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PaKTVKa BefleHNs PErUCTPOB MAalMeHTOB
CTQHOBUTCS BCe 00jIee aKTya/nbHOI B Me-
AUIMHCKOM cooOmjecTBe. [IpuMeHeHMe
perucTpoB B paMKax CUCTEMBI 3[pPaBO-

OXpaHeHMsI MOXXHO CYMTaTbh OJHMM 13 Hamboree

YHEOOHBIX 1 JOCTYIIHBIX MHCTPYMEHTOB /IS PEIIeHNsI

BCEBO3MOXXHBIX OPraHNM3ALMOHHBIX ¥ WCCIe0Ba-

TenbCcKUX Ipobem [1]. Ocobpit MHTEpeC K perucTpa-

LV TALMEHTOB C PasHbIMU MATOMOTUSAMM OIpefe-

sieTCsL NOTPeOHOCTHIO B MH(OPMALIUY O PeabHOM

K/IHIYeCKOM Te4eHnN 3a00/IeBaHNIl, @ TAKXKe B [10-

BBIIIEHNN 9((EKTMBHOCTY JIeYeHNUSI B YCIOBUSIX

KJIMHWYECKON MPAKTUKN [2].

HecMoTpss Ha HIMPOKYI0 PacIpOCTPAHEHHOCTD
PErucTpoB B MeJMLMHCKOI cdepe, JO CUX IOp He
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Cumntaetca, yto go 10% cnyyaeB cnopagmyeckoro
KOMOpeKTaNlbHOrO paka MOryT ObiTb 0OYC/IOBNEHbI
HaCIeACTBEHHBIMY  TEHETUYECKUMU  daKTopamu.
Mpy 3TOM YacToTa BbIABNEHUA GOJSIbHBIX Pakom
TONICTON U MPAMON KULLKY, OBYCNOBIEHHBIM YyXe
M3yYEeHHbIMU FEeHETNYECKN AEeTePMUHMPOBAHHBbIMMI
npuYnHamm, CoctTaBasaeT okosno 5%. bnaropgapsa pac-
LUMPEHMIO 33 MOC/IEAHNE HECKOJNIbKO AECATUNETMN
CEMENHbIX PErMCTPOB paka 1 Pa3BUTUIO FEHOMUKM,
pa3paboTaHbl KNMHUYECKME ANArHOCTUYECKME KpU-
TEPUN KOHKPETHbIX HAaCIeACTBEHHbIX CYHAPOMOB,
a Takxe 06Hapy»KeHbl MHOXXECTBEHHbIE TeHbl, B KO-
TOPbIX FrepMUHasbHble MyTaLuy NpeapacrnonaralT
K pa3BUTUIO CUHAPOMOB, CBA3aHHbIX C HEOMIacTnye-
CKVMW MPOABNEHUAMU. BbisiBneHre oThenbHbIX na-
LINEHTOB 1 CEMEN C HACNIEACTBEHHBIMU CUHAPOMaMM
(cemeliHbI apeHOMaTO3 TONCTON KULIKK, CUHAPOM
JInHua, MYH-accoummnpoBaHHbI NOAMMNO3, ramap-
TOMHble CUHAPOMbI) MOXET CNocobCcTBOBaTb pa3pa-
60TKe 3PEKTMBHON CTpaTerum HabMoaeHNsA 1, Kak
CNeACTBME, COKPALLEeHM0 3a601eBaeMOCTU PAaKoM

eCTBEHHbIX (DOPM
Ka B BbISIBNEHWUW TPy
0e3yNbTaTOB NeYeHUs

1 yBENVYEHIO BbXKIBaeMocTU. Lienblo HacToswero
0630pa NuTepPaTypbl CTafna OLEeHKa BAVSIHUA Befe-
HWA PermcTpoB 6OJbHBIX HacNeACTBEHHbIMU (op-
MaMU KOJIOPEKTaNIbHOTO paka Ha YacToTy ero BbisiB-
JIeHUA 1 OTAANEHHbIE Pe3ysbTaThbl IeYEHNS.

KnioueBble cnoBa: KOMoOpeKTanbHbIN paK, snvae-
MVOIOTNA, PErNCTPbl GONbHBIX, CKPUHWHE, cemei-
HbI aleHOMaTO3 TOJICTOM KULLIKM, CUHAPOM JInHYa,
3abos1eBaeMOCTb, CMEPTHOCTb

Ona untupoBaHma: [ukyHos [IIO, Toboera MX,
LlykaHos AC. Ponb permctpoB HaciefcTBeHHbIX
GOPM KOMOPEKTANbHOrO paka B BbIABAEHUM rpynmn
pUCKa M yNydleHnn pe3ynbTaTtoB nedeHnd. AnbMaHax
KNVHWYeckonm meguuuHbl.  2018;46(1):16-22. doi:
10.18786/2072-0505-2018-46-1-16-22.

Moctynuna 30.01.2018;
npuHATa K nyénnkaumm 05.02.2018

CYIIeCTBYeT YeTKOT'O OOLIeNIPUHATOrO ONlpefie/IeHA
sToro TepmuHa [3]. IIpyu 9TOM BrONHE IPaBOMOYHOI
MOYKHO CUMTATbh C/ICAYOIYIO e PUHUIVIO: «PETUCTP
HAIJIEHTOB — IIPOCIIEKTMBHOE, 06CepBalliOHHOE
(HabmomaTtennbHOE) KOTOPTHOE WCCIEOBaHME Ia-
[[MIEHTOB C KOHKPETHOII 60/Ie3HBIO, ONpefieleHHbIM
(dbakTopoM pucKa MIM OOVHAKOBBIM KIMHUYECKUM
cocTostHueM» [4].

JaHHbIe, ONYyUYeHHble B pe3ynbrare QyHKI[K-
OHUPOBAHMS KOPPEKTHO pa3pabOTaHHBIX U BO-
BpeMs 3allO/HsIeMbIX PEruCTPOB, GAIOT BO3MOX-
HOCTb IONY4YUTb (aKTU4ecKoe IpeficTaBlIeHue

0 KJIMHUYECKOM IIpaKTNKE BEOCHNA IIALIMIEHTOB

C Ppa3nMMYIHbIMHI 3a6OIIeBaHI/IHMI/I, a TaK>Xe oIe-
HUTDb Sq)(i)eKTI/IBHOCTb VICIIO/Ib3OBAHMA OTHEC/IbHBIX
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JIeKapCTBEHHBIX MPENapaToB, UX Ka4ecTBO 1 6e30-
IMaCHOCTH [2].

PerucTppl manmeHToOB C ONIpeieZIeHHON HO30710-
rMeil MPefCTaBIAoT co00il MHOTO(YHKIMOHATBHOE
IporpaMMHOe obecliedeHMe, OXBaTbIBaloIee Kak
IPOCIEKTUBHBI COOp KIMHUYECKMX MaHHBIX 00
3¢ deKTUBHOCTY, TaK ¥ aHaIU3 JOITOCPOYHBIX pe-
3y/IbTATOB IIPU JICIIO/Ib30BAHUM T€X MM MHBIX CXeM
nedenus [2]. [ToMuMo 9TOro, Ha OCHOBAaHUM IOy YeH-
HOIT 3 JAHHBIX PErUCTpa MHPOPMALUN TTOABIACTCS
BO3MOYXHOCTD IIPOBEJIeHN I CKPYHVHTA B OTHOILICHVN
M3y4aeMoil HO3OJIOTMU Cpefiu OMIDKalilero OKpy-
KeHNA manyeHTa. Oco6eHHO HAITIANHO 9TO IIPOsAB-
JieTCsl IpU OLIEHKE Ppe3y/lIbTaToOB 3aIlO/IHEHUA pe-
TUCTPOB IO HAC/Ie[CTBEHHBIM 3aboneBaHMAM. Tak,
OfTHMM 13 Hamboree «paHHMX» B MMPe MOXHO CUM-
TaTh Pernuctp GONbHBIX CEMEITHbIM IIOIMIIO30M TOCIIN-
tana CB. Mapka B BenmkoOputaHuy, OCHOBaHHBII
B 1925 . ocrie TOro, KaK 6bIIO IIPOfIEMOHCTPUPOBAHO
3HAYMMOE CHIDKEHJE YaCTOThI BO3SHMKHOBEHNA KOJIO-
pekranbHoro paka (KPP) B pe3ynbrare BBefieHU IPO-
(GMIaKTUYeCKUX OCMOTPOB POACTBEHHMKOB OOTBHBIX
9TUM OOG/IUTaTHBIM IPefPaKOBbIM 3ab0/eBaHmeM [5].

B crpykrype 3a60/1eBaeMOCTY 3710Ka4eCTBEHHBI-
MU HoBoobpasoBaHuaMu B Poccurickoit Gepepannn
3a 2015 r. KPP 3aH:A1 BTOpOoe MecTo cpein BCeX OH-
KOJIOTMYECKMX 3aboneBanuit ¢ poneit 11% (abcomroT-
HOE YIICI0 BIepBble 3a00/IeBIINX COCTABUIO 68 064)
[6]. CormacHO JaHHBIM JIUTEPATYpPHl, oKomo 10% ot
obmero umcna cnydaes KPP cocrapnsaoT 60nbHbIE
C HaCJIe[ICTBEHHON IIpefpacIoNoKeHHOCThI0 [7].
K mnacnegcrBennsim ¢opmam KPP ¢ ycranosyen-
HOJI T€HEeTUYEeCKOV IPUYMHON OTHOCAT CUHAPOM
JIun4va, ceMeHbI aIeHOMATO3 TOJICTON KWIUKI,
MYH-accouunpoBaHHBIN TONIIO3, a TAKXKe ramMap-
TOMHBIIT TONUIO3HbI cuugpoM Ileiitua — Erepca [8,
9]. Bemenne aTux 3a60/€BaHMIl MMEET PSIfi 0COOEH-
HOCTell: BO-NepBbIX, HacnefcTBeHHBIT KPP Moxer
PasBMBATbCA B MOJIOLOI BO3PACTHOI IrpyIIe 10 35—
40 neT, 4YTO CyIECTBEHHO PaHble, YeM CIOpafiuye-
cxuit KPP; Bo-BTOpPBIX, 0OHapy>keHMe HaCIe/ICTBEH-
HOJ MyTanuu y 00IbHOTO JO/DKHO MHUILMUPOBATH
ee MOJCK y BCeX KPOBHBIX POJICTBEHHMKOB IIallMieHTa,
a B CIy4ae BBIABIEHNA — IPUBECTU K TIIATEIbHO-
My KIMHUYECKOMY MOHUTOPMHIY BCeX HOCUTesNel
MYTaIlMy JIAd OMATHOCTUMKYM BO3MOXKHOTO paka Ha
paHHeilt craguy; passutue KPP y Hocutena myTtanun
NpefTIoNaraeT onpe/e/eHye MHAVBIAJYalbHOTO II/Ia-
Ha JIe4eHN s C YYeTOM BBICOKOTO PMCKa METaXPOHHO-
ro nopakeuus [10].

Ilenpro HacTosIero 063opa MUTEpaTyphl CTasa
OLIEHKA BJIVMSIHWSI BEJIEHNUsI PETUCTPOB OOIBHBIX Ha-
cnencTBeHHbIMM popmamu KPP Ha gacToTy BbIsABIIE-
HIA ¥ CMepTHOCTD oT KPP.

Muky+os [1.10., Toboesa M.X,, Llykarog A.C.

Ponb PerncTpos HacneacTBeHHbIX ¢)Opl\/l KOJTOPEeKTasIbHOro pakKa B BbIABNEHUM TPYMMN PUCKa U yydlleHnn pe3ynbratoB neyveHna

BnuAHMe CKpUHMHIa Ha YacTOTY BbiIBNEHUA
KONOPEeKTaNbHOro paka u CMepPTHOCTb Npu
ceMenHOM aZieHOMaTOo3e TOJNICTON KULLKK

B opuoil u3 Hanbormee pernpe3eHTATUBHBIX paboT
E.K. Mallinson u coast. [11] mpuBogATcsa pe3yib-
TaThI IPYMEHEHN I JaHHBIX MaH4YecTepCcKOro Mou-
nosHoro perucrpa (Manchester Polyposis Registry),
ocHOBaHHOrO B 1988 1. 3a mepuop ¢ 1989 mo 2009 r.
B perucTp OBUIM 3aHeCeHBbl JaHHBbIe Bcero 186 ma-
IIMEHTOB C CEeMENHBIM aJeHOMATO30M TOJICTOI
kuiku. [1o JaHHBIM aBTOPOB, YaCTOTA BBISIBICHNS
KPP y maumeHTOB /1o OCHOBaHMA perucTpa COCTa-
Buna 28,7%, B TO BpeMs KaK 3TOT IIOKa3aTeNnb Cpe-
IV TIAllYIEeHTOB, BHECEHHBIX B PErUCTP, YMEHBIINII-
ca BABOe M coCTaBUI 14%. OgHOBpEeMEHHO C 3TUM
CpeHMIT BO3PACT «HOXXUTUSA» MALIVIEHTOB C ceMeli-
HBIM a/JeHOMAaTO30M B IIepUOJ, CYLIeCTBOBAHMA pe-
rucrpa (69,6 roma, 95% mOBEpPUTENbHBIN NHTEPBA
(IM) 64-75,2) okasanca Ha 11,5 roga 6onblie, yeM
B mpeppiaymuii nepuoy (58,1 roga, 95% I 53,2-
63, p=0,007). VHTepecHBIMU BBIITIAAAT JJAHHbBIE
O 3HAYUTETbHOV pasHMIle B YaCTOTE BBIABICHUA
KPP (43,5% vs. 3,8%, p<0,001) cpenu manueHTos,
00pAaTMBIINXCS C KIMHUYECKUMU TPU3HAKAMH 3a-
6oeBaHus, 10 CPABHEHNUIO C TEMH, KTO [TOABEPICs
CKPMHIHTOBOMY 06C/IeTOBAHNIO B 6€CCMIITOMHOM
nepuoze.

B mpyroit pabore — D.C. Gibbons u coasr. [12] -
NIPUBOJATCA CBefleHUA 0 439 manmeHTax ¢ cemen-
HBIM aJIeHOMaTO30M TOJICTO KWILIKY, U3 KOTOPBIX
y 293 gMarHo3 yCTaHOBJIEH HAa OCHOBAHUM PE3YIIb-
TaTOB CKPMHUMHTIA, a OCTajbHble 146 00paTMINCH
C KJIMHUYECKON CUMITOMAaTHKON. OKas3aaoch, 4TO
IIpYMeHEeHVe CKPUHMHIA II03BOINM/IO CHU3UTH 4Ya-
crory BoiaBneHus KPP ¢ 33,6 no 5,1% u yBenm4nTb
CPEIHIO BBIK/BAEMOCTD Ha 4 rofja. AHa/mN3 BbDKU-
BaemocTu MetofioM Kanmana — Meitepa mokasan Hau-
607b1y10 93P PEeKTUBHOCTb CKPMHIHIA B BO3PACTe 0
50 J1eT, OC/Ie 9TOTO CMEPTHOCTD OblyIa 00yCIOB/IeHA
BHEKJIIEYHBIMY HOBOOOPA30BAHMAMU U OPYTUMU
HECBSI3aHHBIMU NIPUYMHAMI.

OpurM u3 Haubomee W3BECTHBIX PETUCTPOB
60JIbHBIX CEMEIHBIM afeHOMAaTO30M TOJICTOM KUII-
ku cuntaerca Harckuit peructp (Danish Polyposis
Register). OH 6511 0cHOBaH B 1971 1., a B 1975 1. cTan
HayuonanpHbiM [13]. ITo manHBIM Ha 2001 1., pe-
TUCTP cofepykan nHpopManuio o 434 manneHTax us
165 cemeit, cpenyt KOTOPBIX 66110 252 (58%) mipobaH-
ma u 182 (42%) aKTUBHO BBIABIEHHBIX OONIBHBIX Ce-
MeiTHbIM afieHoMaTo30M. KPP 6t imarHoCcTupoBaH
y 170 u3 252 npo6anyos (67%) OFHOBPEMEHHO C yCTa-
HOBKOJ1 JIMarHO3a CEMENHOIO aJleHoMaTo3a 1 y 5 U3
182 (3%) BBI3BaHHBIX [/Is1 0OCIENOBAHNS POJCTBEH-
HuKOoB (p<0,001). Ilpr stom obmas 10-meTHss
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Tabnuua 1. AHanms NCciefoBaHui, CPaBHUBAIOLIMX YaCTOTY BLIABNEHMA KONOPEKTANIbHOMO Paka B 3aBUCMMOCTM OT TUMa AUarHOCTUKM CEMENHOTO afieHOMaTo3a TONCTOM

KULWKK (HpM CKPUHUHIOBOM O6CJ'I€,D,OBaHMI/I versus npu O6Cﬂe,ElOBaHI/H/\ no nosony KNVHUYeCKOW cMMNToMaTUKM) [VICTOUHMK 14]

NcTouHnk fop YacToTa BbiABNEHMA NPU CEMeNHOM OTHoLweHne
ny6énvkauum  afeHOMaTo3e TONCTOW KULLKN LIAHCOB
CKPUHUHT KNMHUYecKan
CYMMTOMaTUKa
AlmT. 1975 81368 7013100 0,06 (0,02;0,13)
Bussey H.J.R. 1975 11u3117 194 13 293 0,05 (0,03;0,10)
Utsonomiya J., Iwama T. 1978 38u3 115 165 13 290 0,37 (0,24;0,59)
Jarvinen H.J,, Husa A., Aukee S. n coasT. 1984 31343 36 1362 0,05 (0,02;0,19)
Gebert H.F, Jagelman D.G., McGannon E. 1986 77 n3 772 33013501 0,06 (0,04; 0,08)
Bulow S. 1986 2un379 11513 168 0,01 (0,00; 0,05)
BerkT., Cohen Z., Mcleod R.S. n coasT. 1987 4n373 8613 151 0,04 (0,02;0,13)
Macrae F.A.,, St John D.J.B., Muir E.P. n coasT. 1989 21333 32un344 0,02(0,01;0,12)
Vasen H.F, Griffioen G., Offerhaus J.A. n coaBT. 1990 513126 49 n3 104 0,05 (0,02;0,12)
Rhodes M., Chapman P.D., Burn J. n coasT. 1991 11325 1013 31 0,09 (0,01;0,74)
Campbell W.J., Irwin S.T., Parks T.G. 1991 10 u3 47 81318 0,34 (0,11; 1,08)
Penna C.P, Tiret E., Kartheuser A.H. n coasT. 1992 21370 32u3 71 0,04 (0,01;0,16)
Jarvinen H.J. 1992 71376 76 13116 0,05 (0,02;0,13)
Goh H.S., Wong J. 1992 41332 231326 0,02 (0,00; 0,09)
Morton D.G., Macdonald F., Haydon J. n coaBT. 1993 3u351 341353 0,03 (0,01;0,13)
Bertario L., Presciuttini S., Sala P. u coasr. 1994 16 13163 215 u3 441 0,11 (0,07; 0,20)
Bulow S., Biilow C., Faurschou Nielsen T. u coasT. 1995 2n3 116 142 n3 205 0,01 (0,00; 0,03)
Goldberg PA., Madden M.V., du Toit E. n coasT. 1995 11330 71330 0,11 (0,01;0,99)
De Pietri S., Sassatelli R., Roncucci L. n coasT. 1995 21332 62 13 82 0,02 (0,00; 0,10)
Bjork J., Akerbrant H., Iselius L. n coasT. 1999 713215 14413216 0,02 (0,01; 0,04)
Heiskanen I., LuostarinenT., Javinen H.J. 2000 513120 71u3116 0,03 (0,01;0,07)
Ho J.W., Chu K.M,, Tse C.W. 1 coaBT. 2002 3u331 47377 0,07 (0,02; 0,24)
Builow S. 2003 513182 170 n3 252 0,01(0,01;0,03)
Garzén-Benavides M., Pizarro-Moreno A., Garcia- 2010 21346 1013 31 0,10 (0,02; 0,48)
Lozano R. n coaBT.

Mallinson E.K., Newton K.F.,, Bowen J. n coasT. 2010 713185 7313168 0,05 (0,02;0,12)
Dalpatadu K.U., Anwar N., Wijesuriya S.R.E. n coast. 2011 1un38 17wn327 0,08 (0,01;0,79)
Gibbons D.C,, Sinha A., Phillips RK.S. n coasr. 2011 1513293 49 3 146 0,11 (0,06; 0,20)

OTHOLWeHNe
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BBDKMBAEMOCTb cOCTaBua 94% cpefy BbI3BaHHBIX
IIaIJVIEHTOB II0 CPaBHEHUIO ¢ 44% cpefyu IpoOaHIOB
(p<0,0001). IIpu orleHKe BIMAHMS BeHEHUS peru-
CTpa OTMEYEHO, YTO OIS AKTMBHO BbI3bIBA€MBbIX
IIALIMEHTOB 3HAYMTE/IbHO yBenm4uaach — ¢ 19 no 52%
(p<0,00001), a yacTora ycTaHOBNeHNA guarHoza KPP
OJJHOBPEMEHHO C CeMeIHBIM afleHOMAaTO30M YMeHb-
wntach ¢ 60 5o 27% (p < 0,00001) [13].

B cucremarudeckom o63ope P. Barrow u co-
aBT. [14] comepyxaTcsi CBOXHbIE JAaHHBIE O BIVSIHUN
CKpMHMHIa Ha 4acToTy BblABleHus KPP (rabm. 1).
PesynbraThl Bcex NpuBeeHHBIX UCCTIEOBAHNIT CBU-
TETENbCTBYIOT O 3HAYMTENbHOM IOOXUTETbHOM
BIVSIHUY TPOUTaKTIYeCKOT0 00CefOBaHM I AL -
€HTOB BBICOKOJI TPyl pUCKa HAa CBOEBPEMEHHOCTD
BoisABNTeHMsT KPP 11, cooTBeTCTBEHHO, Ha OT/Ia/IeHHBIE
Ppes3y/IbTaThl IEYeHM 1.

BnuAHMe CKpUHMHra Ha YacToTy BbIAABNIEHUA
KONOpEeKTaNnbHOro paka u CMepTHOCTb Npu
cuHapome JlnHya

Cunpgpom JIMHYA — HAC/IEICTBEHHBIN CUHIPOM, BBI-
3BaHHBIV T€pMMUHANBHON MyTalieil B OJ{HOM U3 Te-
HOB CUCTEMBI perapanuy HecllapeHHbIX OCHOBAaHUII
JOHK, o6ycnoBnuBaoommii BBICOKUI PUCK PA3BUTUA
paka TOJNCTOV KMUIIKM, a TaKyKe JPYTUX OPTaHOB.
Ho 3% Bcex cny4yae KPP 06ycnoBieHo cHApOMOM
JIunva. Puck pasBuTusA paka TOJICTOM KMUIIKM IIPU
cunppome JInnua gocruraet 75% [15].

B wmccnemosanum H.J. Jarvinen u coast. [16]
TIpOaHaIN3NPOBAHBI pes3yIbTaThl 15-neTHero

[POCIEKTMBHOrO HabmiomeHus 3a 252 Omyokail-
VMY POACTBEHHMKAMMU OONBHBIX C CUH/IPOMOM
JInHd4a, cpepy KOTOphIX 133 manmeHTa NOJBEPIINCH
CKPMHMHIOBOJ IIporpamme, a 119 oT CKpuHMHIa
OTKa3anuch. Pe3ynbTaThl JeMOHCTPUPYIOT CHIDKe-
Hue 4acToThl BbiapneHus KPP Ha 63% (6% vs. 16%,
p=0,014), a TaK>Ke CHM>KEHMe YPOBHs 0011el cMepT-
HOCTU Ha 65,6% (7,5% vs. 21,8%, p=0,009) B rpymnme
PerynspHoO HaOMOfAIOINXCA TallMeHTOoB [16].

AHanornvHbie Ppes3y/IbTaThl MOy YeHbI
D.A. Stupart m coaBtT. [17], M3y4uMBIMIMMU HaH-
Hbple 0 178 manmeHTaXx ¢ INOATBEPK[EHHBIM Ha-
nu4yueM MyTanum B reHe MLHI. VI3 nux 129 ye-
JIOBEK TOABEPTaJNCh PETYISAPHOMY IIIAHOBOMY
obcnenoBanNoo, a 49 Ha OCMOTpPbI He SBJIANUCD.
«IMCUMIIMHMPOBAaHHOCTb» NAIJMEHTOB ACCOLVPO-
BajIach CO 3HAUUTENBHO OO/lee HUSKIM yPOBHEM da-
ctoTsl BosHMKHOBeHMs1 KPP (10,9% vs. 27%, p=0,019)
n 6ojiee paHHell cTafyeil Ha MOMEHT AMarHOCTUPO-
BaHMA (p=0,032). YpoBeHb CMEPTHOCTY, CBA3aHHOI
¢ KPP, takxe okasancs 6onee HuskuM (2,3% vs. 12%,
p=0,021) cpeny NMaLMEHTOB TPYIIBI PEryIIPHOTO
HabIOneHn .

P. Barrow u coaBrT. [14] npuBOAsAT CBOJHBIE TaH-
Hble O BAMAHUM CKPMHMHTA Ha YacTOTY BblABIIe-
Husa KPP y 6onpubIx ¢ cunppomoM JInnya (Tadn. 2).
W B 3TOM cnyyae yCTaHOBJIEHO 3HAUUTE/IbHOE OO~
SKUTEIbHOE BIUAHME IPO(UIAKTIYeCKOro 00CIeno-
BaHUA MAIMEHTOB BBICOKOI TPYMIbl pUCKa Ha CBO-
eBpeMeHHOCTDh BbIABNeHMA KPP u Ha oTganeHHbIe
pe3y/bTaThl Ie4eHU .

Tabnuua 2. AHanu3 NCCNeaoBaHMI, CPABHMBAIOLLYX YaCTOTY BbIABMEHNA KOMOPEKTANIBHONO paka Yy NauyeHToB C CUHAPOMOM JIMHYa (NpW CKPUHMHIOBOM 00CNefoBaHNM

versus npw obcneaoBaHnM No NOBOLY KIMHUYECKOM CUMATOMATUKN) [VICTOYHVIK 14]

NcTouHnK lfog ny6nmkaumm YactoTa BbIABNEHWA NPV CYHAPOME OTHOLWEeHne
JInHua LIaHCoB
CKPUHWHT KNMHUYecKas OTHoLLeHe
cuMnTomaTika
LIAHCOB
Jarvinen H.J., Mecklin J.P, Sistonen P. 1995 613135 1413118 0,35(0,13;0,93) ——
Jarvinen H.J.,, Aarnio M., Mustonen H. n coaBT. 2000 813133 19u3119 0,34 (0,14; 0,80) ——
Arrigoni A, Sprujevnik T., Alvisi V. 1 coasT. 2005 713199 513132 0,93 (0,29; 2,98) ——
Stupart D.A., Goldberg PA., Algar U. n coasT. 2009 1413129 131349 0,34 (0,15;0,78) ——
Stupart D.A., Goldberg PA., Algar U. n coasT. 2009 1413129 36371 0,12 (0,06; 0,24) —o—
Stuckless S., Green J.S., Morgenstern M. n coasT. 2012 2813152 116 u3 170 0,11 (0,06; 0,18) -0
| | | |
0,01 0,1 1 10 100
CKPUHUHT CKPVIHUHF
nmeet He nmeet
npenmyLecTso npevmMyliecTea
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Bo muorom nnrtepecHa pabora A.E. de Jong 1 coaBT.
(18], B KOTOPOIT aBTOPBI pacCumMTaNM CTAHAAPTI30BAH-
HBII ToKa3arenb cMepTHOCTU oT KPP cpenu 2788 Ho-
CHTeTelt MyTalmil M X GMIDKAIINX POJCTBEHHIKOB
B Ieprofipl 1o obpasoBanuA Hupepnanackoro peru-
cTpa 6ONbHBIX C CHHAPOMOM JIMHYA 11 BO BpeMs €ro
akTUBHOro pyHkumonuposanus. [Ipu sTom oTMeye-
HO 3HA4YMTeIbHOE CHIKEHME [T0Kasarens — ¢ 32,3 (1e-
puop, 1960-1975 rr.) mo 19,1 (1975-1990 rr.) Hemo-
CPe[CTBEHHO Ilepell BBefeHUeM perucrpa u o 10,1
B Te4yeHle IOCTIeyIomuX 14 1eT pyHKIMOHNPOBaHNA
peructpa (1990-2004 rr.) (p <0,001).

06cyxpeHune

IMogapsioiiee 6OMBIIMHCTBO ABTOPOB CXOAATCSA BO
MHEHNM, YTO aKTMBHAS MHTETPAIMs PEriucTpOB Ha-
CIIe[ICTBEHHBIX KOJIOPEKTa/IbHBIX 3a00/IeBaHMII B IIIN-
POKYI0 NpPaKTMKY BefeT K paHHeN BBIABIAEMOCTU
OHKOJIOTMYECKOI TTATOIOT UM U, CTIefIOBATENbHO, aeT
BO3MOKHOCTD JIJI aJleKBATHOTO JIeYeHU s 1 YTy dlle-
HUA OTJAJIEHHBIX pe3y/nbTaToB. besycnoBHO, peru-
CTPBI O0O/IerdaloT CUCTEMATHIeCKOe OTCIIEXVBAaHNUe
POJICTBEHHMKOB 13 TI'PYTIIbl IIOBBIIIEHHOTO pPUCKA
U TO3BOJISIIOT KOOPAMHMPOBATh MPOTrPaMMy HAOIII0-
HeHysA. Bo3aMOXXHOCTD IPOGUIAKTUKM paKa B 3TUX
ceMbsix obecnieunBaeTcs 6nmarofaps paHHeil JuarHo-
CTMKEe, CBOEBPEMEHHOMY CKPMHMHIY M IpOduIak-
TUYECKOMY BMEIIATeTbCTBY. PerucTpsl obecmnednsa-
10T OIITMMA/IbHBII METOJ OKa3aHNA IIOMOIIN ¥ HECYT
pAfl APYTUX [ONOTHMUTENbHBIX OPraHM3AIMOHHBIX
U MCCTIefJOBATe/IbCKIX IpeuMyIIecTs [1].

IIpn 3TOM HEOOXOAMMO OTMETUTH, YTO IpaK-
TUYeCKM BCe CYLIECTBYIOI[ME PeTUCTPBl paboTaoT
B Ty 4IlIeM C/Ty4yae Ha PeTMOHaIbHOM YPOBHE, U TUITh
OTHe/NbHBIE U3 HUX MMEIOT CTaTyC HaIMOHaJIbHBIX.
Tak, o pesynbraram paborst J. Church u coasr. [19],
IpeANPUHABIINX IIONBITKY BBIACHUTD COCTOSHME
oMoy OONBPHBIM C Hac/le[CTBEHHBIMU (popMamu
KPP B CIIA, okasamoce: k 2003 1. B cTpaHe 6bIIO
30 IeHTPOB IO M3Y4YEHVIO HAC/IeCTBEHHBIX GOpM
KPP, B KOTOpBIX QYHKIMOHMPOBAIO 18 pasmIuvHbIX
perucTpoB (k TOMy >ke OHY OBUIN IOCTPOEHBI Ha OC-
HOBE Pa3HOTO IPOTPAMMHOTO obecIedeH ).

Vicxopss 13 oOLIMX TPaBuUI CO3HAHUS U (PyHK-
IMOHMPOBAHUA MEAMIMHCKUX 6a3 JJAHHBIX, Ba>KHO
MOAYEPKHYTh: IPY ITTAHMPOBAHNUY PETHUCTPA CIIeAyeT
IpefyCMOTPeTb HECKO/ILKO K/TI0UeBbIX LIaroB, BKIIO-
YaoIIX IOCTAHOBKY LieJIeli, Ollpefie/ieH e peryiaMeH-
Ta BEJIEHN PETUCTPA, YTBEPXKIEHNUE ero CTPYKTYPhI
U CIUTAHMPOBaHHOE 3aBeplLIeHMe WM IOABefeHIe
IIPOMEXYTOYHOTO UTOTA. PerncTp He HO/MKeH CTaHO-
BUTbCS 6as30lf MaKCMMaTbHO BO3MOXKHOTO KO/MMYe-
CTBa JAHHBIX, COOTBETCTBEHHO, LIe/IM €T0 AajIbHellIIe-
TO VMCIOJIb30BaHMS JO/DKHBI OBITH MOCTaBICHBI yXKe

20

KoHnuKT nirepecos

ABTOpbI 3asBAAI0T 06
OTCYTCTBUM KOHPNNKTA
MHTEPECoB.

QIIIHaHCVIPOBaHVIe

Pa6ota npoBepaeHa 6e3
npuBIeYeHNs AOMNOMHN-
TeNbHOro prHaHCMpPOBa-
HWA CO CTOPOHbI TPETLIX
nmy.

AnbMaHax KnHMYeckom meanunnbl. 2018; 46 (1): 16-22. doi: 10.18786/2072-0505-2018-46-1-16-22

B MOMEHT pa3paboTKy, a Habop perucTpupyembIx
TaHHBIX YeTKO OIpefiesieH 3apaHee. /151 MOBbIIIEHN A
3¢ GeKTMBHOCTY, YHpOIeHUA 0000LIeHNA U CIus-
HSI TaHHBIX Pas/IMYIHbIX MCCTIe[OBAHNUIT pa3pabarsl-
BaeMble CUCTEMBI TO/DKHBI ObITh BamuaHbl [1]. [Iist
BBINIOJTHEHM A 3TOTO YCIOBUA BCIO aKKYMY/IUPyeMYIO
nHGOpPMALUIO ClIefyeT IPUBOMUTbL B OVHAKOBOI
dbopme 11 KaXX[OTo MalyieHTa, TO eCTb JaHHbIE 110
BceM GONMBHBIM U IO BCEM OCOOEHHOCTSAM JI€UeHVISI
[OJKHBI OBITh CTAH/IAPTHBIMM [3].

BMmecTe ¢ TeM perucTpbl HaclefCTBEHHBIX 3a60-
JIEBAaHUII MMEIT CBOM 0COOEHHOCTU. B yacTHOCTH,
peructp HacmenctBeHHBIX ¢opm KPP pmomken BbI-
IJIAfleTh He IIPOCTO TPaMOTHO YCTPOEHHON 6a3o0it
IaHHBIX, B KOTOPYI0 3aHOCUTCs MHbOpMAUNS IS
nmocnefyome oneHku. VImeanbHbll perucTp Bu-
IUTCST OTIaXKEHHOJ CUCTEMOil, B KOTOPOiT 0c060
BaXXHYIO POJIb UTPAET TIATENbHBIN COOP CEMEITHOTO
aHaMHesa IallMeHTa C OoIpefe/ieHNeM BO3MOXKHOTO
KpyTa HoCUTeJIell 3a00/IeBaHN A; COlePKATCs Pe3ylb-
TaTbl TEHETUYECKOTO MCCNIeIOBAaHM A, TIO3BOAIONIETO
OIIpefieINTh HATMIMe/OTCYTCTBYE KIIMHMYECKH BaXK-
HBIX MYTaIlVif; IpeJyCMOTPeHa CHCTeMa «0OpaTHOI
CBA3M», famoliasg BO3MOXHOCTb Pa3bACHUTb POJ-
CTBEHHMKaM Tal[MieHTa IIOTEeHIIMAJIbHble OIIACHOCTU
3a00/eBaHMsl, ONPENENNUTD TPYIIY BHICOKOTO PUCKA,
a TaK)Xe MeTOAVYHO KOHTPOIMPOBATh IIpOBeIeHNE
CKPMHMHIOBBIX IporpaMm [20]. B mpormBomonox-
HOM Clly4ae CTaHOBATCA BO3MOXXHBIMM CUTYaIlUMN,
C KOTOpBIMU CTONKHYMICh H.J. Jarvinen u coasr. [16],
a taxxe D.A. Stupart u coasr. [17], korpa g0 mosno-
BMHBI POJICTBEHHMKOB U3 TPYIIbI BBICOKOTO PUCKa
OTKAa3BIBA/IICh OT CKPMHMHTA U TIAHOBOTO HaOMIIO-
meuusi, GOpMUPYS TaK Ha3bIBAEMYI0 KOHTPOILHYIO

TpyImiy.

3aKknoueHue

B nacrosamee Bpemsa B Poccum npepnpuHMMaTCA
IIOIIBITKY PaspabOTKM 1 BefleHsI PETUCTPOB Ha 6asax
OTHETIBHBIX J1e4eOHO-TIPOPUIAKTUICCKUX YIPEXK-
TeHUI /WM BefyIUX Hay9IHO-JMCCIeSOBaTeTbCKUX
LIEHTPOB, YTO CIY>XUT NPEeAIOCBUIKON 1A co3fa-
HUA PeruCTPOB Ha 0ojlee BBICOKUX — PerMOHaIbHOM
U HallMOHA/IbHOM — ypoBHAX. Ilo Bceit BuguMMOCTH,
B GyAyIIeM 9TO MOXXET CTATh O{HUM 13 I/IABHBIX 9J1€-
MEHTOB IIepCOHAIM3MPOBAHHON MeMIMHEL B vact-
HocTH, B [ocyapcTBeHHOM HAayYHOM IIeHTpe KOJIO-
npokronorny umenun A.H. Ppxux Bemercs pabora
[0 CO3JAHMIO U ajanTauuy Perucrpa 6ONbHBIX Ha-
CTIeICTBEHHBIMU (OPMaMM KOJIOPEKTabHOTO pakKa,
KOTODBIIT B [a/bHENIIeM MOXeT CTaThb 0a3oil [ist
Pas3BUTIA PETMOHAILHOTO U, BO3MOKHO, HAI[MIOHAIb-
HOTO MPOEKTa IO BBIABIECHNUIO U IMPOdUIAKTUKe Ha-
CIIeACTBEHHBIX GOPM paKa TONCTON KUIIKY. @)
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The role of hereditary colorectal cancer registries
in identification of high risk patients and treatment

improvement

D.Yu. Pikunov' - M.Kh. Toboeva? - A.S. Tsukanov'

Up to 10% of cases of sporadic colorectal cancer
are considered to be related to hereditary genetic
factors. The rates of colorectal cancer related to
already identified genetic factors is about 5%. In
the last decades, due to the development of com-
prehensive familial cancer registries and progress
in genomics, clinical diagnostic criteria for spe-
cific hereditary syndromes have been proposed
and multiple genes have been detected whose
germ mutations increase the risk of neoplastic
syndromes. Identification of individual patients
and families with hereditary syndromes (familial
adenomatous polyposis, Lynch syndrome, MYH-
associated polyposis, hamartoma syndromes) may
help to develop an effective strategy for monitor-
ing and, as the results, for reduction of cancer in-
cidence and improvement of survival. The aim of

this literature review is to assess the influence of
the registries of patients with hereditary types of
colorectal cancer on its incidence and long-term
treatment results.

Key words: colorectal cancer, epidemiology, pa-
tient registry, screening, familial adenomatous
polyposis, Lynch syndrome, incidence, mortality
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