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B pabore npeanpuHAT KIMHUKO-TeHeTHYe-
CKMii aHAU3 U3 24 POCCHIICKUX MALMEHTOB C aT-
TenyupoBanHoii ¢popmoii CATK. Ha ocHoBanuu
MOJYYEHHBIX KJIMHUKO-TeHETUYECKUX [JAHHBIX
ompeaeeH AJrOPUTM Je4eOHbIX MepPOonpusTHI
Yy JaHHO#W Kareropuu OOJbHBIX — OT JUHAMH-
4YeCKOro Ha0JII0AeHusl WM IHI0CKONNYEeCKO mo-
JIMIDKTOMMH /10 BHITMOJTHEHHSI OOIIUPHBIX pe3eK-
Ui TOJICTOH KUIIKM B CUTYyalUsX, CBSI3AHHBIX C
pa3BUTHEM paKa, yBeJUYeHHEM UHTEHCUBHOCTH
POCTa MOJIMIOB WJIH NMOSIBJI€HHEM BOPCHHYATHIX
HOBOOOpAa30BaHWi. Y 4YacTH NALMEHTOB OOHA-
PY:KeHBI MOJIEKYJISIPHO-TeHeTHYeCKHe MPUYHHBI
BO3HUKHOBeHUs1 ocsiadjaenHoii popmbr CATK.

Knioueswvie cnosa: ocinadnennas popma CATK,
JeyeOHasi TakTuka, reH APC

B mpomecce w3ydeHHs CeMEWHOTO aJeHOMAaro-
32 TOJICTOM KHIIIKH YETKO BBISBICHO pa3HOOOpasue
KITMHIYECKUX TPOABICHHH HTOTO HACIEICTBEHHOTO
3a0oneBanus [12]. YcTaHOBIEHO, YTO HAMOOJbIIE
yucno ciydaeB CATK mpuxoanTcs Ha Tak Ha3bIBa-
eMbIe KIIACCUYECKYIO0 M TKEIyr (OpMBI aieHOMa-
TO3a, JiedeOHasl TaKTUKA MPH KOTOPBIX, JAOCTATOY-
HO XOpOIIO OTpaboTaHa: yJaJeHHWe BCEH TOJICTOM
KHUIIKU TPEeINPUHUMAIOT O Pa3BUTHUSL paka — MpU
kimaccudyeckor gopme mo 30-35 njer, mpu TsKe-
ol — go 20-25 netr. OpHako B pe3ynbraTe Hako-
IUICHUST KJIMHUYECKOTO ONBITa OBLJIO yCTaHOBJICHO,
YTO CYIIECTBYeT OMperesieHHas Tpymmna OONbHBIX,
cocrapistomas 10%—15% ot Bcex manueHToB ¢ ce-
MEHHBIM aJeHOMAaTo30M, y KOTOPHIX 3a0oieBaHHe
npoTekaeT MeHee arpeccuBHo [3]. Orta ¢dopma xa-
pakTepu3yeTcss HadajaoM KIMHUYECKHUX TPOSIBICHHMA
B Bo3pacte nocie 3540 net, 3HAYUTENbHO MEHb-
[TUM YHCIIOM TOJICTOKUIIIEUHBIX ITOJIUIIOB, Pacmoia-
TaroMuXcs MPEUMYIIIECTBEHHO B TIPaBBIX OTIENax
000/T0YHON KHIIKH, 0OJiee TO3IHUMH CPOKAMH HUX
O3JIOKAUeCTBIICHNST — Kak TpaBwio, mocie 50 meT.
JlaHHBII BapuaHT TeueHUS 3a0O0JCBaHUS TTOTYYHI
Ha3BaHWE OCIAONICHHOW WM aTTCHYHPOBAHHOU
(hopMBI CEMEHHOTO ajieHOMaro3a.

Hecmotpst Ha mpucTanbHOE BHUMAaHUE HCCIEHO-
Bareie K mpoOiemMe JICUCHUsS CEeMEHHOTro alueHo-
MaTo3a, OOILICTIPUHSATON TOYKW 3PEHUS Ha BBIOOP
7e4yeOHON TAaKTHKU TP OCJIa0eHHOM BapHaHTe
pa3BuTUsl 3a00NeBaHMsI JO HACTOSIIETO BpPEMEHHU

He BeIpaborano. Tak, B. Gentner u coaBr. [7] peko-
MEH/yeT JTUHAMUYCCKOS HAONIOJCHUE C YHIOCKOIH-
YECKOW TOJIMIIDIKTOMHUEHN, a KOJIIKTOMHIO MpEeAnpH-
HUMAeT JIMIIb 1pu pa3Butun paka. K. Poovorawan
U coaBT. [17] ymanmsioT TOJCTYIO KHIIKY O HACTY-
TUICHAS O3JIOKAYECTBIICHHUS TIOIHIIOB TPU YyBEJIHYe-
HUMW MHTCHCHUBHOCTU HX pPOCTa U IOSBJICHHUU BOP-
cuHuateix ameHoM. E. Contessini-Avesani W COaBT.
[5] cUMTAIOT BOBMOXKHBIM COXPAaHSTh MPSMYHO KHIII-
Ky ¢ ()OPMHUPOBAHUEM HIICOPEKTAIHLHOIO aHACTOMO-
3a y MAIUeHTOB C KOJMYECTBOM IOJHUIIOB B TIPSIMOI
kuiike Meree 20. B omnunu or vux E. Neal u co-
aBT.[14] HacTamBarOT Ha 00s3aTENLHOM YHaJeHHUH
MpsIMON  KUIIKK ¢ (OPMUPOBAHUEM TOHKOKHIIICU-
HBIX pe3epByapoB WU HJIEOCTOMBI 10 Bbpyky.

Crnenyer MOMYEepKHYTh, YTO OONBIIOE 3HAYCHHE
B AWArHOCTHUKEC MW ONPCACICHUN TAKTUKH JICHCHUS
CEeMEHHOro aJeHOMaTo3a MMEIOT MOJIEKYIISPHO-Te-
HeTuueckue (akropwl. J[s KiaccU4ecKo U Tshxe-
nor popm ameHoMaro3a yCTaHOBIIEHO, YTO HACIeI-
CTBCHHBIC MYTAI[MM PACIOJIOKEHBI B IEHTPAIbHBIX
yuactkax reHa APC. Ilpu ocnaGnenHoi ¢opme
3a007IeBaHMs XapaKTePHO PACIIONOKEHHE MYyTaIluil
o kpasim reHa APC [12]. B oreyecTBeHHO# nuTe-
parype OIyOJIMKOBaHBI JIMIIL EIWHUYHBIE TEHETH-
YECKUE UCCIEIOBaHMs 00 0COOSHHOCTSIX OCIIa0IieH-
HO#t opmeI ameHoMato3a [1, 2].

Manoe 4nciao HaONOICHHUN ¢ M3YYSHHBIMH MO-
JICKYJISIPHO-TCHCTUYCCKUX IPUYUH pa3BUTUA OCJa-
OneHHON (opMBI aJ€HOMATO3a Yy POCCHICKUX Ta-
[UEHTOB W TNPOTHBOPEYHMs] TPU BBIOOpE JieueOHOM
TaKTUKH y JAHHOW KaTerOpHH OOIBHBIX JETAI0T ATy
po0OJieMy BeChMa aKTyallbHOM.

MaTepna.n H METOAUKA

B nacrosiee Bpems Lentp komompoxronorun M3 PD 06-
JIafaeT ombeIToM HaOmroneHus 3a 1487 OOMBHBIMH CEMEHHBIM
aJIeHOMaTo30M TOJICTOM KHIIKH, HaXOAWBIIMMHCS Ha CTalHo-
HapHOM 00ClIe/IOBaHNH U JiedueHnH 3a neprox ¢ 1980 mo 2012 r.

I'eneTnueckoe TecTUpOBaHUE BHEAPCHO HAMU B IIPAKTHKY C
2000 r, 1, K HACTOALIEMY BPEMEHH OHO BBIITOJTHEHO 156 0oib-
HBIM.

KnnHuKO-MHCTpyMEHTaIbHOE 00CIIE0BAaHNE 3aKII0YAIOCh
B M3y4YEHHM CEMEHHOro aHaMHe3a M HCTOPHH 3a00NeBaHMS,
o0IIeM O0CMOTpe, DHAOCKOIHYECKOM OOCIeJOBAHUH TOJCTOM
KUIIKA C MHO)KCCTBEHHOH OHoIicuelf HOBOOOpa3oBaHWIL TOI-
CTOM KHIIKH, HPPHUTOCKOIHH, TacTPOAyodeHOCKomuu, Y3U
opromnoit nonoct u KT. Bonbiroe 3HaueHue mpupaercs

745



BOIMPOCH OHKONOIMNN. 2013, TOM 59, Ne 6

KIMHUKO-OMOXMMUYECKUM aQHAIIM3aM C 1IEJIBI0  OIpPE/C/ICHUS
CTENEeH! MeTabOoNINYeCKHX HapyIIeHHH.

MOoneKyIIpHO-TEHETHYECKOe  UCCIICIOBAaHUE  BKIIIOYAIIO
B cebs Boimenenne JIHK wu3 neiikonurtoB mnepudepudeckoit
KPOBH TAIMEHTOB, AaMIUIM(UKAIMIO KOJUPYIOIINX JK30HOB
rena APC, snextpodopes aMIumuduIpoBaHHBIX (PAarMEHTOB,
CEKBEHUPOBaHHE O0PA3LOB, NETEKTUPOBAHHBIX B KaueCTBE M3-
MCHEHHBIX.

PesyabTarhl

N3 156 OGOnBHBIX aIEHOMATO30M, MPOIIEAIINX
KOMIUIEKCHOE 00CIeIoBaHMe, BKIIOUAIOIIee TeHETH-
YeCKOe TeCTUpOBaHUe, ociabieHHas Gopma 3aboiie-
BaHUS quarHoctupoBana y 24 (15,4%) mamueHTos.
Krnaccuueckas u Tspxenast GopMbl ObLIH yCTaHOBIIC-
HBI ¥ 60,9% u 23,7%, COOTBETCTBEHHO.

OcHoBaHUEM JUIsl BKIIFOYEHHS OOJIBHBIX B TPYI-
My aTTeHYMPOBAaHHOIO aJEHOMAaTo3a MOCITYXHIO
codyeTaHne JByX W Ooilee M3 HWKETIepPEUHCICHHBIX
KPUTEPHUEB, XapaKTEPU3YIOIIUX OCIa0NIeHHYIO0 (op-
My 3a00JICBaHHMS:

1. Pa3BuTHe KIMHUYECKUX MPOSBICHUU mocie 35—
40 ner

2. Xapakrtep MnopakeHus: TOJICTON KUILKH aJieHOMa-
TO3HBIMHU TIOJIUTIAMH C MPEHMYIIIECTBEHHBIM T10-
pakeHHEM TIPaBBIX OT/IEJIOB B KOJMYECTBE MEHEe
100 mTyk.

3. Hannuume opHOTO MM 0OOJNiee POJICTBEHHUKOB,
C JMarHOCTHPOBAHHBIMH TIOJHMIIAMU HJIH PAKOM
TOJICTON KUIIIKH, Pa3BUBIIEMCS Ha (JOHE MHOXKE-
CTBEHHBIX TOJIHIIOB.

4. BrpigBneHHe NMEPBUYHON 3JI0KAYECTBEHHOM OIy-
XOJIIM TOJICTOM KHIIKK Y OONMbHBIX cTapiie 50 jmeT
Ha (QoHE He MeHee 5 TOJIHIIOB.

N3 24 OonbHBIX, OTHECEHHBIX K OCIa0JICHHOM
(dopmMe cemMeHHOro aJeHOMaTo3a, MYKYHH OBLIO
14 (58,3%), xenmmn — 10 (41,7%). Bospact ma-
[IMEHTOB Ha MOMEHT YCTaHOBJICHHWS JMarHo3a Ba-
peupoBasl oT 34 10 72 JE€T M B CpPElHEM COCTa-
Bui 43,1+6,2 ner. Hannume cemeliHoro aHaMmHe3sa
B JTOH TpyIIie MAalHeHTOB, SBISIOIUXCS MPOOaH-
JlaMu, OBUIO BBISIBIICHO Y Bcex 24 4YelloBeK. Ycra-
HOBJICHO, YTO B OOIICH CIIO)KHOCTH Y 3THX OOJIbHBIX
MMEJIOCh 0 1—2 pOJICTBEHHUKA C AMArHOCTUPOBAH-
HBIMH IOJIUIIAMH TOJICTOM KHIIKH, 00 pakoM Ha
(hoHE MHOKECTBEHHBIX ITOJIUIIOB.

OCHOBHBIMU KJIMHUYECKHUMH MPU3HAKAMH aJICHO-
Maro3a B Tpymnne OOJBHBIX OCIaOIeHHOH (QOpMOit
SIBUJIOCH HAJIMYHE TaK Ha3bIBAEMOTO «KOJIMTHYECKOTO
CHHJIPOMa», XapaKTePU3YIOIIErocs yJaleHneM CTy-
nma 10 3—4 pa3 B CYTKH, IPUMECHIO KPOBU U CIU3U
B Kayie, Oonsimu B kuBoTe. CleayeT MOIYEPKHYTH,
YTO MPOSBICHUS OciabieHHoW (OpPMBI aJieHOMaTo3a
XapaKTePU3YIOTCSl CTEPTOUW M JIMIIbL MEePHOAUYCCKH
BO3HUKAIOIIEH, KaK MPaBUIIO, B 4—5 neKazax *U3HH,
KJIIMHUYECKOW KapTUHOM, HE BBI3BIBAIOIIEH HACTOPO-
KEHHOCTH HE TOJIbKO Y CaMHX OOJIbHBIX, HO U JaXKe
Bpadeil, Ha TMPOTSHKEHUH JTUTEITHHOTO BPEMEHHU.
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Puc. 1. PacnpeneneHve GONbHbIX MO BO3PACTY MOSIBIEHUS
nepsbIx xanob

YcTaHOBIEHO, YTO KIMHWYECKHE TMPHU3HAKH 3a-
Oonesanus y 19 uenosek (79%), T. e. y mopapisi-
FOIIETO YHucIia OOJIbHBIX OClabaeHHON Gopmoit aje-
HOMaTO3a TOSBUINCH Tocne 35 ner (puc. 1).

IIpu »TOoM yuamenue ctyna g0 3-4 pa3 B CyT-
KA OTMeYand 6 OONBHBIX, MPUMECHh KPOBU W CIIU3U
B Kalle — 8§ mamnueHTtoB, 0omu B KuBoTe — 11 uye-
noBek. JIuib y 5 manueHToB OJJHOBPEMEHHO MPHUCYT-
CTBOBAJIM BCE MMPU3HAKU «KOJIUTHYECKOTO CHHIPOMAY.

VIMeHHO CTEepPTOCTh MEPBBIX KIMHUYECKHX IPO-
SIBIICHUI B 3TOW TPYIIIE MAIlIEHTOB, HE CMOTpPS Ha
HaJMYUe CEMEMHOTO aHaMHe3a, MPUBOJWIIA K OTpe-
JIENIEHHBIM 3aTPYAHEHUAM TPH yYCTAHOBICHWH TIpa-
BHJILHOTO JIMarHo3a.

Wmtoctpaneld 3ToMy SBISIETCS TOT (hakT, 4TO
MIPAKTUYECKH y MOJOBUHBI OonbHBIX, 11 (45,8%)
YEJIOBEK, IOJMIIBI ObUIM BBISBICHBI MpU MPOoQu-
JAKTHYECKUX OCMOTpax WM TPH O00CIEeTOBAHUIX
[0 TMOBOAY HHBIX 3a0oieBaHuil. CaMOCTOSTEIIBHO
o0paTminuch K BpadaMm, MMes XapaKTepHBIE >Kajo-
os1, 10 (41,7%) GonpubIX. Jlume y 3 (12,5%) na-
[UCHTOB JMarHo3 3a0oJicBaHMs ObUI YCTaHOBJICH
Ha JIOKJIMHWYECKOW CTaaWH, TpH MpoduIaKTHye-
CKOM O0CJIC/IOBAaHHUH, KaK POJCTBEHHUKOB OOJIBHBIX
CEMEUHBIM aJIECHOMATO30M, BKJIFOUEHHBIX B Peructp.

YCTaHOBIICHO, YTO ISl M3y4aeMOW TPYyIIIbI Iia-
LIMCHTOB Han0OJiee XapaKTEPHBIM OBbLIO MPEHMYILE-
CTBEHHOE TIOPAKCHHE ITOJUITAMU MPABBIX OTJIEIIOB
000/IOYHOM KHIIIKH, BKJIIOYAMONIUX CJICIYI, BOCXO-
JIIYI0 M TIPOKCHMAIBHYIO TPETh MOMEPEYHON 000-
JIOYHOM KHIIKU, OTMEYCHHOE 00JIee YeM Y TTOJIOBHHBI
narentoB — 17 (70,8%) uwenosek (puc.2). [daxe
[IPH TTOPaXCHWU TIOJHMIIAMHU BCEX OTICIIOB TOJCTOMN
kamka y 5 u3 7 (29,2%) nannueHToB, OCHOBHAs WX
Macca TaKKe JIOKaJIM30BallaCh B TPABBIX OTIeJax.

W3 24 GonbHBIX ocnaliieHHON (opMoii ajeHOMa-
To3a y 15 (62,5%) denoBeKx YMCIIO MOJHUIIOB HE TIpe-
Beimaiio 50, a y 9 yenosek BapbupoBasio ot 50 u 60-
nee, Ho He mpeBbimano 100. IIpu stom y 6 (25%)
Ha (OHE a/IEHOMATO3HBIX MOJIHIIOB UMEIHChH EINHIY-
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Puc. 2. MakponpenapaT yaaneHHOn ToNACTon Kuwkn. BonbHoi 53 net.
[-3: ocnabneHHas ¢dopma CATK

Bce otaenni

Mpaeble oTaenbl

Puc. 3. YacToTa nopaxeHus OTAEN0B TONCTON KULLKU NoannamMm
y 601bHbIX ocnabneHHol dopMoit ageHomaTo3a

Hble BOPCHHYAThIE HOBOOOPA30BaHMS, AUATHOCTHPO-
BaHHBIE HA MOMEHT YCTAHOBJIICHHWS THArHO3a.

B rpynmne 6onbpHBIX ocnabiaeHHol GpopMoii ageHo-
Maro3a 3jI0Ka4ecTBeHHas TpaHchopMals MoJIHIIoB,
muarnoctuposana y 9 (37,5%) u3 24 maumeHros.
[Ipaktnueckn y Tpetu mnamuentoB — 7 (29,2%),
JMarHo3 paka OBLI yCTaHOBIIEH HAa MOMEHT TIep-
BUYHOTO OOpalleHuss C JIOKaJIM3alued OIMyXo-
T y 5 OONBHBIX B TPaBBIX OTIENAX OO0OOYHOM
KHUIIKA, y | TamnueHTa — B CUTMOBHJIHOW KHIIIKE,
y 1 B HMXKHEAMITYJISIPHOM OTJEJIEC MPSIMOU KHIIIKH.
VY 2 (8,3%) manueHToB — 3J0Ka4eCTBEHHAs OITy-
XOITb TOJICTOM KHILIKK pa3BHUiIach 4epe3 5 u § jer
OT MOMEHTa YCTaHOBJICHHUS JWAarHo3a M Oblja BEISB-
JIeHa TpU JUCIIAaHCEPHOM HAONIONCHHUS, HE CMOTPs
Ha MPOBOJIMMOE PEryIIsipHOE, C HHTEPBAIOM B 1 TOf,
SH/IOCKONMYECKOEe Y/IaJeHHUEe TIOJHIIOB, TPEBBINIAI0-
mmx pasmepst 0,5 oM.

VY 1 u3 HaOmOmaeMbIX IAMEHTOB, THArHO3 OC-
nabneHHOM (HOpMBI aJICHOMAaTO3a OBUT YCTaHOBJICH
B Bo3pacTe 47 JIeT, C YHCIIOM IOJUIIOB B TIpezenax
50, pacmoNIOKEHHBIX B MPABBIX OTJIENAaX 000IOUHOM
kuiky. [Ipu TUHAMUYECKOM HAOJIOIECHUH TMPOBO-
JIAITACh TIOJIUTIDKTOMUS C ylaJeHHeM BCeX TOJIHIIOB,
npeBbimamux 0,5 cm. Croycts 5 €T oT mepBoid
MOJUTIPKTOMHH, TP OYEepeaHOM O0O0CIIeJOBaHNUH,
B Bo3pacte 52 ner, y Hero ObUI JMAarHOCTHPOBAH
paK MPOKCHUMAJIbHOW TPEeTH IONEePEeYHON 000704-
HOW KHWIIKW. AHAJIOTUYHBIN aHaMHe3 3a00JeBaHHS

MMeJICS 'y BTOPOTO TAIMEHTa C YHCIOM TIOJIHIIOB,
npubmmwkaromumest kK 100, U ycTaHOBJICHHBIM JTHA-
raozoM ocnabnennoit ¢gopmer CATK B Bo3pacte
46 met, y KOTOPOTO PaK BOCXOSIICH KUIIKHA pa3-
BHJICSI CIIYCTSI 8 JIET IIOCIIe Havaja AMHAMHUYECKO-
ro HaONIOJICHHUS C BBITIOJIHEHUEM TIOJIHMIIIKTOMUHU.
O6oum manyeHTaMm ObIIa BBITIOJHEHA KOJIIKTOMHUS
¢ (opMUpPOBaHHEM HJICOPEKTAILHOTO aHACTOMO3a.
Crnenyer Mog4epKHyTh, YTO Y BceX 9 OONBHBIX CO
3II0KaYECTBEHHON TpaHCchopManueld TOJIHIIOB pPak
quarHoctupoBan mocne 50 jer, a cpeaHMid BO3-
pacT BO3HMKHOBEHHS paKa TOJCTON KHWIIKH COCTa-
Bun 56,4+7,43 ner (tabm.l).

[Ipu mpoBenennn 1a00PATOPHBIX OOCICIOBAHUH
HU Yy OMHOTO W3 24 MaIUMeHTOB C OCIA0JICHHBIM
BapMaHTOM TEYEHHUsS aJcHOMAaro3a HamH HeE ObLIO
BBISIBJICHO META0OIMYECKUX HapyIICHUH.

Ta6nuuya 1

Bo3pacT pa3BuTUS paka TOJICTON KULLIKU Yy GOJbHbIX
ocnabneHHoi ¢opmoii CATK

Yucno BospacTtpasButus paka TONCTON KULLIKN
605bHbIX
50-54 55-59 60-64 65-69 | Crapwe
net ner ner ner 70 net
9 ven. 4 yen. 3 yen. 1 ven. - 1 yen.

[Tpu MOJEKYISIPHO-TEHETHYECKOM O0CIIeI0BaHUH
24 OONBHBIX C KIMHUYECKOW KapTHHOW ocialeH-
HOTO ajieHoMaro3a MyTauuu B reHe APC BBISBIEHBI
b y 6 (25%) uenosek, a y 18 (75%), oroOpaHn-
HBIX B 9Ty TPYIITy HA OCHOBaHWH XapaKTEPHBIX KITH-
HUYECKHUX KPHUTEPUEB W HAIMYUS HACIEICTBEHHOTO
anamHuesa, mytanun B reHe APC BBIABUTH HE yoa-
nock. [lpu 3ToM y 4 u3 6 OONBHBIX C BBISBICHHBI-
MU u3MeHeHussiMu B reHe APC Obul quarHoctupo-
BaH paK TOJCTOW KHWIIKH, a YHACIO IOJHUIOB Y BCEX
sTux manuentoB mpebimano 50. Cpeau 18 APC
HETaTHBHBIX MAaIMeHToB y 5 (27.7%) BBIABIEH pak
TojicToM KuIkd Ha ¢oHe 10-30 TOICTOKMIIEUHBIX
noaunoB. Y 13 OOJBHBIX 3TOM MOATPYIIbI, 0€3 pas-
BUTHA paka, y 10 manneHToB nmenocsk MeHee 50, a 'y
3 manueHToB Gosiee S50 TONCTOKHMIIEYHBIX MOJIUTIOB.

AHanm3upys CHeKTp 1 yactoty MyTtanuid B APC
reHe y 6 OOJbHBIX C BBISIBICHHBIMH T€HETUYCCKU-
MU U3MEHEHHSAMH B HEM, YCTaHOBIIEHO, YTO MyTa-
MU y OOJNbIIel YacTH MAIMEHTOB JIOKATH30BaJIHCh
B 15 9K30HE W MO KOHIIAM 3TOTO reHa (puc. 4).

51503X
T15368

Q247X P17805 T2Ie0A  S2621C

Puc. 4. NNokanusaums BbISIBNEHHbIX MyTauuin B reHe APC
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Uerblpe MyTalnuu TPEACTABIsUIM CO00M MuC-
ceHc-BapuaHThl: S2621C (B TOMO3UTOTHOM COCTOSI-
Hun), T1556S, P1780S u T2160A u Tonbko 2 sBIIS-
nuck cron-kogoHamu: Q247X u S1503X. Hu oxHoiA
nenennu B reHe APC y mamueHToB ¢ ocliabieHHOH
(dopmolii 3a00eBaHusl OOHAPYKEHO HE OBLIO.

Xapakrep JIe9eOHBIX MEPOIPHUATHH Y OOIBHBIX
ocnabnenHoit popmoii CATK Obu1 mocTaTtouHo pas-
HOOOpa3eH W BKIIIOYAJI B CEOsI BMEIIATEILCTBA, BEI-
MTOJTHEHHBIE KaK B CIHEIHMATN3UPOBAHHBIX JIEIEOHBIX
YUPSKICHUSIX, TaK M B CTAI[MOHApax OOIIEro Mpo-
¢buns (tadm. 2).

Tabnuua 2

JNleueGHble MeponpuaTHUs Y 60NnbHbIX ocnabneHHoi popmoi
ceMeiHOro ageHomarto3sa

Xapaktep nevebHbIX MeponpuaTuin y 60bHbIX Yucno 60nb-

ocnabneHHon ¢popmoii CATK HbIX (N=24)
OuHamuyeckoe HabnogeHne 1
SHpockonuyeckas NOUNIKTOMUSA 9
CermMeHTapHble pe3ekuun TONCTOM KULIKA Mo 6

noBoy paka Ha ¢hOHEe MHOXECTBEHHbIX MOJIMMNOB

CyGTOTasbHble Pe3eKLMN TONCTOM KULLKW MO Mo- 5
BOAY paka Ha (pOHEe MHOXECTBEHHbIX MONMOB

Cy6ToTanbHble pe3ekLmm TONCTON KULLKN
no nosoAy WMHTEHCMBHOIO POCTa MOJIUMOB UAn 5
BOPCUHYATBLIX OMNyxonewn

KonnpokTtakrtomus 1

OnuH OONBHOW oOcCIabIeHHON ¢dopMol aaeHo-
Maro3a, y KOTOpOTro, MpH NpPOQHIAKTUYECKOM O00-
clefioBaHuu, B Bo3pacte 42 jeT BbisiBiieHO 20 10-
JUMOB B 00OJOYHOW KHILKE, Pa3sMepbl KOTOPBIX
He mpesbrmaioT 0,5 cM, HaxoAWTCSd HaA JAWHAMH-
YEeCKOM JIUCIIAHCEPHOM HAOMIOAEHUH B TEUCHHE
3 JeT ¢ MPOBENEHUEM PETYISIPHON KOJIOHOCKOIHH
1 pa3 B monroga. ¥ 9 maiueHTOB C YHUCIOM TIIO-
JUnoB, He mpesbimaomuM 30, Ha NPOTSHKEHUHU
OT 2 10 5 5eT IPOBOAUTCS PETYIIPHOE, KaxIble
6 Mec., SHAOCKONNYECKOE HCCIEJOBAaHUE TOJICTOU
KHIIKK C BBITTOJTHEHHEM JHJIOCKOMTUYECKOTO yialie-
HUS TIOJIMIIOB, Pa3Mephl KOTOPBIX HAUMHAIOT MPEBbI-
mare 0,5 cMm. M3HauaabHO cerMeHTapHbIe pPe3eKINH
ObUIN BBIMOIHEHbI IO MECTY XXHUTENbCTBA 6 OOJIb-
HBIM [0 TOBOJY paka TOJCTOH KHIOKM Ha (hoHe
MHOXXECTBEHHBIX MonumoB (Tadin.3). Bnocnencteun
n3 9TUX 6 4YenoBeK, 2 MAalUeHTa, MEpeHEecHIne
MPaBOCTOPOHHIOID TEeMUKOIPKTOMHIO W 1 OoibHON
MoCcJie PEe3eKLUH CUTMOBHUIAHOM KHMIIKH, OBbUIM TO-
crutanuzuposanbl B 'HIK ¢ pasBuBmmmcs me-
TaxXpOHHBIM PaKOM IIOMIEPEUYHON OO0OMOYHOM KHIII-
KM M BOCXOJAIIEH KHIIKH, COOTBETCTBEHHO. DTHM
3 mamueHTaM YCTAaHOBJIEH IHAarHo3 OcIaOIeHHOM
(GOopMBI CEMEWHOro aJeHOMaTo3a TOJCTON KHILIKH
u Obla BBHIMOJNHEHA CYOTOTaNbHAs PE3SKIHs TOJ-
CTOH KMIIKH ¢ ()OPMHPOBAHMEM HIICOPEKTAIBHO-
ro anactomosa. llpum panbHelem HaOmOnEHUN
3a 3TUMH OONBHBIMH B CPOKH OT 2 70 5 JeT pas-
BUTHS TIOJIUNIOB B MPAMOM KHIIKE HE OTMEUYEHO.

VY 2 manueHToB, paHee MEPEHECHIuX B IPYTHUX
VIPEKACHUSIX TIPABOCTOPOHHIOI0 TEMHUKOIIKTOMUIO
u rocnutanuzupoBanHeix B ['HIIK mo mnosomy
MHO)KECTBCHHBIX BOPCHHYATHIX OMYyXOJECH s pe-
IIEHHsT BOMpOca 00 JHIOCKOMHMYECKOW ITOIUIIKTO-
MUU, HAMU OBUI YCTAHOBJICH JMArHO3 OCJIa0JICHHOM
dopmBl azgeHoOMaTo3a. DTO TOCTYXHIO IOBOIOM
JUTSL BBITIOJTHEHUS ITHM IMalUeHTaM CyOTOTaJbHOMN
PE3EKIMK TOJICTOW KHUIIKK ¢ (OPMHUPOBAHUEM HIIC-
OpEKTalIbHOTO aHacToMo3a. B cpoku HaOmroneHus
3a HUMHU OT 2 70 5 JeT pocTa IOJUIIOB B COXpa-
HEHHOW MpPsSMOW KHUIIIKE HE OTMEYEHO.

3a ogHMM OOJNBHBIM B BO3pacTe 52 Jet, mepe-
HECITUM TI0 MECTy JKHUTEIHCTBA IPABOCTOPOHHIOIO
TEMHUKOIPKTOMHUIO BEAETCS OWHAMUYECKOE HaOIIIO-
JICHUE C BBITIOJHCHUEM TIOJTUIAIKTOMUN HA TPOTS-
JKeHHH 4 JIeT B CBSI3W C OTCYTCTBHEM BOpCHHYA-
THIX OIyxoJyied u HeOoubIM, He Oosiee 10, dnciom
TIOJIUTIOB OCTABIIUXCS OTHETaX TOJICTOW, pa3Mepsl
KOTOpPBIX He mpeBblmaioT 0,5 cM.

Tabnuuya 3

JleueGHble MeponpuaTus y GoJibHbIX, paHee NnepeHecLUnXx
CerMeHTapHble pe3eKuun TOJICTOW KULLKA B APYrux
neyeOHbIX yYpeXaeHusx rno noeoay paka Ha ¢poHe

MHOXECTBEHHbIX MOJINNOB

Yucno 6onb-
HbIX (N=6)

JleyebHble MeponpusaTUS

Cy6ToTanbHas pe3ekuuns TOACTOM KULLIKK 3
Nno NoBOAY METaxXPOHHOro paka

CybToTanbHas pe3ekuust TOACTON KULLIKK
no NOBOAY WMHTEHCMBHOIO pocTa MOAUMOB UAn 2
BOPCUHYATBLIX OMyXonen

JvHamuyeckoe HabnoaeHne ¢ NoMNakToMuein 1
13 OCTaBLUMXCS OTAENO0B TONICTOWN KULLKWN

Y 2 OONBHBIX C YCTAHOBJICHHBIM IPH TEPBHY-
HOM OOpaIlleHUH B KIIMHUKY JMAarHO30M OCJ1a0JieH-
HOH (HOpPMBI CEMEWHOTO ajeHoMaTo3a JICUCHUE Ha-
4aTO C JHJOCKOMUYECKON monmumdIKToMuu. OIIHAKO
MIPU TUHAMAYECKOM HAOTIONCHUH, CIYCTS 5 U 8 JIeT
OT HavaJla MOHUTOPUHIa KOHCTAaTUPOBAHO Pa3BUTHE
paka BOCXO,H}IHIGI‘/'I KHIIKH, YTO MOCIYKHJIO ITOBOJIOM
JUTSL BBITIOJTHEHHSI CyOTOTAIbHOW PE3EKIINU TOJICTOM
KHUIIKA C (POPMHUPOBAHUEM HIICOPEKTAIBHOTO aHa-
cromo3a. [lpu manpHeWmeM HaOMIONCHUN 32 HUMH
ot 1 roma m0 3 JeT pocTa MOJUIIOB B COXPaHEHHOM
HpiIMOfI KHIIKE HE BBISIBICHO.

VY 5 manueHTOB MOBOAOM /ISl BHITIOJHEHUS CYyO-
TOTaJbHON PE3CKI[UH TOJCTON KHUIIKH ¢ (HOpMHUPO-
BaHUEM WIICOPEKTATHHOTO aHACTOMO3a MOCITYKHUI
WHTEHCUBHBIN POCT MOJUIIOB C TMOSBICHUEM BOP-
CHHYATBIX HOBOOOPA30BaHUi, JAWAarHOCTUPOBAHHBIX
B Ipollecce TUHAMHYECKOTO HAOMIONeHUs. OTH
00JIbHBIE MTPOCIEKEHBI B CPOKU OT 1 Toma 1o 4 mer.
IIpu sToM y 2 W3 HUX OTMEUYEHO IOSIBIICHUE €Iu-
HUYHBIX TOJIUIIOB B COXPAHEHHON MpPSMOW KHILKE,
pasmepsl KoTopbix He mpeBbimatroT 0,5 cm. Eme
y 1 nmanuenra ¢ ocnabneHHo# GhopMol ajieHOMaTo3a
BBITIOJTHEHA KOJIIIPOKTOKTOMUSA B CBA3U C Pa3BUTHUEM
paka HMKHEAMITYJSIPHOTO OTJelNia MPSMOW KHIIIKH.
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O6cy:xkneHue

TakuMm o00pa3oMm, Haml ONBIT HAONFOICHUS
3a OOJMBHBIMH CEMEHHBIM aleHOMATO30M, ITO3BOJIS-
et cornacutbes ¢ MEeHHeM K. Heinimann u coast.
[9] o kimuHMuYeckoM pa3HOOOpa3uu 3TOro 3adose-
BaHUS, TPOSIBIISIONIAMCS B CPOKax TOSBICHHS TIep-
BBIX JKaJ100, pa3lIMYHOM XapaKTepe MOPaKEeHUs TOJI-
CTOW KHIIK{ TIOJUIIAMHU, BO3PACTE PA3BUTHUS paka
W HallM9Ad MeTa0OJMMYeCKHX HapylieHud. Takxke
Kak 1 OOJIBIIMHCTBO aBTOPOB, HA OCHOBAaHUHM 3THUX
KpUTEpUEB, Mbl BBIJIENIEM 3 KIMHUYECKHE (POPMBI
CEMEUHOro aJeHOMaTo3a: KJIACCHYECKas, TskKenas
u ocmabmennas [1, 3, 9, 11].

KimandecknMu vccneoBaHUSIMU YCTaHOBJICHO,
YTO Yy KaxJo0# (opMbl ceMeiHOro ajaeHomarosa
MMEIOTCS HE TOJBKO OIpe/IeTICHHbIE KIMHUYECKUE
MPOSIBIICHUS, HO M XapaKTEPHOE MECTOIOJIOKECHUE
myTaruii B reae APC, mpemonpenesironux pa3Bu-
THE Pa3NUuHBIX (opM 3abonesanus [1, 15].

ITo Hammm maHHBIM, W3 24 TEHETHUYECKH oOcIe-
JIOBaHHBIX HAMH TMAIMEHTOB C OCIa0IeHHON (opMoit
CATK, myrauun BbIsBIeHBI Y 6 (25%), a 18 (75%)
yenoBek okazanuch APC — HeraTMBHBIMU MAlMEH-
tamu. OJHAKO, HECMOTPS Ha OTCYTCTBUE MYTallUil
B rene APC, nanuuue ceMeiHOro aHaMHe3a, B COBO-
KYITHOCTH C JIaHHBIMU KJIMHUKO-UHCTPYMEHTAIBHOTO
o0crenoBanus, MO3BOJIIET HAM CUUTATh UX OOJBHBI-
MU OCITabJIeHHOUW POPMOIi aleHOMAaT03a, BEI3BAHHBIM
W3MEHEHUSMHU, BO3MOXHO, B JPYTMX T'e€HaX, Halpu-
Mep, B HenaBHO OTKpbIToM MYH rene. Takoro xe
MHeHusi npuaepxkuBaercss u JP Terdiman, nmenys
Takoe cocrosinue «MYH-3aBucuMbIM ajeHOMaro-
30M», SBISIONIETOCS HACIEAyeMbIM 3a00JIeBaHUEM,
U, CJICJOBATEIbHO, TPEOYIOIINUM MOKHU3HEHHOTO MO-
HUTOPHUHTA TAI[MEHTOB M JAbHEHIIET0 W3y4eHUs
ero reHeTuyeckux acnekroB [18]. B To xe Bpems
C KIIACCMYECKON W arpecCHUBHON (OpMON TEUCHHUS
CATK uncino APC-NONOXUTENBHBIX OOJBHBIX OKa-
3BIBACTCSI 3HAYUTEIHHO BBINIE W JOCTHUTACT, IO JaH-
HBIM pa3iIN4YHBIX aBTOpoB, 50-75% [5, 9].

Hamu ycranoBneHo, 4TO B OTJIMYHE OT KJac-
CHYCCKOM W arpeccHBHON ¢OpM, TIpH KOTOPHIX
MyTallMd PACIIONIATAOTCS B CaMbIX IIEHTPAIBHBIX
ydacTkax koxupytomiei oonactu APC rena, mis ero
OCIIa0JICHHOTO BapHWaHTa, XapaKTepHbIE MYTalluH,
KaK MPaBUJIO, PACIIONAraloTCsl MO KOHIAM TeHa.

N3 156 mammx OompHBIX CATK, mpomremmmx
reHeTH4ecKkoe TtectupoBanue, y 60,9% 3aboinesa-
HUE TPOTEeKajo B Kiaccudeckoil dopme, y 23,7%
B Tshkenond u y 15,4% — B ocnabneHHo dopme.
ITocnennsis Tpynma OOTBHBIX KaK HaWMEHEe HCCe-
JIOBaHHAs TIOJBEPIIIACh HAMHU JETALHOMY H3yde-
Huto. CpenHuii BO3pacT 3THX MAIIMEHTOB HAa MO-
MEHT YCTaHOBJICHHS THArH03a OCIa0ICHHOW POPMBI
CATK cocraBun 43,1+6,2 netr ¥ 3HaYUTEITBHO Ipe-
BOCXOIWJ BO3pAcCT YCTAHOBICHUS TUArHO3a TIpH
KIJIACCHYECKOW M arpecCMBHOM (hopMax aJieHOMaTo-

3a, PaBHBIN, 10 JIAHHBIM Pa3IMYHBIX aBTOPOB, 18—
20 romam u 12—15 rogam cootBercTBeHHO [1, 16].
J Wijnen u coast. [19] cumuraroT xapakTepHBIM
JUIst 3TOM (OPMBI aJCHOMATO3a HAJUYHUE CEMEHHO-
ro aHaMHe3a, YTO HAIIO0 TOATBEPXKIEHHE y BCEX
HaIlMX ManueHToB. Hanuuune cemeiiHoro aHamHesa
YKa3bIBaeT Ha HEOOXOJMMOCTh BKJIFOUEHUS nx B Pe-
THCTP CEMEHHOIo aJeHOMaTo3a, C MOCIEAYIOIINM
AKTHBHBIM BBI30BOM HX POJICTBEHHHUKOB Ha o0cie-
JIOBaHUE, C 00s3aTENBHBIM TMPOBEJICHHEM WM TeHe-
THYECKOT'O TECTHUPOBAHMSI, YTO TIO3BOJISIET BBISBIISTH
3a0oneBaHe Ha JOKIMHUYECKUX CTaUsX.

S Fresciuttini u coaBT. [6] XapaKTepu3yloT oOcia-
OonerHy0 (opMy CEeMEWHOTO aaeHOMaro3a IOsBIIC-
HHEM IMEePBBIX KaJl00, HOCSLIMX, K TOMY XK€ CTep-
TBIA XapakTep, B Bo3pacTte mocie 30-35 net, uTo
MOJTHOCTBIO COBMAJIAET W C HAIIMMU JIaHHBIMH, CBHU-
JETENILCTBYIOIIMMHU O MOSBICHUH TIEPBBIX kKajob 1o-
cie 35 mer y 79% HabnromaeMbIXx HAMHU TAIIHEHTOB.

Pesynbrarhl HalKMX UCCIICAOBAaHUI TOATBEPKIA-
10T CBEJICHUSI JINTEpaTyphl, YTO MPU JAaHHOU (opme
CEMEHHOro aJiecHoMaTo3a B OOJBIIIMHCTBE HAOMIO/E-
Huit (83,3%) nuMeercs mopakeHUe MPaBbIX OTAEIOB
obomounoi kumku [2, 7, 13].

Pak tonctoit xumku pazsuics y 37,5% nammx
MAIMEHTOB, IPUYEM Y 2-X U3 HUX, 3JI0KadeCTBEHHAS
OIyXOJb JMarHOCTHPOBAHA B MPOIECCE MOHUTOPHH-
ra, Ipyd cpokax HaOIIONEHUS 5 U 8 JeT OT MOMEHTa
YCTaHOBJICHUS JUAarHo3a, He CMOTPS Ha PETYJISAPHYIO
9HJIOCKOTMYECKYIO MONUMIKTOMUI0. CpenHuii BO3-
pact pa3BUTHS paka coctaBui 56,4+7.43 roga, 4To
cootBercTByeT naHHbIM A.L. Knudsen, S. Bulow
[10] o Gornee MO3MHUX MO CPaBHEHHIO C KJIacCHYe-
cKkoii opMOlt aJIeHOMAaTO3a, CPOKAX MATMTHU3AIUH
TMOJIMIIOB TIPU OCNIa0JIEHHOM BapHaHTe aJIeHOMAaTo3a.
Tem He MeHee, MBI TIOJIaraeM, 9YTO UMEHHO BBICOKAS
CKJIOHHOCTH TIOJIUTIOB K MAJIMTHU3ALMH U TIPH Oclia-
onmenHoi (opme ageHOMaTo3a TpeOyeT, Kak M TIpH
Ipyrux (opmax ageHoMarosa, MOKU3HEHHOTO MO-
HUTOPHUHTA 3THUX OOJIbHBIX.

Kak u npyrue wucciemoBareny, Mbl HE BBISBHU-
MM 3HAYUTENBHBIX METaOOJMYECKUX HapyIICHHH
y OONBHBIX C ocnabiaeHHON ¢GopMoil 3a0oeBaHUS,
YTO HE IMO3BOJSICT CUUTATh 3TOT MPHU3HAK OIHUM
W3 KPUTEPUEB ITOTO BapuaHTa TEUCHUs Ooye3Hu [4].

B ormuume or E. Contessini-Avesani u coaBrT.
[5], cumTarommx, 9TO BHE 3aBUCUMOCTH OT BapH-
aHTa KIMHUYECKOTO TEUYCHHUS aJIeHOMAaTO3a, CICAYET
BBITIOJIHATE OONIMPHBIC PE3CKIUM TOJCTON KHUIIKH
WIH JTa)Ke KOJIIPOKTIKTOMHUIO, MBI IOJIaraeM, 4To
JedyeHre OONBHBIX C OcnaOIeHHOW Qopmolt ajne-
HOMAaro3a, MOKHO Ha4WHATh C JIMHAMHYECKOTO
HAOIONIEHUS] W DHJOCKONMYECKOW TOJIHMITPKTOMUH,
C Y4YEeTOM TO3HEr0 pa3BUTHSI Paka M OTCYTCTBH-
eM Mertabonmmuecknx HapymeHuit. Tax, 10 (41,7%)
n3 24 Hamux OOJIBHBIX HAXOASTCS MOJ| JUHAMHYE-
cknUM HaOmogeHneM oT 2 1o 5 mer. Y 9 u3 Hux
MEPUOIMIECKU  BBITIONHIETCS  DHJIOCKOMTHUYECKast
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MOJIUTIKTOMHS B CBSI3U C YBEIMUYCHHEM DPa3MEpOB
TIOJIATIOB, a y 1 marueHTa HabIromaeTcs cTadmim3a-
IUs Tpollecca B TEUSHHE 3 JIeT, YTO He TpeOoBaso
SHJIOCKOMMYECKOW CaHaIlUH.

Mpb1 commaceel ¢ MHeHHMeM M.D. Giraldez
Jiménez [8], cunTaromyM, 4TO MPH WHTCHCUBHOM
pocCTe TIONHITOB, TOSBICHIUH BOPCHHYATHIX HOBOOO-
pa3oBaHMl, emie J0 pa3BHTUS paka, HEOOXOAMMO
BBITIOIHATE OOIIMPHBIC PE3CKIUH TOJCTOH KHUIIKH
HE B3Upas Ha BO3pAcT MAIMEHTOB.

BrinonHeHHE cerMEeHTapHbBIX PE3EKIMUI 10 TOBO-
Iy Pa3BHBIIETOCS paka y JaHHON KaTeTOpPHH ITallu-
€HTOB, HEIeJIECOO0Pa3HO M MPOTHUBOIOKA3aHO, TaK
KaK COIPSDKEHO C BEICOKHM PHUCKOM BO3HHKHOBEHHS
METaXpPOHHBIX OITyXOJEeH B COXPAaHSEMBIX CETMEH-
Tax TOJCTOW KHWIIKH, 4TO OTMEUEHO y 3 u3 6 paHee
OTIEPUPOBAHHBIX TIOAOOHBIM 00pa30M MAIMEHTOB.

Bompoc o coxpaneHnn aHanbHOH Jedekanuu pe-
mraercss ¢ OOMBPHBIMH WHAMBHIYATbHO: TIPH OTCYT-
CTBUM WM HAIMYUH SIUHUYHBIX TTOJIUTIOB B MPSIMOM
KHIlKe, pasmMepamMu MeHee 0,5 ¢M, Mbl CUMTaeM BO3-
MOYXHBIM M OIIPABJAaHHBIM BBITIOJIHEHHE KOJIPKTOMHUH
¢ hopMupoBaHHEM UICOPEKTAIBHOTO aHACTOMO3A.

B tom ciyuae, eciiu B OpsAMON KHIIKE UMEETCS
Oonee 10 monmmoB pasmepamu Oonee 0,5 cMm. win
BOPCHHYATBIE HOBOOOpA30BaHWsA, OIEparfell BbI-
0opa cieyeT CUYHMTaTh IOJHOE YyHalieHHUE TOJCTOM
KHIIKA ¢ (OPMUPOBAHUEM TOHKOKHUIIICUHBIX pe-
3epByapoOB MM MMOCTOSHHOW HIJIEOCTOMBI 10 BpyKky,
MPEABAPUTENBEHO OOCYIMB C OOJBHBIMH M3MEHEHHE
KadecTBa WX YKU3HH TIOCTIE BBIMOJHEHHUS MOAOO0HBIX
OTIEPATUBHBIX BMEIIATEIbCTB.
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THE WEAKENED FORM OF FAMILY
ADENOMATOSIS: CLINICAL
AND GENETIC CHARACTERISTICS
AND TREATMENT POLICY
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Clinical and genetic analysis of 24 Russian patients with
attenuated form of family colon adenomatosis was undertak-
en. On the basis of obtained clinical and genetic data it was
defined the algorithm of therapeutic measures in this group
of patients — from dynamic monitoring or endoscopic pol-
ypectomy to performing extensive resections of the colon in
situations associated with cancer development, an increase of
the intensity of growth of polyps or an appearance of villous
lesions. Some of the patients had molecular-genetics causes of
a weakened form of family adenomatosis.
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