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Hereditary Nonpolyposis Colorectal Cancer in Korean
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Korean Hereditary Tumor Registry

Hereditary nonpolyposis colon cancer (HNPCC) accounts for about 5% of all colorectal
cancer. Mutations in the DNA mismatch repair genes (hMLHI, hMSH2 and PMS families)
are responsible to HNPCC. To study the characteristics and optimal treatment modality of
Korean HNPCC patients, we analysed the 20 HNPCC families registered in the Korean
Hereditary Colorectal Cancer Registry. The control group consisted of 791 colorectal can-
cer patients treated in Seoul National University Hospital between 1931 and 1994. Twenty-
nine HNPCC families included 116 (79 males and 37 females) colorectal cancer patients.
Following findings were significantly different from those of contrel group. (0 Their
average age at diagnosis was younger (44 years) than that of control group (56 years) @
Thirty-nine percent of colorectal cancer were located proximal to splenic flexure compared
to 24% of contro! group. @ Fifty percent of cancers located in sigmoid colon or rectum,
but in control group 73% of cancers located in those area. In Western series, however,
only 23.3% of cancers located in the sigmoid colon or rectum.

Operative and pathologic records were available from 45 HNPCC patients. Forty-four
percent of those 45 HNPCC patients had multiple colorectal cancers including polyps.
Thirty-eight percent of HNPCC patients had the tumors in both sides of the large bowel.
Forty-five patients received 52 operations, but only 13 cases (25 % ) were total or subtotal
colectomy. Endometrial cancer and stomach cancer were the most frequent extracolonic
cancers in HNPCC. HNPCC should be suspected in colorectal cancer patients with early
age of onset and proximal colon involvement, or multiple colorectal cancers. We confirmed
that the extent of the resection for HNPCC patients should be more than subtotal colec-
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tomy. Screening for endometrial and stomach cancer was necessary in families with those
cancers. Especially woman with HNPCC should be considered hysterectomy and bilateral
salpingo-oophorectomy at the time of colectomy.
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20744 & o< ks WAk 799, o 379
2 1l6™elgder ol ot A =Ae Hd
Age 44 dok W FHE H4¥ F sldd
7974 2] fhapellA] 98¢l wjggto] WAYE} Tt W4 e
A== B 64(6.1%), FHARL 174(17.3%), 44t
345 54(5.1%), HAHET 646.1%) vINFHEL 4
A(4.1%), AL 111(11.2%), N~4d5d 14
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F3o] 389(39%)9 Wi, H5o] 604(61%)9] Ha
5 B #& digge] AEst 55 iAol vE
L6uw7} Eafen] 7™ A Wi HAE fa &
+ sigdcH{Table 2).

199176 19943712 AgdiEa Hdoy g
i oub ek sjadte] B 243 HE 932
uk diafebe] 5644110 vld FHYH wEFF OB
ote] Ae 442 BAHe 2 H83tA Wak(P<
0.05). & el A7l ASE FHA 0 L£$F A
Aaloll A 39% 2 Uub oAbl 24% Rl Eobeod
(P <0.05), <24z 2 27 wgse Ats o
Wb HiAiete] 73% 2 HHA ¥ SEF A4 50%
Ho} EUcHP<0.05). &3¢ R} vmEsd P
ql A4 vI4EF Akt A AdaddY 9 4
el 50%7} HAEte] 2= A$ 23.3% Hob 2y
A, olAlA A FAA A A 0 WiEE 9
o] Barsp Aelrt Ydc® (Table 4).
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Table 2, Number of cancer site (N=98)

) i Site No.(%)
257152 FHo] FhEdW 45 F FAI4YG opE
sFel 9%(20%), o414 el Ferol 6(13%) < gy _Proximalcolon 38(39%)
stglony, o 2 199 Ag FAET oA chakst Cecum 6
o] =% FubElel chiry dAge 4595 14931 Ascending 17
%)l HASHT SEE TEd oigel iy Hepatic flexure 5
T
Fokol BT A7} 209 (Wd%)eldem, Wt ® ransverse 6
A Splenic flexure 4
= 4% F & dAd BY g Aol 17 -
= (38% Yo A} (Table 3). Distal colon 60(61%)
Descending 11
Sigmoid 14
Rectum 35
Table 1. Current status of HNPCC registration
Families Male Female Total
SNU-HI~ 18 49 25 74 )
SBH-HI 6 0 6 Table 3. Multiple colorectal tumors in HNPCC pa-
HLU-HI 5 X 6 tients (N =45}
KHU-H1~2 5 2 7 Types of tumors No.(%)
Igﬁgg: 3 i i Synchronous cancer 9(20)
B Metachronous cancer 6{13)
CSU-H! 2 1 3
PNU.HI i 3 . Multiple colorectal primaries
) including polyps 20(44)
USU-HI~3 6 3 9 Cancer or polyps involving
Total 29 families 79 37 116 both sides of large bowe! 17(38)
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Table 4. Significant different findings between the HNPCC and sporadic colon cancer

HNPCC(Korea)  Sporadic(SNUH) HNPCC®(USA) Sporadic”(USA)
Age of diagnosis 44 vears 56 years 45.6 years 63.0 years
Prox. colon locaton 39% 24% 69.1% 28.6%
Rectosigmoid location 50% 73% 23.3% 66.3%
Synchronous cancer 20% 18.1% 4.8%
Metachronous cancer 13% 24.2% T.7%
Prox.: proximal
Sporadic: sporadic colorectal cancer
Table 5. Histopathology of HNPCC (N=41) Table 6. Dukes stage
Histopathological feature No.(%) Korea Western country'™
Well differentiated adenoca. 16(39%) HNPCC Sporadic HNPCC Sporadic
Moderately differentiated adenoca. 19(46%) n=31) (=791) (m=140) (n=447)
i i , 109
11:1"“,1” d‘ffte’e““;;ed aade""ca ;f g ;Z ; Dukes A 355%  165%  16%  13%
ucinous type adenoca. Dukes B 200%  293%  52% 40%
adenoca.: adenocarcinoma Dukes C 35.5% 54.2% 32% 47%

olEe] Wz AT 7L nEE HY W FER
E5E Hol: 4Algke] zHzh 16+1(39%) 2 194(46
%)eod, Balwr) Yo Ak g Hefid Adste] zpzh
449{10%) ¥ 29(5%)%c+(Table 5).

Dukes ®7l& 2998 f44 w453 gt &
Zell 4] BAe| shgsigdch 404 dHabske] 2l 67
of 7% 713 297 ool Dukes W7 |E whgtan,
ol2]4 tialsle] BAg A 29e] Uded 2t
2] #%el o2 Dukes W75 &5k wi
4] 314l 2 Dukes AwWrlE 114(355%)480m,
Dukes B % Cr} 22 9<1(29.0%), 11+1(35.5%) %
vh 1991 %6 199433747 A-goiatuidel s 724
olulb ojabe} #=b2] Dukes w7 5 A, B, C 7} 7
7t 16.5%, 29.3%, 54.2%% 53A €855 o3
2 ogut At Brl Dukes A W29 oiFete] o
o] FYHP<0.05). =% Dukes A #7158 &3al
8y vl4EE e A9 3B5.5%E 2He] AHe-
sl 16% %ol vlg o] Feb(Table 6).

4592 44 w823 oHast #ateliA 529
eg Ayl o & $AFAAS 134, Fut

Table 7. T'ype of operation (N=52)

Type of operation No.{%)
Segmental resection 39(75%)
Right hemicolectomy 13
Left hemicolectomy 8
Anterior resection 4
Low anterior resection 8
Miles’ operation 3
Partial colectomy 3
Total or subtotal 13(25%)
colectomy
Total colectomy 7

Subtotal colectemy

AAdAE 8¢, AAAME 44, AgHRHAE 8
o, ®3&dAle 34, HRAaAEAs 34, A
Ag 74, Aol AHAE 642 FHA £5F it
otod Fg FAAHEAE == HAHAASL 139
(25%)39cHTable 7).
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Table 8. Extracolonic malignancies in 29 HNPCC
families

Type of canter No.

Endometrial cancer
Gastric cancer
Hepatoma
Pancreatic cancer
Skin cancer
Leukemia
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