9 De Jonge WATADLY bANINITAN®
1320109 TULLLER FLABAAIWIU 42,207 318 N LASUN199Ase Barrett
esophagus Tnedfaaay 91 wasgilaadanguinndnvzawiniy 40 Yaull
uazlamnmugiloaliuiuiedy 5.6 wudfilagaiuou 713 sedniu
$asiaz 1.7 m99aWL colorectal cancer Lmzéﬂmnﬂmﬂﬁm%wu colorectal
cancer Hangunndn 40 Taulil Tnenfasay 96 Henguinnan 50 Tauly
dl = [ 1 o uI/ '8 rdld
Wawrauiaunadenanaiudszainsia il lulsswmanisesuausniieny

1 =) 1 U dld al dl 1

1NN 40 U wudngfilendloymn Barrett esophagus NAANHLALNABNNT
\im colorectal g9 (relative risk, 1.70, 95% Cl, 1.58-1.83) UAZAIINIRENAS
NANYAE @I UNNENAILATUN931A8Y Barrett esophagus Tt 1 Tusn
(relative risk 4.76, 95% Cl, 4.26-5.31) AHL@emanana bl o AN unIevaa
N19973a4 8 Barrett esophagus M99 1-5 Tusn WAANNIALNAINAIIAY
NAUNINUFITUNENAIANNNNGINASY Barrett esophagus 1w & inlil
(relative risk 1.28, 95% CI, 1.11-1.47) wazdauluaydnnulugiaamanig

NuiduiiiuntsdnenlugUas 4Teyun Barrett esophagus
. 4 - = 4, - 4 o
AIUIBNINNDLTZLNUDIAINLALNFDNIFLNA colorectal cancer sn\‘igﬂfm
anulunjazlimauidessan1Ingaany colorectal cancer AQEN1TARINABY
navaanldlnny nneudalaiunisitiade Barrett esophagus WaELaanguil
Tdfiauadusdaeldsunisnsaan anINRA HANA wansa e ldarnan
unzih lunsamadesndasan i lunludsesanasialy

De Jonge PJE, et al. Risk of colorectal cancer in patients with Barrett’s

esophagus: A Dutch population-based study. Ann J Gastroenterol 2010;
105:77.
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Radioloaical Corner

way.Tan1 waAwsnswel
Wey.25115 gassaugnsd
NIATTISIFINGT AUEUNNEAVAATATIITNEILIA

fileemeelng @y 74 U wnlssnenunadazeinisildenng dan
Tmnalaseaadnties 1 hauneunnlssmenuia sonfiuiviwinan 4
Alandulu 4 wiew Hlszdrlandsvandadulsnanusulaling

| asovsome

Abdomen: soft, not tender, liver and spleen not palpable, tender on

percussion at hepatic area

| msasopmorovuuaMmsnd
CBC: Het 26.7%, WBC 8,580 cell/ml (N76%), plt 259,000/m
LFT: TB/DB 0.4/0.1mg/dl, AST/ALT 16/11 IU/L, alkaline
phosphatase 60 I1U/L, GGT 42 IU/L
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| CT Upper Abdomen:

Axial CT upper abdomen with contrast mﬂﬁﬁiﬂ'w
‘I"Iilfl’ (A-D S‘ﬂﬂ@?ﬂuuﬂ\‘lf‘i’]\‘i E]’]Nf\i”]ﬁ‘i_l)

Coronal 2-D Multiplanar Reformation (MPR)
images U84 CT upper abdomen Tupjﬂqzmmﬁmﬁ'u (E-F)
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wudnsuunsalaeialiuazasinanevesniiageunAsauiuing
[ gé a ¥ = o o = 1
Tlanesresguiadeudrsunndeadusiunauen tagldnunisgnanuly
Ao a ¥ o = < oo = o s
MALLTMUINIALN YAIRAINRARNINLTIE J enhancement 284N1E91NA
1 U v
atinapialiedlnnsay (continue mucosal line) UATAIIANLTIAlUYIUNATIN

mae Ty pericholecystic fat stranding 38 fluid collection

Ms3UodelsA: Xanthogranulomatous cholecystitis
&
Xanthogranulomatous cholecystitis (XGC) LluNTMEentaLEasIae
% aa v Y 4 =
gunannuldaeudies sasuaiuaniag Goodman wazAuzlud
¥ v
1981 wuadNgnaedisaiiferss 12 1een19zguAdnay Inswuninly
1 v
daang 6070 T uazdinnusaniutinlugaingldfenay 85
¥
awwsnsiadelinauuddna aradiinannIazdnauTeass
v U v
2090917 wazsinwudanAunaziinlugaind inliiAanisgasunisenn
v 1 1 v
2090915 waznaliiiantsdniauiuuuaiends sauiudnisiaeeuns
> A o S = : @ & o s
dnldimiiieesgeins lunaidesnanadulaundnnialumiagens
(intramural microabscesses) LiT130W Rokitanski-Aschoff sinus 1A lipid-
laden histiocystes HN1ACAN @ugmmuﬁﬁ’m xanthogranulomatous nodules
3 H v
WAZTAHA UBNANLNIIENRATMANIEUBNNINALFII neck TBIENUIA
v
K N19% Mirizzi syndrome finudnanaifuanmeueinisgasugainavinli
\in XGC munn 1’
v ! 4 aa o
N19MIVAAIE ultrasound WAL CT scan Aeud1eenlunisiilagy
v !
WEN XGC 80NAINNLLTNOIUIA A InnUANEMesaniu 1@y 1iiagq
v 1 v
AT wazwUNziFegainale XGC Thdsznnnfenay 10%'
Y o dl Y 1 ' < gg a 2
dadaunmanlitaeuanszndne XGC aanainuzizagediAaInnIn CT scan
v 1
1. mﬁqqqmﬁwumnmmmm (diffuse thickening wall)

1 1 v
2. WuN19FeLieeaEaynatA (continuous mucosal line)
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v 1 4
3. {qmmnTunianenANUWIAATU (intramural hypoattenuated

nodules)

4. Tdwunisgnanwlufsiuisundanes

v 4

1 o ' o aa 1Y a = 1=
5. Tum@ﬂwmmmmmmmgmwmemmmiﬂm&mu

Inadwuadneties 3 Tu 5 AnsuzAnanalunIn CT scan azwL
Al b4 o % k% %
dnilaulafasay 83 AuAawIziatay 100 uazANgnAaiaLay 91
4
TunIsuan XGC aananuzi5egIuia
1 v
fnnsAnwanudn nnsasanuiialugeunAuay intramural hypoat-
o % o o 1 Hala o
tenuated nodule TueTageiIAN YWY WuiatsTndanuawmwizlunng
v 1
qade XGC® Ime intramural hypoattenuated nodules Tumﬁqqqmﬁﬁma@
WUAINNMTN CT scan LlWANLMG289 xanthogranulomatous nodules %38
microabscesses UWNALUTENNNS 0.5-2 @, Usznaulddae proteinaceous
fluid, hemorrhage, cellular debris WA bile pigment ynansAnEwLgan
v 1
WL intramural hypoattenuated nodules Iumﬁﬂq\iuﬂaﬁﬁuﬂu CT scan Ag
@ % oA A . PR @ = WM v
WeIn XGC ANNENGIUNATa cholecystitis Tlinawe IHanvizauanils
e
X oA iy o % A a
NN early enhancement Y@4LHAALINAEINMLALNGIUHNANAAIN
o % o A o ) [y '
nazdniauresnauaiudnansusAinulaly XGC wazdatuanann
3 93 a 25
N0 NA L
v
NNIATIANLINITUANNZQIDINUIA, NIFTANUEY, WATNITUGN
al dll | 1 gé a o % . . dJ ¥
neqlasiniasansaszudnneunAuazanld (enterobiliary fistula) awuls

fp81aY 23 U89 XGC LNDaN1Inensailsa lum
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UW. WA NAHNIE
NN IAURINIS NATTIRIYTARAS
TN TUATIT 9 v

ﬁjﬂQHmﬁﬂVLmﬂrjfaﬁq 66 tlunlsanenuNasaeaINI9aNe
@ﬁmiuﬂulﬁ@mﬁummﬁm 1 94 AINN1TFAFIATNNIYNLIN
o 9 o A a A A o . y 9 X
Juoafansan Holtlaymi@a J parotid gland dradaelunjuu
BATLIN AF9ATNNNTTULAWINR m@msmmmaﬁmﬂﬁﬁﬁ
N19NL Hemoglobin 6.8 g/dL. WBC 8,400/mm’ neutrophils 74 %,
lymphocyte 23%, monocytes 3% platelets 269,000/ mm® gilagrlé
FUNN94R9NABIATIIRNIUAUDINITAIUAUNULADARALAZLAL
- P Vo a
AIMNT IUNTLINIZAINNT WAL folds NRaUATUDNILNG
WATHLANWAY 2 folds ANLINUNARIT MIILTIINL upper gastric
body AauandlunIni 1
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AN 1 Thickening of gastric folds with edematous and erythematous

surface and associated superficial ulcerations

r;mmimm@m\iwm%ﬁmmmnmqu:mmiwuLi'flu infiltration of
lymphoma, large cell type NALANTLIT ABNNILADFURIT AN BINL
hypoechoic pelvic mass 5.7x9.4x6 ¢cm with invasion of posterior wall of
urinary bladder LAZHANNTATIANWNNLIEINENAN parotid gland 114 Non-
Hodgkins lymphomas (NHLs), diffuse mixed cell type ﬁ\‘lLLﬂm\‘ﬂuﬂﬁWﬁ 2
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uziSasianinvaes
ﬁﬂi:t.wqumm'qulmg
aziflu NHLs @9azuriaflu
NS aRaNUIA 8 eTa
nrzwnzamsTilalgugd
o e il udaunil e anse-
ANENIANNNL LTI BN
waesdy lnaaziaduily
NS aRaNUIA 8 eTa
nrzwnzamsTilalgugd
#191n1915 uRuaa9lsn
oy lutavriasnsaiaudu
Tunjag lunszinizaiung’
IR LRt R L T0TG
ABITRINTZINNZRIWNIT,
WLANNNITABINABIATIA
azlansuzuansianule
nanauuy Tnaenaazuilg
aanidudngtuuulug
A8 1. WL ulcerative S91a
aznuluszazane duld
Faus gastritis, erosions At
neest iy ulcers 2. Wi
polypoid #aanaaziflul g
LA enlarged gastric folds Al
nsestaimdufeudatan
wazqAiNuAa 3. LUl

diffuse infiltrative®

NN 2 Lymphoma, large cell type ‘lulﬁﬂq
nIsNIzeIng (JUd1e) uaziaaddansn
CD20+ (g1l27)

ftlagseiinudndl isolated thicken-
ing 184 gastric folds TeaziinnsAfadauen
TspRn H. pylori associated gastritis, gastric
lymphoma, CMV gastritis, gastric amyloid,
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gastric varices Q¥ gastric adenocarcinoma Tmﬂmm&!ﬁwﬂﬁﬂﬂ&lﬁqmﬁ@
H. pylori associated gastritis® aginglsAimnasilaneaizutaae19an N1 1%
< K [ 1 = . . . .
UNOY lymphoma 18 113 N33 distortion LAY nodularity 484 gastric fold Tnel
@N12RENENE WU polypoid mass W38 ulcerated lesion $ANARETRANNS
PeefneINTian sz g iR fazdaaaiuayuetnenn Tugilagseild
. S ' [ o R =R -
nodularity U84 folds N shallow ulcers FANA2EN IARND lymphoma WX
214 @94 early adenocarcinoma (linitis plastica) duiinfatiasndniiiasannil
saalsavanaqauazil ulcerations Teaznulalaitiasu linitis plastica
] [~ v aa o dl U iJ/ o ¥ %
atglaimunisarlinisidadafignsiasiuaniluazsiasldug
N19AFIAN N3N aluse A ulLy enlarged gastric folds 3@
diffuse infiltrative WupAqsaz1d biopsy forceps auAIURjuaZFATUIIAANN
a - % py oM o A o Y A = o ~
ANt Welildileeanduianasldviesialdinatinves
partial EMR (strip-off biopsy) fi L6’
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~ Pathological Corner

WL UgNa NARlan g
ma3rnensven Teawenuiaawiaansal

| wWuosshen 1

Section reveals base of ulcer composed of proliferated
capillaries. Enlarged endothelial cell containing eosinophilic intranuclear

inclusion with perinuclear halo is noted.

2NN 1
n1591aa8lsA CMV infected cell
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| Wiosishen 2

Section displays chronic

active inflamed gastric mucosa
with focally clumps of curved
organisms along mucous lining

gastric surface epithelial cells.

mwﬁ 2
nnsINaaelsA H. pylori associated
gastritis
| wlossen 3

Section discloses

ulcerative colonic mucosa
covered with fibrin and acute
inflammatory cells. Crypts are
lined by reactive epithelial cells.
There is increased fibromuscular

proliferation in the lamina propria.

MNA 3
n1sadaaglsm Rectal prolapsed
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| Wlousen 4

Section shows liver core tissue with scattered aggregation of
histiocytes appears as vague granulomatous lesion. They reveal numerous
acid fast bacilli by AFB stain.

NNN 4

NN 5

nn9iuaaslsn Atypical mycobacterial infection

[]
|
]
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