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A Case of Hereditary Non-Polyposis Colon Cancer (Lynch Syndrome)

Dang-Wheuy Yang, M.D, Koo-Jeung Kang, M.D., Jung-Ki Min, M.D,
Byung-Koo Kim, M.D., Yong-Ki Park, M.D. and Chang-Rok Choi, M.D.

Department of Surgery, St Bemedict Hospital, Pusan

Chung-Hee Chi, M.D.
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We experienced a case of hereditary nonpolyposis colon cancer of the site-specific type
{Lynch Syndrome I} with a metachronous lesion, in a 34-year-old man. But preoperatively, we
could not have recognized the definite heredity of the disease in his family, for he had intend-
ed not to expose his family history of the malignant disease.

HNPCC seems to be not so well known, even though it has rather larger proportion(5~10%)
in the entire colon cancer cases than the relatively well known familial polyposis colon cancer
which has its proportion of less than 1% in the colon cancers.

Up to now, there is neither a biomarker nor other means to recognize the HNPCC, exept the
full pedigree of the family. So, the physicians treating a colon cancer should pay attention to
the family history, and should be especially alert when the patient has members with the colon
cancer in the first degree relatives. Followings are the cardinal features of HNPCC.

1) Autosomal dominant inheritance pattern.

2) Early age of colon cancer onset; mean age of 46 years.

%) Proximal colon cancer involvement; 69% located proximal to the splenic flexure,

4) Increasd incidence of synchronous(18%) and metachronous(40% by 10 years) colon cancer.

5) The presence of specific extracolonic cancers in some families(Lynch Syndrome I1).

Key Word: Hereditary non-polyposis colon cancer (Ilynch syndrome)
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Fig. 1. The initial cancer in the upper rectum of the 30-vear-old man, who had admitted due to the bloody
sand loose stool, A, The barium enema showed no definite tumorous lesion in the colorectal system. B,
The colonoscopy showed protruding irregular mass in the mucosa of the upper rectum, which was
confirmed as the adenocarcinoma with the punch biopsy. C, The photo illustrates submucosal inva-
sion of the adenocarcinoma moderately differentiated and marked stromal lymphocytic infiltration,
with the papillary pattern partially{left lower) (H, E; 100 = )

— 278 —



1 (] p b I -4l Al |- |l =ka il
o x4 1 farars = i § I & i = z-] o 1 1 i 1 11 L& i o | P I ' I ol O SO g 1
& = T [G92vd .l! s "'l‘l'-"'- L'|=-:| Bhed o T "-."'-"- e s | |.’.|.'|. T - "l. J'{
. il #lal 3 I O L- T Il L] (=~ J A} al ad 1)
g e wme) ddgon 19879 109 A W@ 4 heEe @byl

Vg takE (Fig 1) b 2A: ik el WA 6500/mm’, Y

AMEBA A WA i1991 558 "Hgh, o o 128g dl, 8 ek 209,000 mmelges A 8
of, 58 W A E& gagsiden, gae A AgvER Al A B A wsldeh 2o
del Bipe] of 3l Helgd o} A3l 4 tlE Heo| a2H o @-Fetoprotein 1.30ng ml, CEA 0.2 ng'ml =
o o oglp F8 &z Al £ Ko| 4-Ho| g}, H5 8l £HE M

H o] sl "H3al #HA dbEe] gl Abs HRARAM A EL gl ed sl 25 gl T e
Hol shH 2 glbe] alz|xg] o) widbe2 glgdc o Ml T Zede] el o]l RBoh 85

Fig. 2. The metachronous colon cancer in the hepatic flexure, about 3 vears and 7 months after the initial
rectal cancer: A, The barium enema showed irregular filling defect in the hepatic flexure of the colon.
B, The tumorous lesion, nearly obstructing the lumen. C, The photo illustrates the intramucesal ex-

tensive invasion of the adenocarcinoma, with areas of the glandular and papillary pattern in the fi
brous stroma (H, K 100 =)
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Fig. . The pedigree, consistent with the Lynch Syndrome I; 6 colorectal cancer patients in the 2 consecutive
generations. Most of the patients are first degree relatives to the others, and at least 4 of them had

the cancer before the age of 50.
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Table 1. Immunalogic findings in nembers of nonpolyposis colon cancer-prone kindreds(Cancer 56: 950, 1985)

Authors

Immunologic findings

Creagan and Fraumeni

. Lympocytopenia

2. Decreased [gA and [gc

4, Decreased lymphoproliferative responses
4. Antiparietal antibodies

5. Elevated EBV antibody titers

Law et al

l. Depressed mitogen and mixed lymphocyte culture responses in about

one half of the family members
2. Low percentage of T-lymphocytes
3. Depressed delayed type hypersencitivity to skin tests

Berlinger and Good

Identified monocytes suppressing mixed lyvmphocytes culture responses

in some C5F family members

Katano et al

|. Depressed mitogen responses

2. Probable association with HLA A9-Bw3s

Possible association with HLA A2-B12
Suggest linkape with histocampatibility

Elevated CEA levels segregated in high risk family members and spous-

es of high risk CFS kindered members

haplotype
Lynch et al

haplotype
Sivak et al

antigens
Lynch et al
Arthur et al

velllance

Immune parameters normal: suggest use of CEA levels in subject sur-

EBA: Epstein-Barr virus: CFS: cancer family syndrome:

CEA: carcinoembrionic antigen.
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Table 2. Summary of the treatment and surveillance recommendations for an individual known to be a mem-
ber of an HNPCC(Ann Surg 206: 203, 1987)

I. A patient with a newly diagnosed colon cancer.
i1) Luynch I and I patients:
A. Subtotal Colectomy with ileorectal anastomosis.
B. Biannual endoscopic evaluation of the remaining rectum.
(2} Lynch II Patients only:
A. Female genital tract cancers: consider prophylactic TAHBSO at the time of the colectomy. Other-
wise, biannual pelvic examination and vearly endometerial aspiration biopsy? Ovarian ultrasound.
B. Individualized surveillance program as determined by the pedigree if the extracolonic cancer i1s also
extragenital
IT. A Patient as vet unaffected by caner.
(1) Lynch I and II patients:
A. Biannual occult fecal blood testing beginning at age 20.
B. Yearly colonoscopy beginning 5 yeras earlier than the age of onset of the earliest colon cancer in the
family.
C. Prophylactic subtotal colectomy with ilecrectal anastomosis for obligate gene carriers. *Biannual en-
doscopic evaluation of the remaining rectum.
i2) Lynch Il patients only:
A. Female genital tract cancers: biannual pelvic examination and yearly endometenal aspiration biop-
sy? Ovarian Ultrasound.
B. Individualized surveillance program as determined by the pedigree if the extracolonic cancer 15 also
extragenital
I11. A patient treated by partial colectomy before being recognized as an HNPCC family member.
(1) Lynch I and II patients:
A, Biannual occult fecal blood testing.
B. Yearly colonoscopy.
C. A completion subtotal colectomy if not totally compliant.”
(2) Lynch II patients only:
A. Female genital tract cancers: biannual pelvic examination and yearly endometerial aspiration biop-
gv? Ovarian Ultrasound.
B. Individualized surveillance program as determined by the pedigree if the extracolonic cancer is also
extragenital.

*An opinion from a clinical geneticist is urged before proceeding with therapv.
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