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Fig.1 The patient’s pedigree
The patient’s family satisfied the revised Bethesda guidelines.
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Fig.2 Computed tomography imaging findings
CT transverse showed right hydronephrosis (A) and a tumor in the right middle ureter (white arrow).

s

Fig.3 Magnetic resonance imaging
T2-weighted images showing an 11-mm-long tumor (white arrow) with a low signal in the right U2 (iliac crest-vascular
intersection) (A) transverse, (B) coronal, (C) Diffusion-weighted image showing high.
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Fig.4 Pathological observations

(A) Macroscopic appearance of the right kidney and ureter demonstrates an 11-mm-long yellowish-white tumor in the middle ureter

(white arrow).

(B) HE staining of the right ureter (objective magnification, X100) showed that the tumors in the ureter had high nuclear density in all
layers, increased N/C ratio, infiltrative growth and infiltration of the surrounding adipose tissue.
Immunohistochemical staining showed a normal expression of MLHI protein (ES05 Dako diluted by 50) (C) and a loss of MSHZ2

protein expression (FE11 Dako diluted by 50) (D).
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Table 1 Revised Bethesda guidelines for colorectal cancers for microsatellite instability testing

Tumors from patients with colorectal cancer (CRC) should be tested for MSI in the following situations:

CRC diagnosed in a patient younger than 50 years of age

Presence of synchronous, metachronous colorectal, or other Lynch syndrome (LS)-associated tumors® regardless of age

CRC with an MSI-H histology” diagnosed in a patient younger than 60 years of age

CRC diagnosed in a patient with one or more first-degree relatives with an LS-associated tumor, with one of the cancers being diagnosed

before 50 years of age

CRC diagnosed in two or more first— or second-degree relatives with LS-associated tumors, regardless of age

a: LS—associated tumors include colorectal cancer, endometrial cancer, gastric cancer, small-intestinal cancer, ovarian cancer, pancreatic
cancer, renal pelvic/ureteral cancer, biliary tract cancer, brain tumors, sebaceous gland adenomas, and keratoacanthomas
b: Tumor-infiltrating lymphocytes, Crohn’s-like lymphocytic reaction, mucinous/signet-ring differentiation, or medullary growth pattern
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Table 2 Case reports of upper urothelial carcinoma in a patient with Lynch syndrome in Japan (2004-2020)

Case Year Author Age Sex Position Genetic testing
1 2004 Yamamoto, M. et al. ¥ 51 Male g:l;)rp’)elvis Z§?§C>T

2 2018 Shinji, U. et al. 61 Female  Ureter %‘Zﬁf_z ASG

3 2018 Shinji, U. et al.”” 62 Female Ureter i‘/iilr;[f% del

4 2020 Ito, T.etal. " 50 Male Ureter Q{igfg AST

5 2020 Ito, T. et al. " 64 Male Ureter Zigi AST

6 2020 Tto, T. et al. ¥ 62 Male Ureter 10\425619—,[5{3 delC
Our case 2020 Hongo, T. et al. 56 Male Ureter ﬂl;;ng AST
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Abstract:

A 55-year-old man visited our hospital for gastric and multiple rectal cancers in July X-1. Based on

his family and medical history, the patient was suspected of having Lynch syndrome. Genetic testing

revealed a pathogenic variant of MSHZ2, so the patient was formally diagnosed with Lynch syndrome. In

July X, computed tomography revealed right hydronephrosis. The patient was referred to our department,

as right ureteral cancer was suspected. Magnetic resonance imaging showed a mass in the right upper

ureter. Ureteroscopy revealed a papillary tumor at the right middle ureter. A biopsy was not performed

due to severe ureteral stenosis. Right selective upper urinary tract cytology was class II. Due to the clinical

findings, ureteral cancer was strongly suspected. The patient underwent right retroperitoneoscopic

nephroureterectomy in September X. The pathologic findings were consistent with urothelial carcinoma.

The expression of MLHI protein was normal, but MSHZ protein expression was lost, so urothelial carcinoma

arising as an associated cancer of Lynch syndrome was suggested. The postoperative course was uneventful,

and the patient was discharged 11 days after surgery. As of one year and nine months postoperatively, there

has been no recurrence. In a tally of seven cases of urothelial carcinoma in a patient with Lynch syndrome in

Japan, the median age of onset was 61 (50-64) years old with a male to female ratio of 5:2. All cases were of

the MSHZ2 variant. The accumulation of more cases is desired.

(Nishinihon J. Urol. 82 : 477-482, 2020)
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