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<> Cungpom lMpaHepa npeacrasiasier co00i peakoe 3a6ojeBaHHe, YACTOTA KOTOPOTO COCTABJSIET MPHU-
oausureabHo 1 Ha 22000. BoabwIMHCTBO clyvyaeB BO3HUKAET B pe3y/bTaTe ayTOCOMHO-IOMWUHAHTHOIO
HacaenoBaHus u3-3a mytaumii B reie APC (Adenomous Polyposis Coli). OnHako okosno 20% cayuaes
BO3HHMKAIOT CMIOHTAaHHO. KNIMHMUeCcKr nopaXkeHust MOTyT MMeTb Pa3JiMuHble pa3mMepbl U MUTMEHTALHMIO, HO
MHOTHE UMEIOT BUJ «pbiObero xgocra». B o1HOM rucrosornueckom uccieqoBaHuu OblJM BbIsIBAEHbI 00-
Jiee pacnpocTpaHeHHble U3MEHEHHUS, YeM 0XKUJAJT0Ch N0 KIMHUYECKOW KapTHHE, a B OTHOM CJly4yae B 3TOM
uccael0BaHUU OblJIM BbISIBJEHbI FTaMapTOMONOI00HbIe H3MeHeHHs1. B To BpeMsi Kak ouaru BpoXKaeHHOM
runepTpouu NUrMEHTHOTO 3MUTEJHS TPU cuHApome [apaHepa o rucToNoruyecKoi KapTuHe NOX0XKH Ha
M30JIMPOBaHHbIE MOPaKEHHs MPU BPOKAEHHON rUnepTpoduy MUrMEHTHOTO 3MUTEIHUS U CrPYNNUPOBaH-
Hble HeBYCbl MUTMEHTHOTO aMUTeNUs («caeabl MeBels » ), 00a MOCAeAHUX COCTOSIHUS SIBJASIOTCS 100po-
KaueCcTBEHHbIMH U HE UMEIOT HUKAKOW CBSI3U C MOJUNAMU WJIU PAKOM TOJCTON KUUIKH.

<> Karouessie caosa: cunnpom [apanepa; «pbiGuil XBOCT»; «CJIeibl MEIBEIS»; BPOXKIEHHAS THUIIEPTPOQHUST TTHT -

MEHTHOI'O 3IIUTEJIUS.

Cunnpom lapnnepa (Gardner) npencrassier co6o¥
Hac/aeayemMblil Mo JOMMHAHTHOMY THIy aJeHOMaTo3-
HbIH TIOJIMNO3 KHUIIEYHHKA C MPEUMYIIECTBEHHBIM MO-
pakeHueM ToJicTOH KUIIKK. OH Obl1 BrepBble OMHUCaH
B 1950 romy [1] B Buie omucaHUsi MOpayKeHHsl OJHOH
CeMbH, BCE MPEIACTABUTEJH KOTOPOH OblJIM MOTOMKAMHU
OJIHOH U TOM XKe cynpyxeckoil napbl. Co CTOPOHBI OTLIA
CeMeHHOro aHamMmHe3a 10 OHKOJIOTHYEeCKUM 3a00J1eBaHHU -
sM He Ob110. MaTh (npo6aHn) ymepJia OT paka ToJICTOH
KULIKY U 9 13 ee 45 MOTOMKOB B IByX Pa3JIMUHbIX TOKOJIE -
HHUSIX TaKXKe YyMePJIH OT KOJIoOpeKTasbHOro paka. Bekope
nocJie 3To# ny6GJaMKauuu 661710 0OHAPYKEHO CoueTaHHe
C 3TH CHHAPOMOM JPYrHX MaTOJOrHYECKHX COCTOSIHHH,
Harpumep, OCTeOM KocTel depena, (GpuOPOM, JUMOM
M KHCT caJibHbIX 2kesie3 [2]. B nanbHeiilieM, BbISIBUI
TaKxKe CBSI3b MEXIy CUHIpoMOM lapaHepa u necMoun-
HBIMH OMYXOJISIMH W aHOMAJIMSIMHU CTpOeHust 3y6oB [3, 4]

[Tonunbl 06bIYHO BLISIBASIOT BO BTOPOM MOJIOBUHE
BTOPOIO J€CSTHJICTHS 2KH3HH, 0OBIYHO OHHM 03J10KayecT-
BJISIIOTCS TPUOJU3UTEBHO Uepes 15 et nocsie yctaHoB-
JieHust inartosa [5]. Puck pasButHs 310KauecTBEHHOTO
HOBOOOpPA30BaHHsl KHUIIEYHHKA COCTaBJSET TpaKTHue-
ckr 100 %, npu 31oM y 50 % naumeHToB pak TOJACTON
KUIIKY pa3BUBaeTcs K 35-seTHeMy Bozpacty. Jpyrue
3J10KayeCTBeHHble HOBOOOPA30BAHMSI MOIYT BKJIIOYATb
KapLUHOMbl HAAMOYEUHUKOB, UIHTOBUAHOH »KeJie3bl
1 MoueBoro ny3sbipsi. Cunapom Typkora (Turcot) pazsu-
BaeTcs y MalMeHTOB, KOTOPbIE MPU STOM UMEIOT U Hell-
PO3MUTEHAJBbHBIE OMYXOJIH.

[IposiBaienusi cunapoma lapaHepa cocTopoHbl /a3
6bl11 BriepBble onucanbl Blair u Trempe B 1980 rojy [6].
ABTOpBI 06GC/IEI0BAH [I€BSATh UJIEHOB CEMbH C CHHJIPO-
mom [apmHepa. ¥ Tpex ufieHOB ceMbHd M3 9, y mMarepu

1 JIBYX €€ Jlouepei, iMe1ach runepTpodusi MMrMEeHTHOTO
SMUTENUs. Y BCEX HUX OblIM MOJIUIbI B TOJICTON KHLIKE.
Y o7HO} NalMeHTKH ObLIO MSATh OYAroB Ha MPABOM Ivia-
3y U 12 — Ha sieBoM. Oyaru nopakeHust UMeJid 0BaJlb-
HYIO MJIH OKPYTJIyio (hOpMy, pa3mMep MX COCTaBJISI OKO-
JIO 2 IMaMeTpoB JIUCKA 3PUTEJbHOrO HepBa. Y BTOPOH
MaUMeHTKH ObLIO YeThIpe oyara Ha OIHOM IJ1a3y M OfHH
Ha JApyrom rjagy. Marb o6eux 3THX NMalLMEeHTOK HMe-
Jla yeThlpe oyara Ha MpaBOM TJ1a3y M LIEeCTb Ha JIEBOM.
Y Bcex MalMeHToK ouaru 6ecropsiiouHo pacrodaraiuch
Ha IJ1a3HOM JiHe, He (OpMUPYsT KaKHX-JTHOO0 CKOTIJIEHHH.
B 1o Bpewmsi, kak B psiie cemeii ¢ cunapomom [apane-
pa M3MEeHEeHHH CeTYaTKH HeT, oOHapy:KeHHe Tpex W/
6oJiee O4aroB BPOKIEHHOH rUnepTpoduu MUrMEeHTHOro
SMUTEJHST CBUIETE/IBCTBYET O BBICOKOH BEPOSITHOCTH MO-
Jmno3a kuiieynuka [7]. CienoBartesibHO, B T€X CeMbsIX.
B KOTOPbIX UMEEeTCsl aHaAMHE3 MO T0JIUI03Y, TIAaTebHOe
o0cJ/1e/I0BaHHE CeTYATKH W BbISIBJIEHHE THITMUYHBIX OYAroB
BPOXKIEHHON THNEPTPOMHH MUIMEHTHOTO SMTUTE/HST MO-
JKET TIOMOUYb WIEHTU(UIIMPOBATH NMALMEHTOB C BHICOKUM
prckom 3abosieBanusi. OfHAKO, OTCYTCTBHE MOPAKEHHUS]
rJ1a3 He 03HAYaeT, YTo y MaleHTa He Pa30BbETCs MOJIUI03
KuileyHrka. Ovyaru Ha r1a3HoM JIHe MOTYT HMETb PasJiuy-
Hble pa3Mepbl, (GOPMy W MMUIMEHTALMIO; OHAKO MHOTHE
NopaXKeHHs! UMEIOT BUJL «pblObero XBocta» (puc. 1 u 2).
Shields et al. [8] udyunau nanubie 132 nauueHToB
C JIMarHo30M BPOXKIEHHOH THNEPTPOGHUH MHTMEHTHOTO
SMUTENUs], TIPH TOM BBISIBJASIN KaK H30JMPOBAHHbIE
oyar, Tak W CrpynnupoBaHHbIE C BbIPAXKEHHON THT-
MeHTaluel («cjebl MelBeAs»). ¥ OJHOTO TNallieH-
Ta UMeEJICS MOJUNO03 KHlIeUHHKa, 6e3 MaJUTHU3ALNH.
M3 2000 KpoBHBIX POJACTBEHHUKOB 3THX TMAallMEHTOB,
Tos1bKO 20 HMeJIH TT0JIMIO3 WK paK TOJICTOH KMIIKH. had
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Puc. 1, 2. ¥ atoii 13-neTHeii 1eBOUKHU UMEIOTCS MHOXKECTBEHHbIE OYard Ha 060MX ra3ax. Y ee ieia Uy MaTepu Obll PaK TOJNCTOM KUILKH.
Y camoii nauneHTKU KO BpeMeHHU 06c/e10BaHus N0J1MN03a He Obl0, HO OHA HYXKAETCsl B MPUCTAIbHOM HA0JI01€HUH

polyposis or colonic cancer. Takas onqHonpoueHTHas 3a-
60J1eBaEMOCTL Obljla 3HAYUTEJILHO HUXKe 0XKHUAABLLIEHCS
B TOM CJlyyae, ecsii Obl 3TH MOpayKeHUs1 OblIM CBSI3aHbl
C CeMeiHbIM aJIeHOMATO3HbIM TOJIMII030M B PAMKAX CHH-
npowm [apauepa.

Traboulsi u Murphy [9] ructosnoruyecku ucenenobanu
rJ1as3a nauuMeHToB ¢ cuuipomoM lapanepa. BosbiinnceTBo
0YaroB 110 F'UCTOJIOTHYECKOMY CTPOEHHIO ObLIH CXOIHBIMU
C IPYTMMH MOpaxKeHUSIMHU ITPH BPOKIIEHHOH TUIIepTPOPUH
MUTMEHTHOTO 3nuTesus. KaeTku murMeHTHOro SnmuTesms
ObI/IH YBEJIMUEHbl B pa3Mepax U 3anoJiHeHbl OKPYTJIbIMH
MUTMEHTHBIMK TpaHyJaMu. PacrnosoxkenHble Hajx ovara-
MH (hOTOPELENTOPbI ObIIM YaCTHIHO aTpOoUPOBaHbI. AB-
TOPbl OOHAPYKUIIM TAKXKE HECKOJILKO JPYTUX THIIOB T0-
paxKeHHH; OZHO M3 HUX BBITVIAIE/O MTOJ0OHBIM raMapTome
¥ PacrpoCcTpaHsiioch OT MUIMEHTHOTO SMUTENHs yepes
BHYTPEHHHE CJIOW CETYaTKH, a APYro THI TPeACTaBJIsi
co60i1 30HbI THIIEPTPOPUH KTETOK.
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