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patients with end stage renal failure have been
treated with heparin for many years, its side ef-
fects are well known. In the literature, various lo-
calizations of uremic bleeding have been reported
(4-6). In general, it is associated with traumatic
or surgieal procedures, but the underlying cause
of spontanecus bleeding could not be explained
exacly. Initial symptoms of bleeding certainly are
related to its localization and amount. If the
bleeding occur in ana intestinal tract or on body
surface, it is easy to diagnose, but intrapleural or
intra pericardial bleeding as well as hematoma
may be overlooked. Acute blood loss may contrib-
ute to the anemic symptoms such as fatigue, or-
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thostatic hypotension, and in rare instances, hy-
povolemic shock.

Treatment of uremic bleeding is mechanical pres-
sure, adequate dialysis, desmopressin (DDAVP.
increases F VIII and vWF), crioprecipitat (because
of the rich F VIII and vWF content), conjugated
estrogens platelet transfusions and packed red
blood cells (2,7,8). In most cases no therapy is re-
quired. an agressive correcting of bleeding time
may cause thrombosis of vascular acces of hemodi-
alysis patients. In conclusion, when a rapid fall of
hematocrit developed without obvious blood loss
in an uremic patient, possibility of spontaneous
hematoma should always be considered.
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Primary adrenal carcinoid: An unusual localization

Primer adrenal karsinoidi: Mutad olmayan bir lokalizasyon
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Ozer: Karsinoid tiimérlerin mutad lokalizasyonlar:
apendiks ve terminal ileumdur. Karsinoid tiimér-
ler, nadiren, gastrointestinal sistemin diger bolge-
lerinde, ¢ok daha nadiren de timiis, gonadlar, ve
brong agact gibi gastrointestinel sistem disindaki
organlarda lokalize olabilmektedirler. Venidz drea-
Jji karacigerden gecmeyen karsinoid timérlerde
erken devrede karsinoid sendrom geligebilmekie-
dir. Adrenal gland karsinoid tiimérler icin oldukca
mutad-digt bir lokalizasyondur. Biz burada daha 6n-
ceki devrede ishali olan ve bize sag hipokondrium-
da, sonucte adrenal karsinoid oldugu anlasilan, bir
kitle ile miiracaat eden hastay: bildiriyoruz. Hasta
sag adrenalektomi ile, bagarili olarak, tedavi edil-
di. Karsinoid tiimérin yerlesebilecegi baska bir
alan bulunamadigindan ve adrenalektomi sonra-
sinda hastanin ishali tiimiiyle kayboldugundan sap-
tanan tiimérin primer oldugu kabul edildi.

Anahtar kelimeler: Karsinoid tiimdr, adrenal

OVER 90% of carcinoid tumors originate in the
gastrointestinal tract, the most frequent enteral
sites are the appendix, terminal ileum and rec-
tum. The colon, stomach, duodenum, and Meck-
el's diverticulum are less frequently involved.
Carcinoid tumors rarely arise in the biliary
tract, pancreatic duct, esophagus, and thymus
and gonads. Bronchial carcinoids, originating
from the enterochromaffin cells in the epitheli-
um of the bronchial tree were also reported (1).

We report here a case of primary adrenal carci-
noid, successfully managed by adrenalectomy.

CASEREPORT

75 yr-old woman was admitted with a continuous
right hypochondrial pain and intermittent colic

type abdominal pain radiating to the back asso-
ciated with diarrhea for the last three months.
The patient was otherwise well. In physical ex-
amination the right hypochondrium was tender
to palpation and a mass was palpable just under
the right costal margin. Blood pressure was 140/
90 mmHg. Physical examination was otherwise
normal. Her past history was negative. In labor-
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SuMmMARY: The usual locations of carcinoid tumors
are appendix and terminal ileum. Carcinoid tumors
may rarely arise from other parts of gastrointesti-
nal tract as well, and very rarely from extra-
gastrointestinal organs such as thymus, gonads,
and bronchial tree. Carcinoid syndrome may devel-
op early in carcinoid tumors where their venous
drainage is not entering the liver. Adrenal gland is
a very unusual localization for carcinoid tumors.
We describe here a patient presented with diarrhea
and o right hypochondrial mass which was proved to
be a carcinoid tumor. The patient was successfully
treated by right adrenalectomy. Because no other site
of carcinoid was found. The diagnosis of primary
adrenal carcinoid was made.

Key words: Carcinoid tumor, adrenal

atory examination: The red blood cell sedimen-

tation rate: 11 mm/h, hematocrit: 43%, hemoglo-

bin: 132 g/, platelets: 211X10%1, WBC: 4.6X10%1,
WBC differential count: normal, MCV: 106,
BUN: 19 mg/dl, creatinine: 1.2 mg/dl, glucose:
105 mg/dl, albumin: 35 g/, globulin: 32 g/l, alk-
alen phosphatase: 10.5 KAU (Normal: 3-10 KAU),
cholesterol: 311 mg/dl, Bilirubin: 0.88 mg/dl,
AST: 8 U/, ALT: 12 U/], Sodium: 145 meqg/1, Po-
tassium: 4.5 meq/l. No abnormality was found
in urinalysis. Ultrasonographic examination
revealed a 5X4X3 c¢m. solid mass in right adren-
al gland. Computed tomography confirmed this
finding (Fig 1). The mass was initially consid-
ered as a metastatic lesion and a search for a
possible primary focus was undertaken: Chest X-
ray, thorax CT, upper and lower GI series did not
reveal any lesion. Sigmoidoscopic examination
was also negative. In the 5 days period of hospi-
talization, the main cemplaint of the patient was
worsening right hypochondrial pain. The pa-
tient passed one or two unformed stools daily
preceded by a colicky abdominal pain. Daily
stool volume was 280 g and examination of stool
revéaled no ova or parasites. There was neither

mucus nor white blood cells and culture of the
stool revealed no pathogenic bacteria. In the
gixth day, exploration of the right adrenal was
performed by a right lombotomy incision under

general anesthesia. The mass was closely adja-
cent toright adrenal gland and it was extirpated



172

.l - W i AR, -
Figure 1. Computed tomographic appearance of tumour.

with it. Pathologic examination revealed a tu-
mor in the adrenal gland measuring 5 cm, well
demarcated and encapsulated. The adrenal tis-
sue was compressed by the tumor and was 3X2X1
cm. In the cut surface of the tumor, there were ne-
crotic and haemorrhagic areas. Histologic ex-
amination showed carcinoid tumor composed of
monotonous appearing cells of trabecular and
glandular like pattern (Fig 2). The acidic muco-
substance in the glandular spaces was demon-
strated with Aleian Blue pH 2.5/PAS and May-
er's mucicarmine stains (Fig 3). In the
immunohistochemical investigation, tumor
cells were stained with neuron specific enolase
(NSE), (Dako Corporation), (Figure 4). The tu-
mor had invaded the adrenal medulla. The ad-
renal cortex around the tumor was intact. Patho-
logic diagnosis was carcinoid tumor. After the
diagnosis of carcinoid tumor was made in the
post-operative period, serum serotonin and uri-
nary 5-hydroxyindolacetic acid (5-HIAA) levels
were measured and both were in the normal
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Flgu.re 3. Acidic mucosubstance was observed in the glan-
dular space. Mayer's mucicarmine X 200.
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Figure 2. Carcinoid tumour in the adrenal gland:
Montoneous tumour cells forming trabecular and
glandular structure. H/E X 80.

range. The patient was free of pain and diarrhea
in the first week following operation. In a repeat-
ed test, urinary 5-HIAA and VMA and serum se-
rotonin levels were in the normal range. There
was neither abdominal pain nor diarrhea. The
patient was discharged on the 12th post-operative
day in excellent health.

DISCUSSION

Carcinoid tumors arise from the enterochromaf-
fin cells. Enterochromaffin cells belong to a
larger family that shares the features of amine
content, precursor aptake, and decarboxylation,
hence the term of APUD (1). The complex of
symptoms and signs that comprise the carcinoid
syndrome includes diarrhea, abdominal
cramps, borborygmi, episodic flushing, telan-
giectasia, cyanosis, pellegra-like skin lesions,
bronchospasm with wheezing and asthma-like
attacs, dyspnea, and murmurs of valvular le-
sions of the heart. These signs and symptoms re-
sult from increased production of a variety of
substances with pharmacologic and physiologic
functions represented principally by.

Figure 4. Tumour cells reacted posztwely wzthrNSE X 500
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5- hydroxytriptamine (serotonin), 5-hydroxy-
tryptophan (5-HTP), kinin peptides, histamine,
catecholamines, and prostaglandins. Insulin,
adrenocorticotropic hormone (ACTH), melano-
phore-stimulating hormone (MSH), glucagon,
gastrin, parathormone, vasoactive intestinal
peptide (VIP), gastric-inhibiting polypeptide
(GIP), ACTH releasing factor (CRF), calcito-
nin, vasopressin (ADH), substance P, neuro-
peptide K, neurokinin A (substance K), moti-
lin, methionine enkephalin, and beta-
endorphin are also secreted excessively in this
syndrome (1).

Our patient initially presented with a mass in
abdomen and pain related to it. At the admis-
sion to the hospital, unexplained diarrhea was
present as well, but we failed to suspect carci-
noid syndrome (CS), because, the main con-
cern was the mass adjacent to right adrenal
gland and, the other systemic gigns and symp-
toms suggestive of CS were absent. Given to our
failure to suspect carcinoid in the pre-operative
period, we did not have the levels of serum se-
rotonin and urinary 5-HIAA measured. Nor-
mal levels of this substances in blood and
urine in the post-operative period shows suc-
cessful extirpation of carcinoid tumor.

In a study reporting the localization of this tumor
in 2837 cases (2), the main location was appendix
(77.83%), followed by small intestine (33.7), rec-
tum and rectosigmoid (1.3%), lung and bronchi
(0.6), and stomach (0.3%). In another study eval-
uating 103 metastatic carcinoid tumor cases (3),
the main location was ileum (73%), followed by
bronchi (6.8%), jejunum (3.9%), cecum (2.9%),
appendix (1.9%), mediastinum (0.9%), duode-
num (0.9%), and rectum (0.9%).

The histologic differential diagnosis of the car-
cinoid tumor in the adrenal gland includes me-
dullary paraganglioma and pheochromocytoma.
All these tumors derive from neuroendocrine
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cell-line and ultrastructurally they contain neu-
rosecretory granules. Immunohistochemically
they are stained with NSE. A carcinoid tumor
with a dominating solid pattern may be con-
fused with paraganglioma and pheochromocyto-
ma. However, in the latter two tumors, typically
Zellbalen pattern is observed, tumor cells are
larger than carcinoid tumors and mucosub-
stance is never observed. Furthermore pleomor-
phism between the tumor cells is frequently seen
in pheochromocytoma (4). In the presented case
positive reaction of the tumor cells with NSE re-
vealed neuroendocrine origin. However the
lack of Zellbalen pattern and the presence of mu-
cosubstance containing glandular pattern and
the general monotonous structure eliminated the
possibilities of paraganglioma and pheochromo-
cytoma. Carcinoid tumors in the adrenal gland
are generally metastatic (4). However in the pre-
sented case, no evidence of an underlying pri-
mary tumor was found. Besides serum seroto-
nin and urinary 5-HIAA levels were in the
normal range in the early postoperative period
in repeated tests and patient's diarrhea subsided
accordingly. The origin of the carcinoid tumor
of the gastrointestinal tract and many other or-
gans are the endocrine cells. It has been widely
accepted that these cells and the cells of other en-
docrine glands share the same neuroendocrine
cell-line (5). The origin of gastrointestinal car-
cinoid tumor is the endocrine cells localized in
the mucosa and submucosa (6). Endocrine cells
in the submucosa have been regarded as Schwa-
nien cell origin (7,8). Although rare, there are
tumors of gastrointestinal tract and adrenal me-
dulla, like ganglioneuroma and paraganglio-
ma, that show Shwanien cell differentiation
(9,10). Since the carcinoid tumors and adrenal
medulla share the same phylogenetic back-
ground and in the view of the above discussion,
it can be concluded that the presence of carcinoid
tumor in the adrenal medulla is also posgible.
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OzEr: Transjuguler intrahepatic portosystemic stent
shunt (TIPSS), varsiyel hemoraji tedavisinde iimit vaa-
deden bir tekniktir. Bugiine kadar yopilan ¢alismalar,
portal basincin diigiiriilmesi ve ekut kanama kontrolun-
da etkili bir yontem oldugunu gostermigtir. Her ne ka-
dar TIPSS'e baglh komplikasyon oran: diigiikse de bu
komplikasyonlarin gergek sikligt ve dnemi heniiz yeter-
cince ortayae konulamamigiir.

Anahtar kelimeler: Karaciijer sirozu, portal hipertansiyon,
varis kanamasi, transjuguler portosistemik stent gunt,
TIPSS

"then, no government should ever imagine that it can always
adapt a safe course: rather, it should regard all possible cours-
es of action as risky. This is the wey things are: whenever one
tries to escape a danger one turns into another. Prudence con-
sists in being able to assess the nature of a particular threat
and accepting the lesser evil”

Machiavelli (1469-1527) "The Prince’

TRANSJUGULER intrahepatic portosysemic
stent shunt (TIPSS) is an alternative technique
that involves creating a tract between the hepatic
and portal veins through the liver parenchyma by
means of balloon angioplasty while expandable
wire stents, 8 to 10 mm in diameter, are used to
keep the inrahepatic tract patent (1). Procedural
complication rates are low but the true incidence
and significance of these complications need to be
further defined.

TIPSS STORY

A 60 year old female presented with massive
upper gastrointestinal bleeding, secondary to
esophageal and gastric varices. Because the
bleeding was not controlled by sclerotherapy or

Gelis tarihi: 22.12.1995, Kabul tarihi: 15.5.1996
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SUMMARY: Transjuguler intrahepatic portosystemic
stent shunt (TIPSS) is a promising investigational tech-
nigue for the management of variceal haemorrhage.
Studies to date have demonstrated thot the procedure is
an effective means for decompressing the portal venous
system and controlling acute bleeding. Although TIPSS
complication rates are low, both the true incidence and
signtificance of these complications need to be further
defined.

Key words: Liver cirrhosis, portal hypertension, variceal bleeding,
transjuguler portosystemic stent shunt, TIPSS

vasopressin and nitroglycerin, the patient was
evaluated for a transjuguler intrapeatic portsys-
temic shunt. We report the case of a patient with
decompansated cirrhosis (HBV + Pugh class B)
who bled repeatedly from gastric varices.

Figure 1-1

Endoscopy reveale that the 3 varice cordons
(Grade 3) appeared at the 30 em of proximal
esophagus and arrive to the cardia. She has also
fundal varices.
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Doppler sonography reveal that the diameter of
portal vein is measured at 15 mm or the portal
vein flow velocity is both 28 cm/sn and turbulent
character. She has dilated coroner and gastroe-
sophageal varices too.

Figure 3-1

Both aorta abdominalis and cheliac root or their's
main branches are all patent. A. lienalis is dilat-
ed. At the late phases of angiography, the spleno-
portal axe and portal vein's intrahepatic branches
are twisted.

Figure 4-1

The portal vein is catheterized by a transjugular
approach. A tract between right hepatic vein and
the right portal vein is created after balloon dila-
tation, and this opening is stented with an ex-
pandable stainless steel wall stent. The portal
vein pressure is decreased from 42mm Hg to
18mmHg after shunting.

Figure 5-1
After shunting, doppler reveals the patency of the
stent.
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Figure 6-1 Figure 6-2

After 6 months from TIPSS, the control endoscopy reveals (Grage I) one cordon varice at the distal part
of esophagus.

According to our clinical protocol, we repeat a new angiography to our case whose hasn't had any symp-
toms at this time.

Angiography reveals the blood current is decreased in the
stent as there is a narrow irregular lumen. So, we decide to
make balloon dilatation in this narrow irregular segment of
this stent.

Figure 8-1 Figure 8-2 Figure8-3

First of all, we put a guide chatheter in the stent. The shunt was catheterised by a transfemoral ap-
proach revealing a narrow irregular lumen.
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After balloon dilata-
tion, we repeat en-
doscopy. It reveals
that grade 1-2 one
cordon varice and
significant fundal va-
rices are all contin-
ued one week after.

A guide catheter is
put into the stent. Al-
though balloon dila-
tation was perfor-
med, an optimal
luminal opening
could not be achie-
ved. Thus, we deci-
ded to place a new
stent into the old
one. In addition, gas-
tric varices were em-
bolized by inserting
coils into these veins.

Figure 10-2

Figurel3-1

Figurell-1

A second stent is deployed inside the original We make a new balloon dilatation.

with reastablishment of shunt potency.
Last appearance of the second stent and the origi-
nal.
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Figure 14-1
Gastric varices are embolized by 3 coils.

Figure 15-1 Figurel5-2

After the second intervention, control endoscopy
reveals that (Grade 1) 2 cordon varice appear at
the distal part of esophagus and gastric varices
are present but it's appearance is smaller before
the coil embolisation.

GORGUL ve ark.

DISCUSSION

TIPSS is promising investigational technique for
the management of variceal hemorrhage. Studies
to data have demonstrated the procedure is an ef-
fective means of decompressing the portal venous
system and controlling acute bleeding.

The successful placement of a stent produces a
rapid reduction in portal-hepatic venous pressure
gradient, and appears to be a much simpler and
safer technique than conventional portal decom-
pressive surgery. Preliminary results in patients
with failure of sclerotherapy and gastric variceal
bleeding have been encouraging. However, the in-
cidence of complications and rates of long term
patency could determine the true place of the
TIPSS procedure. The long term patency of
TIPSS is not yet known. Delayed shunt occlusion
has occured in some patients (2). Late shunt oc-
clusion occured 18 months after TIPSS in one
study resulting in a lethal variceal hemorrhage
(3). In another study, one case has had gastroin-
testinal bleeding, which occured 102 days after
the shunt was placed.. Arterial portography per-
formed at that time showed an absence of flow
through the shunt (4). Delayed shunt occlusion is
likely due to the formation of an exuberent neoin-
tima within the shunts. It was found that a
smooth nontrombogenic neointima is formed
within the shunt by 3 weeks. This histologic reac-
tion appears to be similar to that observed within
vascular grafts. The thickness of neointimal hy-
perplasia developing within the shunt appears to
vary with time, however when this pseudointima
is excessive, shunt occlusion can occur (5).

Some authors recommend embolisation of residu-
al varices following shunt placement (2). Thus,
gastric varices also were embolised by coils in our
case.

In the conclusion; procedural complication rates
for TIPSS are low but the true incidence and sig-
nificance of these complications need to be further
defined.
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A case of primary biliary cirrhosis with high titers of
antinuclear antibody and distal ulserative colitis in

remission

Antiniikleer antikor titresi yuksek primer siroz ve remisyonda distal llseratif kolit

(olgu sunumu)
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OzeT: Bu yazida remisyonda dital iilseratif kolit ve pri-
mer biliyer sirozlu (PBS) semptomatik erkek hasta tak-
dim edilmigtir. Serum alkalen fosfataz (AP), gamao-
glutamyl transpeptidaz (GGT), aspartat aminotransfe-
raz (AST), alanin aminotransferaz (ALT) ve bilirubin
seviyeleri yiiksektir. Serum anti mitokondrial (AMA),
M2 bant ve antiniikleer antikor (ANA), immunfloresans
teknigi ile yiiksek titrelerde pozitif bulunurken, diiz kas
antikoru (SMA), negatif bulunmugtur. Laparoskopik
wedge biopsy incelemesi devre II-1II primer biliyer siroz-
la uyumlu olarak gelmigtir. Hastaya 3 ay siireyle UDCA
15 mg/kg/giinbaglanmig ve tedaviye kolgisin 0.6 mg
(2x1) + UDCA ile devam edilmesine karar verilmigtir.

Anahtar kelimeler: Primer biliyer siroz, lilseratif kolit

A 27 year old male patient was admitted to hos-
pital with severe itching, fatigue and jaundice.
His complaints started 8 months ago with itching
first and episodes mostly disturbed him at nights.
Jaundice had begun only 3 weeks ago and never
resolved spontaneously. It showed progression
since then. He could not go to his office because of
unbearable fatigue. From the history as we
learned, he had been hospitalised for bloody diar-
rhea and corampy colics at lower abdominal area,
when he was 12 years old. Biopsy taken from rec-
tum (At Gilhane Hospital, 15 years ago) was
compatible with ulcerative colitis and X-ray lower
series of other colonic segments were normal.
Fresh stool examinations and stool microbial cul-
tures were negative. He was diagnosed as distal
ulcerative colitis and medicated with sulfasala-
zine (3x1) and prednisone enema (20 mg 2x1) He
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SummaRY: This article reports ¢ male patient, diag-
nosed as symptomatic primary cirrhosis (PBC) with dis-
tal ulcerative colitis in remission. Serum biochemical
study showed increases in alkaline phosphatase (AP)
gama-glutamyl transpeptidase (GGT), aspartate amino-
transferase (AST), alanine aminotransferase (ALT) and
bilirubin levels. Serum anti-mitochondrial antibody
(AMA), M2 band and antinuclear antibody (ANA) were
positive in high titers on immunoflourescence (IF).
Smooth muscle antibody (SMA) was negative. Laparos-
coplic wedge biopsy specimen examination was compati-
ble with stage II-IIT PBC. The patient was treated with
15 mg/kg/day UDCA for three months and planned to
go on with colchicine 0.5 mg twice a day + UDCA for
fwo years.

Key words: Primary biliary cirrhosis, ulcerative colitis

had had 3 episedes of activation when he was tak-
ing sulfasalazine at maintenance dose. The pa-
tient was not on therapy now for 10 years.

Physical Examination :

There was marked jaundice in sclera. Other sys-
temic investigation revealed no abnormality.

Biochemical Investigations Were As Follows:

Hb: 14g/dL, WBC: 8500, Htc: 45, ESR: 33 mm/hr,
peripheric blood smear: normal PLT: 40400,
BUN: 13 mg/dL, glucose: 86 mg/dL, AST: 120 U/L
(0-220), ALT: 215 U/L (0-41) GGT: 415 U/L (11-
49), ALP: 1629 U/L (98-279), amilase: 146 U/L (0-

- 220), lipase: 50 U/L (0-190), total protein: 8.9 g/L,

albumin: 4.5 g/L, total bilirubine: 3.5 mg/dL (0-1),
direct bilirubin: 2.8 mg/dL (0-0.3), cholesterol: 380
mg/dL (112-250), trigliserid: 198 mg/dL (50-200),
AMA: (+) 1/5120, ANA: (+) 1/2560 speckled type,
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Figure 1. Forming of granuloma in zone I.

SMA: (-), M2 band: (+)>7 (<0.1), TgA: 2.8 g/L (0.8-
4), IgG: 20.9 g/L (7-15), IgM: 6.5 g/L (0-3), HbS
Ag: (), Anti HbS (-), Anti-HAV IgM: (-), Anti-HCV
(), HCV RNA PCR: ().

Abdominal USG: normal, ERCP: normal, Rectos-
copy: normal, Rectal biopsy: Compatible with ul-
cerative colitis in remission (plasmocytosis at la-
mine propria, cryptic distorsion), Colonscopy:
normal, Eosophagogastroduodenoscopy: normal
Laparoscopic wedge biopsy of liver: Fibrous tissue
proliferation and lymphocytic infiltration in por-
tal areas, piece meal necrosis, destruction of in-
terlobuler bile ducts, damaged bile ducts infiltrat-
ed and surrounded by lymphocytes, ductular
proliferation in one area. There was no bile reten-
tion in hepatocytes.

Comment: Stage II-III primar biliary cirrhosis:

HLA subtyping: HLA ABC: A3, All, B21, B, BW,
CW4, CW6, HLA DR: DR1, DR7, DRWS8, DQWS,
DQW1, DQW2.

DISCUSSION

We presented a male patient with primary biliary
cirrhosis and distal ulcerative colitis in remission.
In our case, the presence of inflammatory bowel
disease, suggested primary sclerosing cholangitis
(PSC). Indeed PSC may be clinically indistin-
guishable from PBC. However characteristic bile
duct beading and irregulatirites were absent on
endoscopic retrograde cholangiopancreatic
(ERCP) examination. Besides AMA and M2 band
in primary sclerosing cholangitis. Unlike studies
in primary biliary cirrhosis, most studies have
found the presence of classic antibodies to be unu-
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Figure 2. Cellular reaction surrounding the damaged duct in-
cluding lymphocytes, plasma cells, eosinophils and histiocytes.

sual in primary sclerosing cholangitis and in a
study ANA was found in 6% AMA in 5%, SMA in
11%. Studies from other centers have found some
what a higher incidence of autoantibodies in PSC
patients (2,3). In children with PSC the incidence
of ANA seems to be similar to that reported in pa-
tients with autoimmune chronic active hepatitis
(CAH) (4). Although ANA titers was also high in
our case, the presence of high titers of M2 band
has strognly suggested the diagnosis of PBC rath-
er than CAH.

Hypergamaglobulinemia occurs in about 30% of
patients with PSC and IgM levels were increased
in 40% to 50% (1). In addition it was found that
5% of patients with PSC have eosinophilia which
in some patients may be striking (5,6). IgM levels
were also high in our patient but there was no eo-
sinophilia on peripheric blood smear. If we con-
sider the high titers of M2 band, the high levels of
IgM was compatible with PBC but not PSC.

Primary biliary cirrhosis is a chronic progressive
cholestatic liver disease of unknown cause and
characterised by the destruction of intrahepatic
bile ducts (5). The relation between PBC and ge-
netic markers is unclear. Several studies have
shown no relation between PBC and human leu-
cocyte antigens (HLA) (6-8). Others have indicat-
ed a relation o HLADR3 and HLADRWS (9, 10).
There was six fold increase in frepuency of
HLADRWS in 118 consecutive white patients
with PBC referenced to the Mayo Clinic and a
three fold increase in frequency of HLADRWS in
a group of 35 patients referenced to the Universi-
ty of California Los Angeles for liver transplanta-
tion (10,11). In our patient HLA subtyping, also
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Figure 3. Destruction of a small ductuli, granulomatous reac-
tion in portal area and piecemeal necrosis. (40x1)

revealed a HLADRWS8 pattern, which was also
compatible with PBC.

On the other hand, the PBC patients are 90% fe-
male. The reason for the female prepondarence is
not known. Survival is the same for men and
women (12). In men the disease is marked with
less common pruritus at initial diagnosis, also
less skin pigmentation, less autoimmune fea-
tures, especially the Sicca Syndrome (12).

Non hepatic disorders are found in 69% of pa-
tients (13). Rheumatoid arhtritis systemic lupus
eritematosis, mixed connective tissue disease,
dermatomyositis, scleroderma, CREST (Calsino-
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