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A 56 year 0ld male patient presentwith progressive jundice of two months
duration withEEain in the right hypochondrial region which is contivious dull in
nature heis free from other medical illness

On eszarnination : patient is deeply jundice no perphral Iynophadenopathe his
puls matewas 80 fnin reqular and his blood pressure weas 120080 no dilated wien
hut mild leg edera.

Abdorinal exarnination hepatormegaly Lwer span is 20 o firm in consstancy
with splenomegaly 3 finger below costal margin

Chest and heatt examination were normal

His inwvestigation

Fasting blood suger 6.1 mmoll. n f.1-90.4

Blood urea 35 mmoll 3375

Total sreum biltubin (TSRY 3582 mmol/T. a-1

Direct 310

acoT 35UL =40
SGPT 40 11L <45

ALP 700U L 30-85UL

Prothrombin titme 154 MR 1.2 ESE 70mmsh
Siron 25070-130p/d total iron binding capacity 195 p(250-410%
Virologlogical study for hepatitis B &C were negative
Abdorunal ultrasound: gross hepatocyte normal tessture normal biliary system
%haenis etlarge 140 tm normal hoth ldney and no ascites

hest X ray  normal cardiac size and shape nommal lung apart from evidence
of right hermdiaghram elewation  dueto hepatomegaly

Liver biopsy :(fg-1) distorted liver arclutecture wath deposition of

eosinophlic hyaline extracellular material and atrophy of the hepatocyte special
stain with congored is posative pictureis consistant with liver amyloidosis
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Liver biopsy shawing an abharmal homagenols material depasiticn causing
atraphy of the hepatocytes (amod peinting to the partal area).

Lfter 2 weeks after liver biopey her condition
detenioated ascites developed her jundice
increase albmnin dectease MR become 4 he
stated to have wormiting endoscopy was
arvabged which revealed esophageal waies
grade 2 portal hyperfensive gastropathy
promeinert gasti fold by which biopey was
taken which revealed deposition of
howogenous eosinophilic material in large
subrmcosal blood vessel which eas stained
posthve for congored featured consisted wath
arnyloidosis (fig-2).

There was no specific treatment was given
because the patient 1z so tired he died after 2
months after the deweloprrent of ascites.
Discussion Arayloidosis is a generic tern that
refers to the extracellulsr Hasue depostion of
fibmls composed of low molecular weight
submrats (5 to 25 kDM of a vanety of norral
st protine-1.

Crastrointesting] disease in armyloidoss
results  mewrorusclar infiltration. In
addition, an extrinsic autonomic
nenropa thymayalsoaffect gt fune o,
Recogration of hepatic amyloidosis iz
difficult, since there  are no path
gnormonic sighs of Irve riveoberment .
Hepatic  parenchymal infiltration by
arnyloid was just a8 cortnon in primary
arnyloidosis (62 per cent) as in s condary
amyloidosis (59 per cent), without
significant listologic or functional
differenc esbe baeen these taro forms 2.
Although aryloid deposition in the Lier
g comnon in patents with systemic
arnyloddosis, climcal Imer disease 1z
telattvely rare such pefients generally
e & poor prognosts | which probably
reflects relatrve Ly severe disease [3,4].
Mledian survival was only mine ronths
(frve-year smvival of 17 perce nfiin one of



The largest published series of 98 patient
from the Ilayo clinic seen between 1975
and 1997 mdependent predictors of
shortened survtval incInded heart failure, a
total bilirubin=2ragfdl (34 microroll),
and a platels tconrt = 300,000/ iecro] 5
Hepatomegaly is noted on physical
exarrirationin 40% to 50% of patients with
the more corenon fonns of systernic
aryloidosis (AL and &40 and is the most
comton hepatic manifestation of AL
aryloidosis(16). Elevations of sermm
alkaline phosphatase walues and
bypoalbnrninernia are coraraon findings in
patients with hepatic amsloidosis, with
ahnonmalities of seram arainotransferases
and elevations of semun bilingbin levels
being less comimon(7) abnormal
prothrozabin tire s rnayalso be present.

&g there 15 no laboratory test capable of
rnaking a specific diagnosis of arayloldosis,
ahistologic diagnosis is required to cordirm
these suspicions. Liver biopew has a kizh
diagnostic yield m systernic armyloidosis.
Howeewer, previons reports of significant
hemorhagic complications following
tieedle biopsy of the Iier or other orangs
with ardoid deposits suzgest that, when
possible, disgnostc biopsies should be
litnited to sites ae cessible to local comtrolof
hleeding. Patients with he patic atayloidosis
almogt Deeariably have irwsobretnent of
other organ sites that are equally or more
arenable to diagnostic hiopsies. Meedle
aspiration ofabdorminal subeutaneons fator
etdoseopic biopey of storach duodenar,
or recturn are alternatiee approaches that
have been recormrended as having hagh
diazrostic wield with leaser rates of life-
threatening  hemorthage (9) Howeverthiz
cage like many cases of hepatic
arnyloidosis, patients present inttally with
hepatornegaly and liver test abnormalities
atd lack other clirdeal findings sugzestre
of systerwdc that nessisate talking lmeer
hiopsy five patients with sever cholestatic
Janndice ate de scrhed and anadditiorsl 20
From published reports are reviewed
Jepatorwazaly, uwsmally marked, was
presentin 92, with ascites m 56% Of the

cases . The senun bilintbin concentration
wag hoticedblyhigh and the s e globulin
iz low variety of treatment regimens was
tied but median survival was only three
motiths from the onset of jaundice (109 In
guch sitnations, 1meer biopsies mav be
appropate if coagulation test results are in
arac cepe ptahle range and patients have not
had prioy evidence of bleeding dyecrasias,
Cie review of bleeding manifestations in
100 patients with arnyloidosis noted that all
patients with hemorrhagic complications of
diaznostic peocedures had prior hstorsy of
bleeding disorders and a recent series
reports a 4% bleeding rate with no fatalities
following lrver biopsy i 95 pabients wath
hepatic &L amyloidosis. These findings
suggest that although coagulation
ghnonmalities complicate amdoidosis |
other factors such as arayloid indfil tration of
blood vessel walls hkelyalso playa major
le in the propensity to herwonhagic
coraplications. The patient deacribed hers
had cholestatic 1rver disease as the prirmary
manifestation of primary systemic
aryloidosis . Fewiew of the lieratuore
suzgests that prominent ey disease with
cholestagia 1s mrusual but probably ander
reported in patients with arsdoldosis and
appears to be resticted to patients with the
pritciary fiorn of avayloidosis. Moretheless,
cholestatic hepatic amvloidosziz iz
charac terized bydistinet clivdeal laboratorsy
. and pathologic featares, recognitionof this
process iz crtical because it dentifies
patients with widespread organ
irwobreent portends a poor prognosis(10),
Oy patient gastric ireobement  with out
doudenarn which was noteied affer the
diagnosis of armloidiosis was achived and
the gastroscopy was done because of
repeated wvomiting .when the
gastrointestinal tract is affected, the most
comnon sites of infiltration are the
descending  ducdermmn (100 percent), the
stomach and colorectura(rnore than 90
percent)and the esophagus(about 70
percent)(10). Patients with syraptornatic
zastinte stinal
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Gastric biopsy showng mald chrome gastintis with abnonmal deposttion of
that was posttive for) arrowes(eosinophilic material around blood vessels
~arnyloid stath

atnyloidosis usually present with one of four
syndromes: gastrointestinal bleeding,
dysrotility, maldsorption, or protein-losing
gastroenteropathy Rare presentations iwclude
ah obetructing mass and encapeulating
perifonitiscansing srnallbhowe lobstroction.
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