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Primary localized amyloidosis of the uri-
nary tract, especially that of the ureter, is
rare. Nine cases of the ureteral amyloido-
sis have been reported in the world
(Table).1~» We have recently experienced
the case which was preoperatively diag-
nosed as right ureteral amyloidosis, and its
electron micrograph was obtained.

CASE REPORT

A 52-year-old woman visited our out-
patient department on Dec. 1, 1973, com-
plaining of dull pain in low back on the
right side and gross hematuria. Her past
history was noncontributory. Urological
X-ray films revealed right hydronephrosis

without any stone. She was admitted for
the further examinations. A papillary and
edematous tumor protruded from right
ureteral orifice on cystoscopic examination
when the retrograde pyelography had been
tried, and it was resected through trans-
urethral approach. The histological exa-
mination showed neither malignancy nor
inflammation. After this she was dis-
charged and followed up at intervals. The
tumor was resected again on Dec. 3, 1974.
The hematoxylin-eosin preparation of this
specimen demonstrated interstitial deposits
of eosinophilic and amorphous substance.
They were judged as amyloid, because they
were well stained by congo red and showed

Table 1. Summary of the reported cases of primary ureteral amyloidosis.
No. Authors Sex & Age Presenting Symptoms  Localization of Lesion  Preoperative Diagnosis Treatment
Lehmann lower third porfion of
® uezn f 67 left urefer postmortem
@ igoee & (f}Agllsleg{ f. 7y ;}9:‘;)(!8111 pain lr?::; Lr:]er?e?omon of not stated nephroureterectomy
Andreas & Qosting left loin pain fower third portion of ? T.B. ureteritis
@ (1958) £z tota! hematuria left ureter ?neoplasm nephroureterectomy
(@) Konrath 8‘('?/'9'026“)5 55 left renal colic :delrjrg:? portionof 2 stenosis nephroureterectomy
right loin pain distal end of right ureteroneocystostom:
Johnson&?ré%r}wcn m 17 totol hematuria ureter not stafed 4 y
(bilateral) ieft toin pain distal end of left ureter ~ amyloidosis ureteroneocystostomy
® Y0|°W”28‘{<l99|%ié) 73 }?ef;dg':q?m"' dysuria :%elzr:;g? portion of ? carcinoma nephroureterectomy
Magri & Atkinson painless total fower two thirds portion ? endometriosis
@ 9 11970) 44 hematuria of left ureter ? carcinoma nephroureterectomy
Nagata 8(T09k?lh)o 37 Leofitnbwer abdominal nge{]rzg? portion of ureteral tumor  nephroureterectomy
® Klotz (lo7s) f 65 hematuria ::‘;‘;SL::;;? portionof ;eteral tumor nephroureterectomy
Present case right loin pain almost whole portion s
f. 52 hgmoturia of right ureter amyloidosis nephroureferectomy
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birefrigence on congo red preparation and
metachromasia in toluidine blue staining
(Fig. 1).

She was readmitted on Jan. 6, 1975 for
the operation, because of progression of
right hydronephrosis and persistent right
loin pain (Fig. 2).

Results of physical examinations were
normal except for right CVA tenderness.
Macroglossia, goiter, hepatosplenomegaly
and enlargement of lymph nodes could not
be found. Chest X-ray film and electro-
cardiogram did not reveal any particular
finding. All of the laboratory data, includ-
ing routine hematological studies, liver
function test and serological examinations
were within  normal limit. Urinalysis
showed occasional hematuria but no pro-
teinuria.

Fig. 3. Photograph of the specimen.

The operation was performed on Jan.
13, 1975. Right nephroureterectomy was
chosen rather than transureteroureterosto-
my or ureterocystoneostomy, because the
involved portion of the ureter was too
broad and the degree of the hydroneph-
rosis was remarkable. The whole of right
ureter was dilated. Its mucosa became
darkly red in appearence, and was easily
stripped from the muscular layer. This
change of the mucosa extended from the
site 1 cm below the ureteropelvic junction
to the distal end (Fig. 3). We obtained
same histological findings as before. On
electron microscopic study, non-branching
amyloid fibrils showing felt-like structure
were found in intercellular space and
cytoplasm of smooth muscle cells. The
isolation of smooth muscle cell was also

Fig. 2. Retrograde pyelography showed submucosal
extravasation of contrast medium.
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Fig. 4. Electron micrograph,
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observed (Fig. 4). Histological investiga-
tion of the kidney showed dilatation of
tubules, but amyloid deposition could not
be detected in any part of the renal tissue.
Her postoperative course was uneventful
and she has been well for 36 months.

COMMENT

Amyloidosis  was divided into four
groupsi®: 1) primary, systemnic or localized,
2) secondary, 3) heredofamilial and 4)
amyloidosis associated with multiple mye-
loma. Our case was thought as primary
localized amyloidosis of the ureter, because
there was no evidence of coexisting or
predisposing diseases and of amyloid depo-
sition of the kidney which is said to be
more frequently affected in systernic disorder
than the rectum according to a study of
Blum et al.'®  We did not perform congo
red test because of the high frequency of
the false negative case.

Nine cases have been reported in the
world, but the operations were carried out
with the tentative diagnosis of the ureteral
tumor in many of them. Conservative
operations were done on two cases. In
our case, the extensive involvement of the
ureter and a little fear whether we could
completely rule out the malignancy led us
to choose the nephrourcterectomy.

SUMMARY

The tenth case of the primary localized

amyloidosis of the ureter was reported and
its electron microscopic finding was demon-
strated.
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