Skl oA 8FFoll ofd A (1990)

S, YR FE, wEFE e, st Y T, YESE ey,
e, HEERS Hae, gL, YR, e, dudn HEY,
UE=', YWES USEY, YT, 4", dHHY, Yerds, = HEY,
£ Y BEY, UTYE U, 97, o), Sy E HaeR,
dpod A4 wpolafld wizgghs, SPE A, eHYZEY, eSS, iS4, HEET
S5, £F50 gogl, e FHE, oM, o], olFHY,
ol7|E, olHH', olEH", ol Hu", 0|HY, ol EY, Fo|F, BHHT,
el HAE®E M4, HEQ HEWY FE4E oy, I
e, FLE, HF@E, HI T, FY, g, Hug, Heg,
sy, sy’ 24, & 8 BuEY

— @2 EE8 S8 —

el atw, g, Paddn? Ao gat, mefd et oyl
Tl T, e B4 of FoHE R Y o Fobelopd A, Mg Hat,
Faahf e R oo ehet, o gt §abcf ehR' 0ok, gl Ao BT
olebel SHL'S, 3 4 aby 4%, Hgdoh g, BRo g, Y degYsE A4 8a
ol m, ghedof ehEs, qhokof gha™

= Abstract =
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Polyposis coli syndrome includes familial adenomatous pelypozis(FAP), Gardner's syndrome,
Peutz-Jeghers syndrome, juvenile polyposis, Turcot syndrome, and other syndromes that are as-
sociated with the presence of large numbers of polyps in the colon and rectum. Although these
conditions are not common, they are genetically inherited syndromes, and without appropriate
treatment, they are associated with high risk of developing colorectal cancer.

In order to find out the number of patients affected by these conditions and persons at risk of
having inherited the disease, and to provide them with optimal management and treatment
plan, we have established KOREAN POLYPOSIS REGISTRY in July 1990 and analyzed the data
collected from 40 major hospital throughout Korea.

Following results were obtained:

1) We were able to collect 74 cases (72 families) of FAP, 18cases (17 families) of Peutz-Jeghers
syndrome, 13cases (13 families) of juvenile polyposis.

2) Family history of colorectal polyposis was positive in 46% of FAP cases. 44% of Peutz-
Jeghers syndrome, and 30% of juvenile polyposis.

3) Mean age at diagnosis was 38 for FAP, 22 for Peutz-Jeghers syndrome, and 26 for juvenile
polyposis.

4) Assoriated cancer of the colon and rectum was detected in 58% of FAP patients, and 31% of
juvenile polyposis patients.

51 Most common extracolonic features were bone lesions (8% ), duodenal adenoma (8% ), congen-
ital hypertrophy of the retinal pigment epithelium (CHRPE) (7%), dental anomalies (7%) for
FAP patients, and there were 2cases (11%) of duodenal carcinoma in Peutz-Jeghers syndrome.
Polyps in the stomach and small intestine was found in 2 cases (15%) respectively in juvenile pol-
yposis patients. Incidence of extracolonic features in FAP is low because most patients have not
been fully evaluated. In a recent study performed in 10 patients with FAP at Seoul National
University Hospital, most common extracolonic features were duodenal adenomal40%), followed
by CHRPE(30%), bone lesions(30% ) and dental anomalies(30% ).

6) Most commonly performed operation was total proctocolectomy with Brooke ilecstomy (34
%), followed by colectomy with ileorectal anastomosis (22%) for FAP patients, small bowe]

resection (43% ) for Peutz-Jeghers syndrome, and total proctocolectomy with either Brooke iless-
tomy or Kock ileostomy (22% each) for juvenile polyposis.

7! i1here were 3 cases reported as Gardner's syndrome, associated with extracolonic features
of osteomas, epidermoid cysts, dental anomalies, and desmoid tumors, but none of the reported
cases had full expression of these features,

Polyposis coli syndrome has been considered as a rare disease entity in Korea, but the number
of newly discovered cases seem to be increasing steadily. Because of their association to early

development of colorectal carcinoma (especially FAP), measures for early detection of the dis-
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ease. as well as for identification of other family members at risk, and for early prophylactic
treatment should be undertaken to reduce the incidence of cancer in these conditions. By estab-
lishing Korean Polyposis Registry, we hope that these goals can be achieved.
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Table 1. Number of patients and families affected

Family
Patients Families history
positive (%)
Familial adenomatous 74 72 46
polyposis
Juvenile polyposis 13 13 30
Peutz-Jeghers syndrome 18 17 44
Total 105 102
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Fig. 1. Annual incidence of polyposiz coli svndrome.

Tahle 2, Mean age at diagnosis

Mean age (Range)

Familial adenomatous 38 (14~78)
polyposis

JTuvenile polyposis 206 [ 2~44)

Peutz-Jeghers syndrome 22 [ 4--42)
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Tuble 4, Incidence of associated cancers

Mo, of patients (%)

FAPN=T4)
Colorectal 43 (58)
Stomach 34)
Thyroid, papillary 2103}
Dusdenum 1{1)
Periampullary = Gallbladder Lol
—Pancreas
Juvenile Polyposis (N =13)
Colorectal 1 {31
Peutz-Jeghers Syndrome (N =18)
Duodenum

24011

Table 3. Incidence of extracolonic benipn manifesta-
tions in FAP (%)

Table 5. Operations performed in F AP patients

i{ﬂrea SHUHr

Extrecolonic features N=74] (N=10] In literature
CHRPE 7 30 90
Bone lesions it 30 76~81
Dental anomalies 7 30 fl--38
Epidermal cvst ) D 52
Dezmaoid tumor 3 ] f--13
stomach adenoma 5 L0 2-13
Stomach,

non-adenomatpus

polyp 3 20 2356
Duodenal adenoma g 24— 100

40

T} pe ﬂf crperatmn I*n:r of patients (%}
Total proctocolectomy —

Brooke ileostomy 20 (34)
Total colectomy —

llecrectal anastomosis 13 (22)
Restorative proctocolectomy

{poach) & (13)
Total proctocolectomy —+

Hock ileostomy & (14
Miles' cperation 5 (O
Low anterior resection 203
Kight hemicolecromy 2( 2}

Total h

59
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Table 6. Operation performed in juvenile polyposis

Tvpe of operation No. of pat:ents ["d

- —

Tatal proctocolectomy +
Brooke ileostomy

Total proctocolectomy +
kock ileostomy

Enterotomy and polypectomy

Restorative proctocolectomy
{pouch)

Miles' operation

=mall bowel resection

2 (22)

2 (22)
222)

1{11)
1)
L (11)
Total g

Table 7. Operations performed in Peutz-Jeghers
syndrome

Twpe of operation No. of patients (%)

— e e

Small bowel resection b (43)
Enterotomy and polypectomy 321)
Small bowel resection +

polypectomy 2 (14)
Small bowel resection+

antrectomy 1 (7)
Small bowel resection +

Whipple operation 1 (7)
Total proctocolectomy +

Erooke ileostomy L)

Total 14
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Table 8, Gardner's syndrome

Patient Patient Patient Patient 4
l 2 3 (SMUH 1990
Soft tissue tumors + +
Osteomas + - e
Dental anomalies + - -
Desmoid tumor e -

CHRPE +
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