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Familial Adenomatous Polyposis (FAP)
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Familial adenomatous polyposis (FAP) is an autosomal dominantly inherited disease,
characterized by the presence of over 100 adenomatous polyps in the colon and rectum. As
if it accounts for 1% of colon cancer cases, but is important because of high penetrance in
affected patient. Surgery, restorative proctocolectomy, is the procedure of choice for preventing
colon cancer. Extracolonic manifestration is one important part in the management of FAP
patient, eg.;, duodenal and periampullary cancer, desmoid tumor, thyroid cancer. So, after
prophylactic surgery, close follow up is needed in these cases. Furthermore, because the
genetic defect in FAP has been linked to germline mutation of APC gene, genetic counseling
and surveillance in family of the patient is also important. Finally, FAP is not a disease of an

individual. It means the entire family of the patient is needed to be concerned with.
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TRUILHIA :
- 1o review current knowledge of familial adenomatous polyposis.

- tointroduce current management in familial adenomatous polyposis and other problems.
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A"

wuanelfiiRana (International guideline)
erlfAnaninmanlidn Familial adenomatous polyp
(FAP) A N19MTIANL adenomatous colorectal
polyps = 100 polyps

Tne FAP TatfAnqsalisznnns 1: 8,000 i
1:14,000 wazlantaiia FAP T AT UaS
wie wazuddnazdnaneanIeRugNITNuL LWLy
(autosomal dominant) ussetiaz 20-30 189 FAP laiil
UszdRAsauAFININeY (new mutation) ‘ﬂ’?ﬂL@glﬁl
lunswu polyp TWFAP 50 % wuﬁ'mﬂq 161, 95 %
wuleny 35 1 wazaznanaifuuzedi&lunifieny
wae 39 T engedefifiauldfunitdady FAP Ae
34 T auuanisenedaulunTugien FAP Ae uzids
anl& vy (59 %) 709a9u7A8 Desmoid tumor (9.9-
12.5 %) Fafuualtdiuaulugag 10 Tude daususy
&11AB Duodenal or periampullary cancer (5.6 %)
WATUEI FAP azwLiien 1 % 289 uzifeanldlun
LT PN Ay lasann

1 flunistiene AN IR ugNITHRUUE Y
iy wariilanianaiedunifegalueuian (high
penetrance) ANLUABIAFIAAANTBIANNTN TUATELATT
(screening) wATATIARARTNLTINALEelNTa1N9vTe
ANNTUARAN (surveillance)

2. fldvnnnsinen azfilantadunzife
al&lunifeu 100 % asanudrAgylunnsiiiade
FAP %@Lwiﬁ‘z?;ltﬁ;uﬁu (early detection and manage-
ment)

uenanntiu Sadnflufiagdeadnundeennis
HAZRINITUANIEL y flazifimgasriu FAP (extracolonic
manifestation) ARAAAULUININNNTIHAGE, FNEN Lay
F19995 AR N Wazaan lUTensAnwaN AMuRgnsn
fagiitlsslamllunnsauasnunding FAP dou

Variants of FAP
1. Gardner's syndrome A8 FAP fiwwusauiy

benign soft WAy hard tissue tumor 1MW epidermal
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cyst, osteoma, fibroma, desmoid tumor ludu

2. Turcot's syndrome A8 FAP Finuisanriy
Wesenluanes Fatnazily Medulloblastoma

3. Attenuated FAP (AFAP) Ae FAP 7

polyp < 100 polyps

ANHUENINUgnTTH

FAP ihulsaficnemeannaiugnessuuLfiusu
Tnedaulugiiflunisnanaiuguuy Germline a8y
APC vatuulpstulan 5021 Usznaudag 15 exons,
TsM1 300 Kda n9paziluzs43 #n (gﬂﬁ' 1) AU
ﬁwummmﬂﬁuﬁfmnﬁqm@ﬁ exon 15 fialung
naneRuguLLgermline waz somatic Inel 1 1u 3 W
codon 1061 uaz 1309 uazifeuvsuuailunisnae
WUEUUU nonsense, frame-shift

fu APC gnAunuidunfousnluil 1991, du
APC 1l1 tumor suppressor gene aua vy uazitlu
TsFufvinsumanewing safeadeetumaranszuo
nsssavuAnanilUmaingeaaad Taalull 1993
W91 APC AUy B-catenin {IWAPC-B-catenin
complex enuﬂumwuwm Whnt-signal pathway
anLﬂumzmuuuwmmmfmﬂumimim&lLmuIm
URILTAR (gﬂﬁ' 2) FanTEUAUNIT proliferation,
differentiation, migration Wa¥ apoptosis WATWLIN
30 % 199 FAP m3aalununisnanawuguestiu APC

il 2003 finsseuniausndn Tueuld
FAP fansns9a APC 1iluat ALFIIRWLNINATLAUG
wuU biallele germline 18981 MYH vulasiulou
1p32-34 Lﬁ‘lﬁlflfﬁmﬁu DNA base excision repair
ludmen G:C to T:A transversions lunsstaunas
DNA replication 34n1snaneiugaesiu MYH az
fhanenuuudusen (Autosomal recessive) Tntazmwy
nsnateRuTasEu MYH dszunn 20 % aavpuld
fiuanismae APC ua (33 % lu AFAP, 7.5 % lu
classic FAP) Tmaa:ﬁﬁnﬂ@uﬁdw MYH Associated
Polyposis (MAP)
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% 1081 130 A
ey ' ' " Frizzhed
B ! ' /
B
\\i GSK3H
Ee a0 s #4 smas
. “B-Catenin:  B-Catenin
e o s g - ] N
Toigoal FaP Asteriayted : mmm T S-Catenin ﬂ‘Clitﬂm
|
Do HAT “““‘““‘“i' Hucieus
i
519 1. EWAPC - Btaen
ToELet r““““‘““‘"
Eeprpsioon o taged genes
iby
Frizziod
Nemal ype Adenoma b—a ! Catinoms —— Metastsss - Fraspho i
z epdrasn § 4

u

gU 2 . g2 - unumaas B-catenin T FAP

l Segraclaton

291 - 81 APC uag B-catenin T4 Wnt pathway

annsAneldintsdananudn Tudilos
FAP %ﬁmmﬁmﬁuﬁrﬁuiwdwﬁﬁmeﬁugnﬁuﬁ
naeRUEUWEL APC rTumnmmmﬁﬁmﬂg Faany
\ANZAITLATUMUNRUENINAINGT (Fandn ‘Genotype-
phenotype correlation’ Ay ldies iy

- Codon 1250-1464 : Profound FAP (polyp >
5,000)

- Codon 1445-1578 : %‘W‘UL‘f‘:@d'ﬂﬂ desmoid
NINATIANAAUNF LA LULNTRY codon 1444 D
12 W1

- Codon 1067 : uzi5emennsae s

- Codon 1309 : severe colorectal phenotype,
Tonnadeslunndunziaiam

- Duodenal polyps AAMINWANFITLeEHN
wnluwsazn1sAnnadsldaguUindmnuduiusiu

wsiranaaTinanaun el s wifid
Aramenennlunsinen easifiulssTamisiellu

AUNAR 19N NTATIRARANTEY LazN1TInadt e

nsAlaay &'
1. 3dndsz I

W91 25 % vesffilee FAP shhazsnwuuwne
ANEBINITUBNTZULNNUAUANUNIAS LADARANATN
al&vny (colonic bleeding, 68 %) saenfluainis
HaAe (42 %) wananUszARaINIININTLULNI
Buams ude UssdRiidrdysnetne Ae dszdd
prauAFauazilaziRlsanteiugnesy dayaiiady
Gl @fﬂﬁﬂﬂ;’]ﬁﬁlﬂﬂ?ﬂ (first,second or third relatives),
aflFFunsAtadedndulsn, deyafeniulsauas
AnuRNIIANY, TUATBINTITY, ANWUTNIRUGNIIN
B y
2. NNIATIRTNNE

ilesann FAP 1y nguans A ALy
nsiapnuadnfiuenaidlugidae nevasiy
waNANAL WANEIATYALINNIATIAN NTEULN LAY
21911 afudasnsanianudalnfuvenanl&lun

Penaasnulilugilos FAP fail
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- NMIRTIARAN L‘Wlﬂm congenital hypertrophy
of retinal pigment epithelium (CHRPE) %GLﬂum’m
Rrtnfivend ey lddesian (90 %) waxily
Fnundduildlumefiadouddlifiennts Sy
luanndnasaumiivesdilan FAP fiilananaziihulsn
Heu 100 % Tnall sensitivity 72.88 %, specificity
96.29 %, positive predictive value 97.72 %, negative
predictive value 61.90%

Carol L. Shields et al. snae1ulull 2003 fig
NYSANEIBLLSRUNAY (retrospective) Mudszaing
330 ALTINL solitary CHRPE Tnesianaimlaing FAP e
Aeaginnnsny CHRPE aisndudioafusiu FAP
duel uazarnnnanEwLdn CHRPE Aduusiy
FAP A8 CHRPE Rfidnusniz pisciform configuration
way multiplicity of scattered lesion Ium;ﬁmﬁm

© AMIRTIRNNIENIEUEn [iNeWTEeden
desmoid (~10-15 %), epidermal cyst, osteoma “a%

- mamsmasieninsess evusalnsens
FUm papillary (~2 %)

yananvLdadesintlsysRennnsse Ao
annzifteAtadtuantndy 7] LU

- Peutz-Jeghers syndrome (L31A0498173
?Jﬂﬁﬂﬁavﬁmﬁu perioral hyperpigmentation, polyps
doulunjor Tuanl&ian)

- Juvenile polyposis syndrome (Fnuwy
WS8R ARARaNaNAT b, juvenile polyps)

- Cowden’s syndrome (facial trichelemmomas,
multinodular goiter, fibrocystic breast disease “a% )
sy
3. MIRMARNANReNINagt (Investigation)

naganNnNsEnUsrIRuazn1InIIATNILULAN
WWNENAS FAP, msmsaaifisifnidndty Ae

3.1 nirdesndesnaaaanlélun) wu polyps >100
polyps uay N7d4maTulLe (biopsy) Walilu
adenomatous poly

3.2 NM3AEINARIATIAN AU IMITADULU e
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11 benign polyp Fansluan 1 1Endaug (duodenum)
WATLTIAUTAL 7 gL‘ﬂmmvi@ﬁﬁﬁ (periampullary
region) (~50-90 %), NTLNILBINNT (23-100 %),
anl&dndaunan (ejunum) (50 %) uaz anldandau
Uane (ileum) (20 %) wenanniifewuuzeandan
gusulazLTnnseL g@mmmvi@fiﬁ (~3-5 %) uaz
NZLFNTLUNIERINT (~0.5 %)

3.3 NNINAABUNIINUGNITH © ~95 % 289N137
nateWugaestiu APC lu FAP U truncating
frameshift (67 %), nonsense (28 %) fndailu large
deletions 39 rearrangement AIVINANINAGRLIUNEL
APC agliiuqifiutan ~ 70-75 % 3933 fedl

3.3.1. Protein Truncation test (PTT) FuAad
A32AUINNINATERUSUUL nonsense WAL truncation
187 doRues PTT fife nananewugfimsaaeaziy
anunaealsAlaNe wazAnldanationnd @z o u
snflugesiudunadag DNA sequencing Litem
FumkannTnaneiuguiage

3.3.2. DNA sequencing 1{13gumsgulunig
AIauINInaERugIesdu APC TnagnisBesandu
nucleotide bases (A,C.G.T) wifidesinluies
N19APIANT genetic rearrangement, large deletion,
mutation in regulatory regions wazileyui Baadn1dane
'17;23\‘1 e lAuanedd 1w Conformation-Specific
Gel Electrophoresis (CSGE) 38 heteroduplex analysis
(HA), Single-Strand Conformation Polymorphism
(SSCP), Denaturing Gradient Gel Electrophoresis
(DGGE) \{lupiu

mszaziu lu FAP uusth v PTT Ay
DNA sequencing F3leAaviaaue

3.3.3. Linkage analysis Hlunsdiinsy
ALNUINITN A RUG Foauluanndndidy FAP
WANY 7 AL UATFIEIN1IMIIAUINITNANE RIS ludnNEn
Flalfianns IneAatiazmsaann DNA marker fiRA91

KuRusiumuneninisnaneiug
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3.3.4. Mutation specific analysis g5y

10 - 20 % PwuidlunisnaneWugaesiiu MYH nsz

80 %
N o [ rdl o 1

WAy G382D LmeW‘U'MNﬂ’]ﬁ‘ﬂﬂwwuﬁqumLmuﬂm

RriipNAAUNALUEL MYH feuuds Y165C

AwUanilefiazyia DNA sequencing T allele m94

I3

d1u wenzdnminemesuuLEufesAasinTnaeLg
Fases alleles wadlinuluaesmumis usitaede
d1azdinnsnatWugaasdu MYH 211438 DNA
sequencing L*?'vl@mﬂwnmaﬁuﬁ:ﬁmmiq%‘u
N1aMpARLMSRUgNIT] ARENFUY Iuglo
FAP lupsaupfanel insednasinanssnun1efiiu
Anla AsauiusiaslianFneduiugnssy (genetic

counseling) WATY1 genetic consent NIAINAUNN

Usswus nyaudal uaz gin anfiageiias
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NManAAILNNAUENTINTAE AGA wuztivivinluny
AR (first-degree relatives) ﬁmqﬁ'ﬂﬂﬂd’l
40 T Taalwsnldiseauivang 10T d4ulae FAP finng
NANERUE HANINARDUN WNAUFNITNIDIANITNAY
fuluesaupiafiazidedeld wazgnieaiiey 100 %
Traan@ndinanmegeun1wiugnessiiiuat a1unsn
nrapamunziar & luldmtlaunulng usinimmn
ma‘wmmumaﬁuﬁ;mimﬂﬂLﬂﬁlﬂuﬂw@m%ﬂm
wiaZlFlunslssdiuanud@es sesaninlunreuaii

11 AGA 2005 Uz NCCN 2006 Iiauuuamaa
lunsmmadanseassienldlug wean lédese s

(UHHRN1)

Asymptom
l

v
Age <50

4/\

Known genetic mutation

!

Unknown genetic mutation

!

v
Age = 50 (average risk)

Routine screening

|

Genetic counseling and testing Genet'ic counseling and testing FAP
l in affected member l
l Genetic counseling and testing
APC test X
m Genetic test*
Tve “ve untest +ve -ve untest
-ve

v v v v v }e

A Average risk B B APC testin untest
screening at risk member

WRUART : uuTinanuuImenisamadansaslumefdelddengainig

* . AN9RAIIAUMIEIUAPC LATRANTIUNNINNGATIAYIEL MYH BNuanisasaaunitiy APC ifluay

wazANBENIITNENaANRUgNITIIlRuLLE UG

A : flexible sigmoidoscope N1 ﬁal,wi'a'm 10-151] @uﬂdﬁmwud’uﬂu FAP
B : flexible sigmoidoscope ‘Vlm_] ﬁNLL[ﬂmEI 10-151 AuagY 24 | mnuumwn 2 ﬂ‘ﬂu'mf;l 341 Ll,m@'muu

vn 31 auany4s 1 ummnuummn 3-5 1 uazuuzainlivin colonoscope 9N 5 ﬂmu,m@w 20 1
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1. nguanguInndvzaminhiu 50 T Faduene

Mz WBuAunmmaruzfaan oy ludszanns

'
o

Wl Fafanunsony fulaarAP lunguillfiguiuy
WAGNRAINANEIUEN13AENTSA (natural history)
agnudnlugilae FAP #iwy polyp lunguangilsinay
\lu malignant polyp flazliinnsguainwmilau
nzifaldvny wazesiusilufesmsanunaud
aznaneliflunzifean1dluny (early detection) sl
o as tai 90 as k7
AINANATYNarFaansaaninisnanawug lugilae
ngxil Wamnsaan FAP lusaundinesnsauniagilae
pialyl
1 9/ ' =)
2. nguangyanndd 50 U
2.1 Fams lunguiihanienatanuay
H81N1IMeTELLN1AUeInT Teanaarlifennii
L o @ o Y & &
laWIzlaNzaY nszasilu afluiasdasiiniie FAP
oneane warfgdnyme G1lUszdd FAP luaseu
ATY AYTATATIAUINNINANEAUS

22 laifiannns (WNunif 1) usilitlsedn

FAP lunsaumi Tigimesudssdfnisnataiugly
psauAsavield anii

2.2.1. dmsuniananeiug lulsedn
p3aUATY AT AN uRugnIsNiuan Tnly
PseLIAF ANt

- n13m3randn APC uaifuuan
limsoasinn1nlaev flexible sigmoidoscope %n!
I;T\m,ﬁimq 10 - 15 1 aundraznudniu FAP

- ngmsaamndu APC uaiilusy 19
psaaRnR UL lszmnaialyl

- nguitlafldmsamiiu APC uuzih
Iinsasnnulnevinflexible sigmoidoscope %nil
%ﬂLLﬁi’ﬂ’]ﬂ10‘15 Yaueng 24 1 avmiurgn 2 Tau
a1 34 T wazantwign 3 Tauengdd T wdsann
&uﬁmﬂ 3-5 T uazuuzii Wivin colonoscope nn 5 il
;Tuwi'mq 20 1 etlasriumaiin AFAP

2.2.2. tlinsudsedAnnananewug
TuilsydRnseunia

Familial adenomatous polyposis (FAP) 669

‘Luﬂ@juﬁmi‘?\lwmuﬁﬂwmxminmﬂﬁuﬂu
mamé”qﬁuﬂu?qﬁﬁﬁry NIRRT G
wraRugnasy luann@nfidu FAP Auusnian us
aundnlunseuniandeldliidady FAP liflaany
snilufiazdasinimeaaunieiugnesy wiai
FoalkiBneduiugnesalfidla Wevdnides
NAALA azuuztin imsaaRian s widenungu il
m3auIE APC

MSAUASNE
Tuilaqiiuiivuanilunisineuaznsaasa

2
¥ o

paluditlon FAP snnanedawaag 1 il
1. MR
2. NNIRTIAAI394 (surveillance)
3. nrlden
4. mi@m?"nw’wﬁm@ﬂ desmoid lugtlee
FAP
nseinem
Iuﬂ@ﬂgﬁuﬁuﬂuﬁﬂaﬁudw nsvinsmL

sl

anangaluntstlesiunisifiauzifean & lunlu

UneldFunisiliady FAP uazuuzilivinnsinsin
~ o o

angilszinm 20 T AnmauafidnAuBEeazay

5 l&lun (accumulative risk) Buninndn 1 %

). ¥ =D_ e3¢

fa1g 20 ¥ nsssinfenglaundniladlsdesTomd

=

qu%ﬂuﬂwﬂmﬁumsnmaLﬂumt’}m’ﬂmmg ol
Aasiunndazidanianisundanuansineiullmaanna
wanzaniudioaudazsny Saweutianistnale
sase il

1. Total proctocolectomy with ileal pouch-
anal anstomosis (IPAA) or restorative proctocolectomy
(RPC)

Iutlaarudasunnddawlunidedn RPC 1l
ﬂ’n?ﬂm?ﬂmmmu%mdwﬁu FAP Tngianizluse
i polyp Tl&mas (rectum) 1anndn 20 eanniy
33nnsEndafiannsoanatladedeclunisfiauzids
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& mnjdnnldase wiwinefn Anudacazas
nzsean i lugudandl&mes (Cumulative risk of rectal
cancer ~ 25 % WA IRA UAZFAEINT secondary
RPC Tunemds deliénangeie 50 % 109 filaniivin
IRA) dauieamailanisfauLLsegaeile (hand-sewn
technic) Az¥1" mucosectomy &5 uaziin adenoma

o ‘4 ] 1)

NASHFALaLNIINATIANIIAALLL double stapling
(3U713) witdnazilmesuiludesuanimvinuaessn1d
Tunjuaznqnamin (functional outcome) Twmatianis
ABLLL double stapling azAnInwmAlian saasale
e lauansneiu douited eal pouch
A9 J pouch ﬁmmﬁﬁmn%m WsEadng nanns
mMaurasa Enjuaznaisutin Andn W pouch gdaw
S pouch ANNHENAATIOLA ilaeanilensniady
Unegnasn136nsin (high morbidity) LL@:Lﬁmmsﬁm%@qa

2. Total colectomy with ileorectal anastomosis
(IRA)

Henviniuninludosnaud] 1979 wsdiloyun
Tudasnsfansieadnguinnddnslunemd
(UNTILRILENTN 32 %) AQNNALNLEIENITYIN RPC
UFINAZHLNNPIEUNLAN IRA AzliNanITN191289

anl&lugiuaznaisminiianin RPC wsffiunenisg

13

Chula Med J

AnwwudnlldanuuansneiueenelidadnAty uafd
fefinsuusin laldludilsaunaned

3. Total proctocolectomy (TP) with permanent
ileostomy

<3| aa 1 as k7 =3

uasnsedsinlugaun 9 uddrlannaiin
Wunziemaznuiasnin usiideds Ae filaesecd
ileostomy lUnaandin waAngeilinldluunansdl

Tusraizndafl Aasunnd AR SN THFAALLL
lual ) 11U lleo neo rectal anastomosis (INRA) Taun

o A, N T
A nANNAANIY FAP ulsaninintuluii mucosa
WAZADINITINANTTEFANAUNAUNT IRA ULATNNSA

o o e e Ca .

AN niansfanldlug) s nldnranas
HYARARE A9ULaUaN176NAAE INRA Aa 1 Total
colectomy wiilau IRA Wil ludiuredldnss nudu
complete mucosectomy wazin AN NI
anailuldlflunashaunldiudion FAP sausia
192 l1N19911911999 neorectum, HAWNTNTAUNAY
NFA MaBAAUNIIINA adenoma L4 neorectum 1ag
° Py a @) = = P
nINgAnEIAAANITNNaT 2 T Wan19ANEY Wuan
NanauwnIndaunn wazlilinisconvert 138 wanann
JudeanniniianisAndeluteaidensiu (pelvic

sepsis) wasnismatgidulszainscuudnlugs

]

N

gt St | ;,!,

-’

4

el S

517 3. (a) wellannssiadaeiie (Hand- sewn technique)

(b) mAtiANTIABLLLL double-stapling
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(autonomic nerve damage) AM8 FINAIHANIINGIL
gasan 1@ lun)uaznansmidnldumnmAneiuniin IRA
3 dl' = o Y = =)
wrlilagannszazinanlunisAnendadenines 2 1
Aguuz Wi INRA Tugilae FAP #linn3ifis adenoma
WidnsaiunnaulagdsAann high grade dysplasia
=] [~ = =Y al'
Vianziie wazAasAnudszilinlussaziaatiuiu
n91
gauFaunallansinfalagisnsEFaLLLY
A99NABINIUNIUTNTIRY lAtLanIy Laparoscopic
RPC @9i318911 2 38 AR Laparoscopic-assisted
technique SauaNTENFALTEUREURL opened RPC
(cross-matched) Wuqn TaiflAanuusnsnaiuasinaiie
AATYUN AT A NITUATUNAUNINTAUNAINTNED,
nan13vinauzesan ldlunjuazninamin naenau
AN TR usiaziidaRndd opened RPC luizaeaanu
a , o asaA
anaanuazsrazinaiey ulsanenuia daudnisae
Hand-assisted laparoscopic technique AnNsAnEA
uRBsuiauiy opened RPC wudn wenannlufiaanu
1 1 = o o o a e dl = =
uAnF19at el g Aty 19ans luEesnisduiaan,
NARNINGRY, 358NN INUAMAINTHIAALASIZEZIIAN
S Y o 8§y Y I
Peglulsanenuias wdsdldinanlunsindauazenld
Anannndreeeddugn Ay
N19/522819949 (surveillance) ©"*

Wegann FAP azldie1nisuazainisuans
wluwazuenanldlun) waizazily surveillance a9
uwdadlu 2 ngu

1. saalsaluan1&lun (colonic lesion)

- ¥&4NN99IN RPC

TaqiiuEnT179189UN 19N ANIF Y pouch
Tudilon FAP #vin RPC Taailiell 2005 wusieey
WINNA 13 398 TIMNIEAINTIINTNN RPC Tadgnunsn
fanlan1anisianzdals 100 % auduinnvesnis

o ¥ o o k2 dl Yo ] as
wuzihldivinasasaadisaalufilaelafunisnase
IPAA fagl

Familial adenomatous polyposis (FAP) 671

TagannnisAnenuan lddaanuduius
523N NTNA polyp U pouch AUFLMUSNAINANE
Augraddu APC uazAmumafinunisiangifaly
pouch mﬂﬁz‘gm frﬂfﬁl Anal transitional zone(ATZ) 1ag

| . 8 o o A vy
l@W1ZN19F8aLLL Double-stapling TeinasFaamas &
m3a7 161 mucosectomy ~1 4u. §andn dentate line
AUz ldNn1smeaagnsma Pouch (pouchoscopy)
yn 1 1§y adenoma wNNdn 5 Wie moderate
dysplasia %38 villous adenoma 1% endoscopic
resection 138 ablation WAIAINUWIA F393FAEIMYN
6 - 12 1Y WAtIWL adenoma Teandn 5 waziilu
mildly dysplastic tubular adenomas l#RsIARARIN
WiaN 7 iU surveillance NNIRBINABIATIANIUFY

< = k4 G5 .
p113Rauul Aa n 3 T duidy sessile polyp
AUA U UWATAINIINN piece-meal endoscopic
resection Ifiieane 1iRsaafimsuyn 3 hiau win
wunziFRntule pouch wuzin 191 APR with end
ileostomy
- PAINIINN IRA

dﬂ‘ d‘ dl <= < 4 1

Weasannanudesfazinauzddluan1dlng
vuTnaldnregauiimaeninia 12-29 % anflufas

o = =3 =l ] a’ : j 1
AIIARAAINNN 3 Haude 1 1 uasyinmsdnTuiiade

i ) P o
7934 (biopsy) 01 polyp mum‘l,mymﬂ 5 dd. WL
dysplastic change @ lusiasnn secondary RPC

- MAINN9YIN total colectomy with end

ileostomy
auieilaqiiudssauninianzFaudesm
total colectomy with end ileostomy Wee 11 918l
daulunjundaGestauvielidaneen uldiazwy
desudaududesnsaianin taaseew 1 2005
UWuzLAENAIaa stoma ativalanalaaannz o
1l ileostomy 11nn31 15 Tauld wazmnwunziselu
ileostomy WUl wide excision Tnailanziamil
3nadnares, dulusiuldfamis (subcutaneous fat),

naNentingias (abdominal wall) wag distal ileum
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AN ileostomy Fisuiialuad

2. saalsauanarldlun (extracolonic lesion)

NNIRINAIRINANILALEVNINOULY (Ting
anlugie FAP azwunaiiia polyp Tumnaimuaimng
avunuldvestsyanns 30 - 70 % waz WNAWReL
100 % fhamanamallides | wenanilfia FAP
flanaflunziam 1 d ndoudunnnndtauialude
100-330 i1 AR nilusiasnIn1sAmaRaAIN AaNnIg
Anmnwudn naidie polyp luanldidandusuluy FAP

Adulumn adenoma-carcinoma sequence 1wy

ChulaMed J

aqld Spigelman classification Tun1sutiesze e
oolyp luanlddndausn uazdnnuifluszasd 2 vide
3 (70 - 80 %) NCCN lunziirinansBuntsiudui
81¢) 25 - 30 1l Tne/l4 end and sided forward viewing
endoscope @qulunayny polyp‘ﬁﬁ%mﬂ\i second,
third Wa% periampuliary region FeduRusAUNNg
expose fa bile acid WAy ynnadatutednsaaiie
polyp UNANINNIN 1 . RNt limsea AnmIs

Trelufuszey 289 polyp AWL (AN3199) 1uaz 2)

M1519% 1. Spigelman classification #1951 duodenal polyposis 11 FAP

Lnou AZLUY

1 2 3
AU Polyp 1-4 5-20 >20
1UNA Polyp (W) 1-4 5-10 >10
anerusn1egalninen Tubular Tubulovillous Villous
Dysplasia Wnias U1unang NN

78T 0, 0 AZLULY; 7e8T 1, 1-4 ATLUY; 7082 2, 5-6 ATLIUWY,; T8L3, 7-8 AZUUL; T2 4, 9-12 ATILU

A5199 2. Taisuanuzlunisauainm duodenal polyposis T FAP BINNISULNTSEIZULIL

Spigelman
Fue FLULLIRINITARINAA nslueniasnu N1SEHIAR
0 49 13 1]
1 2-37 1] i
2 2-37 +/- 14
3 6-12 1hau +/- +-
4 6-12 LAaLd +- 4
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uilaqiiu widnismsaamaninsag end and
sided viewing endoscope ’Q::Lﬂummgﬁu wol luszely
URAUFTNTN9N wireless capsule endoscopy St
Mlunsvinnsaaadnmaniadue msaauuulaei
danfAa non-invasive, N193g lEAREANIAAUEINNS
& Vo =l 173 P e %
sanlie pouch wiflafinunaunsndeura n1sindng
294 capsule uazaldgasi ulidnazwuliunniniu
wsinefaqiiudeliuusin 14 wireless capsule
endoscopy Hun1msgaulunisnseadizaniauau
aMmsRauLiNen polypludian FAP
wananiiflafigAnunfalszlemivas FDG-
PET (2-(*°F)-fluoro-2-deoxy-D-glucose positron
emission tomography) lunngmaqaun malignant
degeneration 484 duodenal adenoma TaaanAunan
n9RNzieRzdzan FDG wasiiudly hot spot lu
PET scan laeh adenoma azlsiny annns@nmil
W31 FDG-PET isensitivity 100 % Waz specificity
90 % lunismesaninzidannatialugilan FAP
WwelLiaeandanuNaLaNa9e A3ag1ld1 FDG-PET #
dselamlluntsldidunisnsnaianisiiads las
wnzdeaduay wuziin ¥ conservative approach
o vl 9y ) dy -1 ar
wazalififuaelunguilasanuuzidauag uasann
nsmsaaRamailunaad 2.8 T udmnwudnuaitiv
T IIEAT RN M R E Y PO LTRTPNIZEY
A71un195nE wudnieinE lask1un1Tday
n&a9 1MW snare excision, thermal ablation, argon
plasmacoagulation LAY photodynamic therapy
filanafingn 50 - 100 % Wazazily ausaldld
Ly a \ N TIE -1
wArensananNAall Adesmeldduilianingaa
1 o . < o e 1=l
fiaw d91n19nn radical surgery @umﬂﬂ'ﬂuuﬂ\ﬂuu
A1gvINNsANEILLL RCT e wusth ldnnlunsdlin
4 4 N .
1l polyp NTURTY (FTBEN 4), ANLKRIRINNITM
endoscopic or local surgical treatment (duodenotomy
with polypectomy and/or with ampullectomy), waz

° v o ai 14 o [l o
v dvinszash 3 16 1RENINHER
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analflu classical pancreaticoduodenectomy,
pancreas VEG pylorus preserving duodenectomy
uanantudeuuzih i lusefinanefunzise
Tnefiednn Tanaiauludiamm

3l lunsineuazilasiuniaifia polyp
Tumaiduemisaeuuy dnsAnsudy RCT wanw
N1TANHINLIY NSAIDs uaz COX Il inhibitor 1aifl
mmLLmnﬁiN'aeiNﬁﬁﬂd'\ﬁanLﬁ'mﬁﬂuﬁumumn
(placebo) lun1sfneuazilestuniaiia polyp lu
NWAUBIWNTADULL
ms e
il 2004 Cochrane reviewldistarunisvin
meta-analysis An# N5l NSAIDs waz aspirin lu
nn9ileaiu colorectal adenomas wazcarcinoma b
FAP (3913983 8auf AR ud i aufuanawy 1
2003) @341 n5ld non COX 11 inhibitor NSAIDs 'l
a1NN70N49 R WIntlasiunnaifia colorectal adenomas
Tudiloe FAP dwwiunisld COX It inhibitor dnane
#euREngE COX 11 inhibitorléus walsianunsn
vhandiaseianAuld Weseinnnssee uaznns
wlanaldunsgiuiiuandneiy Asdclisnunsag)
1691 COX Il inhibitor Hitlss TamllunsfnEnuazilasiu
colorectal adenomas Wazcarcinoma ‘i FAP uswile
Wn13AnE13949 Steinbach G wazamelull 2000
$1E91UNFANHIULL Randomised, double-blinded,
placebo-controlled trial WU3N1519 Celecoxib 400 mg
bid ¥4 6 LAY AINITNAAIUIU polyps IH 28 %
Lazam polyp burden (WaFIHU8Y polyp diameter) i
30.7 % aNNsANEALl FDA r0saniganEnliiuses
1% Celecoxib ausaldidunisfneainlu FAP
welumeafivae residual rectum Wi colectomy
vialusafsarnnssinga

T 2005 H31e9u case report lunnglden

fiugnnuiia (oral contraceptives) ugtlatl FAP udail
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N1TAAAIYBY polyp Iutneit I¥aesTuy enaumting
lull 2004 Fernandez E. et al 50 meta-analysis
wudrtnfuanrifiaannanandadlunigiie unenld
ey 18 %

\iiaean Desmoid lu FAP*”

L‘ﬁmﬂﬂ Desmoid %38 infiltrarive fibromatosis
\inannnsiaseyiiulnatnesqaiitnlnfvey fioro-
aponeurotic tissue %\uﬂu local aggressive benign
tumor

Macroscopic pathology aznuidufeauding
119 Wuidledaiy wie Liddedudnian ezl
necrosis, cystic degeneration vizaldanaanlusaiau

Microscopic  pathology  aswuiilu
differentiated fibroblast La% bundle of myofibroblasts
- auaunn Tagaznuimasiduanuiunnludousa
uanaasfau ludqunsenatstauinazliinad
\lasen desmoid ﬁn@:qnaml,mnﬁ’ml,ﬁml,m
aponeurosis  wiazlignaniduaanuazidulssam

@ﬁﬁﬂ’]iﬂi‘ﬂﬂxﬂﬁ’m‘ﬂﬂ desmoid lutlszanns
Unfi ~2.4-4.3 of 1,000,000 #1e/ uAazgetulu
gilat FAP A ~ 10-15 % tlaqiiufluwaldiuazwuann
ot THUNIEUNLIZIDN 26 % uananidanudn
frlanasilisziRitdasen desmoid lunseuniagada
40 % uardunRANAIINNN9NGA (61.7 %)

iasan desmoid ArwuluwANIININNgn
T18UseNnd 1.5-2 W1 UasNAN®INLGT estrogen
receptor AuEAUERINIsARAEasen desmoid 7
et linaunalnuidn

ieven desmoid Tutszansiialinasf
Wuuuandeeyias (extraabdominal) weilugilag FAP
dnulugiiunuuludesies (intraabdominal) wWia
WU mesenteric (~50 %) gilaadni@edaauaeann
wuiilesan desmoid 3 - 6 Uaneiafenlszann 30 -
40 T anwmsnisanadaulunide arldansu, a1l
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7ALA06, intestinal fistulas warFaEalunNIEualARA
guaeiditlasan desmoid daulunjazlaill

= ¥ a3 3 b2 ] % 9
2117 WraNnfaeteulnluluvies wiuies Uanvias
Aauldaasy vauds vraaiailuninuazuisas
annsaesan 1&idngasu, Ieuan (hydronephrosis),
foi"w”l,ﬁng (small bowel perforation) kas mesenteric
vein thrombosis

o . . X , .

g miunteiniiasan desmoid Tugtlag
FAP fi9ldualumin ilagsann

X , .

1. {UaNanN desmoid %ﬂﬁ‘:@ﬂﬂ’agh mesentery
mldnissaeanietaunliaiunn wasinsaasn
al&L1aneanauILNN

2. ARIINIAAEINAINTHIFAGD (75-80 %)
FaduaLINITHIAAAABLNaNB N7 (WU3N
PINNINITHIAALEABUDBNNINDU ATWLTAFINTANE
44904 60 %)

4” . o o °© 1 ar

3. 4ii89an desmoid NNALAAAINNNITNHIFA
preventing proctocolectomy u3a IPAA wazelafly
aMRE1ATYTeY pouch failure Aot

4. mslgensnundallldnamin

5. anmauznisaiiulsareaiiiasan desmoid

azuansaiulyludilausazauuazaiaianldenn

msAnwlusumsguasnuiilasan desmoid
1. Mstindin MesnELitesen desmoid i
uantesiad Ar wide excision W lsraumnatinaties
1 %30, Wei b FAP %'qmu‘mcy'ﬁnqzwmﬂu mesenteric
W3 retroperitoneal type nMsnN1salllinaaden
FUALILTN WI1Z31 NN9MN radical excision M lgaAn
UazASMIINITANEUAINTILEAFIDI 10 - 60 % Uavela
wLHAUNINgauaInNnITHNA e 1y Aatdunues
(abscess formation), fistula L& short bowel syndrome
14da 47 % uananiiu defisamnienduiilugigets
70 - 85 % WILALLA NMIEARANETnALYi e

ffan1svasanldgnsiu, arldrnden vielauou
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(hydronephrosis) Wit Taen1s  wnsinuuzin iin
Wunngsindaieussiniannig (palliative resection)
WiINtu

2. M e lunnsfnwn  wuathy

2.1, aflddlufinsead (Non-cytotoxic
agents)

- NSAIDs a1nn1sAne L @aq1ua1ad NSAIDs
Tunnsfiuganisadne Prostaglandin Anasa ‘immuno-
logical attack’ slaiilasan dedaulvnld Sulindac
(long-acting analog of Indomethacin) 93 active
metabolite A sulindac sulfide Siugan138514 collagen

a ~ ré’ d' sl
uarnsARIYAL AT aaRIUaIan AWANldAa 200-
400 uN./5u wAsINNIFANHINUIIN131E NSAIDs
= 1 =l 3 % o
Wenatinaden il ldnalunssne

- neldae sl aann1sdAaNRANEILNNg
stiulspgaaiiiasan desmoid axwudniluluguwds
unndneteaeavin uazdeuaziadyiuinating

(-3 v :l/ 4 ¥ 1 -]
madagthafpssiuazgiaaluszaziaunnnilsean
= d“ = [ 3 o
\#au (premenopausal) Waauiuilaelusyesva

o & £ dl' 1
MNALIYAABU (postmenopausal) A4TAIN estrogen
Unazfiuasanisainyiiuineeailesen desmoid,

prp Py o 2 o o ,
gafluuninsAnE ez i I iuNnn Aa tamoxifen
waz toremifene tneldaunm 20-40 Nn./AU waz 180-
200 NN./FU AINAVAY Fan1sRauAuadsanisld

a ] = ar M v oo
Hormonal agents Wenatnumenslilduamin way
Tull 2004 HA31eaunsld tamoxifen 1uIAge (120
NN./3U) $90AL sulindac 300 NA./A1 1UN135NEN
v

wan (first-line treatment) & 15ULila9an desmoid
wazarldnani1sfneIangn Iudsannninisesa
pidnazdausnsafauean livauNafmN wazlull
2005 {31e47un13lE Celecoxib 800 Nn./Au faniu
Tamoxifen 120 un./3u 1Huareaudef faugu
(regression) 81.8 %, ldulasuutasrun 36.3 %

- @1599n W (Biological agents) a1nN1s

Zunalunmeaadludndnudn Interferon-ol uaz y &

antiproliferative effect s fibroblasts widnazldua
pevAuaIRAeulineg uazilfinsesreniatennin
wsisnenudaulugidauilu case report uaziflunnsin
aiflu second line treatment gausnga 7 iy
pirfenidone \flu oral antifibrotic agent @@nqw%rimﬂ
s cytokine growth factors Faisneaunisiduns
Fanuaaied 2 Tasandusesianusellluaunam

2.2. anal1itie (Cytotoxic chemotherapy)

mnmiﬁidn%«,ﬁmﬂn desmoid WA
fibrosarcoma FNGIATEYNIAN fibroblast uazENLAL
tniafidsrlamilunsine fiorosarcoma agdinnsin
unlifuiilasen desmoid Tnedspeudinefiney
augaseNINEARuAT 1977 lutlaqiiugnasy
dnulugdnlfifluns e itndeanansaunusauiu
{combination chemotherapy) V{ﬁmmﬂumiﬁnwﬁmﬂ
A9 Doxirubicin f9Nfu Dacarbazine siann innglek
carboplastin unu Dacarbazine oanuadnadsssie
Wiala wifil case report N5 Doxirubicin tiesa
FBerlunnsinm uaibiesenan unna 55 % wsil
flaquiuAdelinsmwungasaniafitie Auduey
fl3M891un A NN UARAN 3TN L N T
wANFANeTE wazidnsnismneannnislfieniaiitiniie
13 - 63 % zhu'lmﬁqLLu:ﬁﬂﬁ’L%Lawq:'LumﬁLﬂu
large unresectable mesenteric wi3e retroperitoneal
desmoid tumor lineuauesianisld first line
treatment

3. NN9RNELAY (Radiotherapy)

Tuuzti W lunnsfneiiiesen mesenteric
desmoid lu FAP

4. 8u1i1Tm (Gene therapy)

il 2002 finmenedludnd Inedgnonetu
APC aquuliiaEalng@n DNA-liposomal complex
indesvinanaany ualuiuit 7 uiesnanavugnas
AlvynIRIaanLdn i transgene expression ﬁ}liﬂu

peritoneal, mesentery, intestinal tissue, AULATATENE
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o & a Y = P
Auiug TasdlinunadraAsaelunsdnmil $933
fanaazitluameuluauian lun1sfneuazileeiu
nnsLilasan desmoid i FAP sandeAnuiming
Bu 7 AALatunITnaIeRuEeaEuf 7wy
9 - 1 :l/ v ) $7 =
fraelinnsAnusialuiesumalulativasduasuss e

uazluil 2005 The Collaborative Group of the
Americas for Inherited nzi5ea & Ivey @rivuaszuw
nsanszeslam (staging system) 2841inean desmoid
71m lga9viag (Intra-abdominal desmoid tumor)
Tufilos FAP (Tne?l Wesan desmoid 1fiAuandas
o =i ) o e o =~ a
a4 Auan13efnnaagliiinimn) wallunidnla
A3 U waziduwuan1alunisfnen Teantailu 4 szay
AAN TWIA, 8IN97ENEN AR N19gasundan ldvEe
neatlaanne (bowel or ureteric obstruction), F41a7
nunew, 8ATIN1TAUTAYEINAY LATHAUNTNT BT
aanden |u n1sindelunszuaidan (sepsis),
2 A = oA .
naulRNuTaNlaanaan (perforation or hemorrhage)
Tneudalsisail (m13199 3)

sraeh 1 WinmsFamudeu (ATaRna
fingl CT scan ASawsnlu 3 1Aaw) wialie 1M NSAIDs
Alg vizaldsataulalunsdinsnldietauuaslufaq
snantdianaenuininuly

¥ o

NN ABANTNNBaUANARTFA

g

vee 2 -
16 widsnlulaneian wuew 1 Tamoxifen wie
Raloxifene %38 NSAIDs ‘Emm%dﬂuﬂ@'uﬁ%mu
auasses o uaz NAT9LALNAN

' % 2o ,

N n@mu@uﬂummimu active
treatment A8 NSAIDs, Tamoxifen, Raloxifene LLag
Vinblastin/metrotexate wazdntaugalntunaslaen

AINANT 293z antisarcoma chemotherapy AN

Chula Med J

\14 Dacarbazine
serefid o fluszuzudiigaanilugeqlasy
N19FNHILT9AIY AR major exenterative surgery,
antisarcoma chemotherapy and radiation
neluurszafslunisdssidudanau a1aay
dl 9 ar @ v o ://
waeu szee luaznsinmfsel fulumussezdi o

NISALASNEN Attennuated FAP (AFAP) uaz MYH
Associated Polyposis (MAP)

AFAP #a FAP Al polyp tusldlue) < 100
polyps (ﬁ@fgﬂuﬁqiﬂﬁan%ﬁLﬂuﬁﬂﬂm"uﬁuﬁ"ﬂﬂ‘lu
ANRTARIINTEY AFAP ) WU AFAP azdinnsandiu
lspdanin nanafe aciladelafiengiede 44 T uaz
wuifunzdesn @ nejfengaie 56 T uiginisal
waslanaesluninifinuzidely AFAP deliinsu
i memw:umwﬁuwuﬁnuminmawuqﬂu
APC Piumialanesiaansdncrediiy s 3 5 uas
AIUULN exon 9 WATNNIVINNIIAIIaNIEY APC Azl
HALN ~ 60 % AausRIINTWLANEALNAUanan 1§
Iugyfsaeiudasuin andu n19ia adenomas
TuniaiuamssautunuAaudnegs uanstaiull
ANNUARZINENTU (50-65 %) WATLINTIBNUNLGNT
mw@’uﬁuﬁ"lmwﬁﬁnﬁa‘ﬂmﬂﬁuiﬁmﬁu APC #i
Ut 3 FUNMIWL CHRPE uawiiiasan desmoid
wifigatiaandnlu FAP daun1sifiadauaznisgua
Snwnlusediiennis vise wu polyps NCON uugtin
Tivinnsmsantdu APC  uaz 84 MYH franmoue
nstnemeaneiugnesuiiuuLLEiuiey uazRansan
nsinnineigdilan, 2uinnazdinin Polyps
Famnsad 4

AN$199 3. LL@@Qﬂ’Wi‘LLﬂQ?:ﬁﬂ:‘H‘ﬂ\?Lﬁ@\?ﬂﬂ desmoid

Feay fA1N19 YU (BN.) wasnisiAulATaInay
. - X . -
1 lafi <10, Wintiu, wulnafudoy
2 Y <10, ldTmau
3 EEY 11-20 wiralnTwdn  (FRnau <50 % T 6 iAaw)
4 T vi9e Anaunsnday >20 w7alndusa (ANTW >50 % U 6 1iaw)
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A5 4. uanauuamnslunisguasnengilog AFAP

ang (1) AMUIUUREUUNA polyps n95nE

<21 <20 ,Vmﬁ'@u <1H. Colonoscopy with polypectomy )0 1-2 ol

>21 <20 ,nnﬁ"ﬂu <19d. IRA or Colonoscopy with polypectomy )0 1-2 g
>40 <20 Ynfiau <11u. IRA

19 >20 %98 > 194, RPC %38 IRA

lumefifisydRnsaunia usdsling polyps
wlilesanlu AFAP polyps daulutjazwulu
an & s mavasiunsnsadunazmilen
fiu classic FAP aniu ldmmafanudaanism
colonoscope N 2-3 1 TnaGufieny 13-15 3 uaxn
WU polyps WRANTUIANNA1ITA UL WA
mum?mqqdﬂmwﬁqmﬁmﬁqdﬂﬁlmg UATN LAY
2MNTREULL Wwmileu classic FAP

luffilne MAP (wu adenoma >10 i >15

&

cumulative adenomaslu 10 T senfuinIsnaewug
WL biallele 98981 MYH aglinnsguainmuazng
peadrsaamileudion AFAP daulumeiifilssih
nsnanaiugaesdiu MYH luasauaiausidelifianns
WENh colonoscopy fiang 25 - 301 dndniliivia
NN 3-5 U UAZIINNINTIREIIRNAURUBIMTAAULIL

Willas FAP

fgu
FAP uwiidnazifuiias 1 % Tu uzean1dlug
1@ el i dl L4 ¥ s b
wifiaouafuiazdesguadiaeuazasauniale
1 9 dl (% - =3 ¥
atinagnsies Wetlesiuniafaduuzizalunensing
nannsdnAtyiAe
1. NNIATIANLIFALATLEIZIIN (Early detection)
2. nMavinsisiaietlesiuniniauziia
a1&lwny (Prophylactic colectomy)
3. MIAPIRMUALAUATNEIANEALNALEN

a & Iueyndnaziinganls (Recognition and proper

management extracolonic manifestation)

4. NIRTRFEARNNUAINTHNGRA (Post operation
follow up)

5. NemsragnTIaAuaY 4 luAsauAFa (Family
surveillance)

uddnluunenszusunisdaiidalsiudeiuagy
Tuilaqiiu uswintiatedsslomiaasdloedundn
fuazifaszlonigegaiudion uasidadluewan
nsAneuazinalulatazimuisiall waziindy

wuamnsinwnidudsslenidediaaniniign
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