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Llenb uccnepoBaHus — OLEHUTL OTHOCUTENBHBIA PUCK paka npencTatensHoi xenessl (PIK) u apyrux (BHENPOCTATHBIX) ONyX0seid B CEMbAX
GOMbHBIX C NEPBUYHO-MHOXECTBEHHBIMM 3/10KaYECTBEHHLIMI HOBOOOpasosaHusmMn (MM3H) u ¢ CUHLPOMOM HACNenCTBEHHOTO HEMOAMMO3HOMO
konopektanbHoro paka (HNPCC). Matepuanom st MccnefoBaHus NOCAYXuiau AaHHbIE PerucTpa pakoBbix CEMeNA, BKIIoYaloLLmii ceefieHus o 560
6onbHbIX ¢ MM3H, 126 cemeit ¢ HNPCC 1 1x poaCTBEHHIUKOB NepBOii CTeneHn POLACTBA. B kayecTBe KOHTPONIS CRYXMAW NONYNSILMOHHbIE YacTOTb
yKa3aHHbIX 3a60n1eBaHMIA.

Cpenm 560 npo6annos ¢ MM3H 6bino 217 (38.7%) myxunH 1 343 (61.3%) XeHwwmuH. Tonbko y 12 (2.1%) naumeHTOB-MyX4MH OfHA M3 onyxonei
nopaxana MX. Y Hux BbisiBneHbl 24 onyxonu. Y ABYX 13 HUAX OMyX0nu Bbinv CUHXPOHHBIMK, @ Y 10 — MeTaxpoHHbIMK. Y 8 naumeHToB ¢ PIX BTopble
OMyX0/K NIOKANIM30BANIMCh: B NPSIMOiA KuLuKe (5), 06004HOI KuLuke (2) n MoyeBoM ny3bipe (1). B kauecTse BTopoi onyxonm PIX Habnopanv y 4
NaumeHToB: y 3 ¢ pakom NPAMOi KuLkM 1y 1 —pakomM 060,04HOI kuwku. Tonbko y 2 (0.3%) naumeHToB nepsoii onyxonbto 6bin PIDK. Knunuko-re-
Heanoryeckue CBeLEeHUs yaanock nonyuntb y 543 naumeHto ¢ MMM3H, B Tom uncne y 206 npobaHnoB-myxuuH. Cpeay 3637 poaCTBEHHMKOB
nepBoii cTeneu poactea npobaxaos ¢ NMM3H PIMX euisienen y 2 (0.11+2.3%), uto B 1.7 pa3a npesbilwaeT nonynsiumoHHbIiA puck (0.063+0.0019%).
OtHocuTenbHbIi puck PIMX ans poncTBeHHUkoB naumeHToB u3 cemeii ¢ curapomom HNPCC coctasnsiet 0.8+6.3% v npeBbIlLAeT TakoBOM B KOH-
TponbHoit rpynne B 12.7 pa3 (p<0.05). MpoBeaeHa oLeHKa OTHOCUTENLHOTO puUcka B Cembsix NpobaHaoB-MyxunH. Cpean 1460 poacTBEHHM-
koB-MyxumnH ¢ MM3H BoisieneH 1 (0.14%) cnyyait PMX —y cbiHa. B 42 cembsix npo6aHaoB-myxunH ¢ cuHapomom HNPCC PITX 6bin BbisiBneH y 2
(1.3%) 6patbes, 4TO MPEBbIWAET NONYNALMOHHBIA puck B 20.6 pasa. XoTs MoNekynsipHblii MexaHuam W natoreHe3 PIK B ONMCaHHbIX CeMbSX
0CTaeTcs HeM3BEeCTHbIM, ero accoumaums ¢ cuiapomom HNPCC 1, BO3MOXHO, C CUHIPOMOM MOAIMHEONIa3uiA, 04eBUHA.

Buicokuin oTHoCUTENBHBIN prck 3a6oneTb PIDK st KDOBHBIX POACTBEHHMKOB-MyX4nH npobaHnos ¢ NMM3H u cutppomom HNPCC npeanonaraet
Hann4ve yHacnef0BaHHOI reHeTUYECKU 0BYCNOBNEHHON NPEAPACcNONOXEHHOCTU K Pa3BUTMIO BonesHn. HeobXoanMbl MONEKYNISIPHO-FEHETMYECKNE
uccnefoBanms, YTobbl ONpeaenuTb FreHETUYECKYI0 OCHOBY NOABEPXEHHOCTU K paky NPeaCcTaTesbHON Xenesbl B 9TX CeMbsix. He UCKIIoYeHo, YTo

3T0 MOXET ObITb CBSI3aHO C OBLLMMI 3TUONOTMYECKUMU d)aKTOpaMI/I.

KnioyeBble cioBa: pak NpeacTateNnbHOi Xenesbl, NepBUYHO-MHOXECTBEHHbIE 3/10KA4YECTBEHHbIE HOBOOOpa3oBaHus, cuiapom HNPCC.

Pak npegcraTenbHO xenesnbl (PIDK) saBnseTca ogHUM
13 HauboJslee paclpoCTpaHEHHBIX BUIOB paka B MHUpE U Of-
HOH BeAyIIUX NPUYUH CMEPTU OT paka y MY>XYMH B SKOHO-
MUYECKH Pa3BUTHIX cTpaHax [27]. B EBporie 3a6oeBaeMoCTh
PIDK cocraBmaer 214 ciydaeB Ha 100000 MyxkuuH, oIe-
peXxas pak JIETKHX U KOJIOPEKTAJIbHBIM pak [6], u 3aHUMa-
eT BTOpOe MeCTO CpeJyl OCHOBHBIX IIPUYMH CMEpPTHU OT paka
y My>kuuH [16]. Oxuzaetcsa, yto u3 238.590 BBIABIEHHBIX
B 2013 roay B CIIIA ciyyaes PIDK, 29.720 yMpyT OT AaHHOT'O
3aboneBanus [27]. Jomsa PIDK B cTpykType 3a6oeBaeMoCTH
MY’KCKOT'0 HacesleHUs1 MoJIZIoBE HEYKJIOHHO pacTeT. 3a 5 yer
(2008-2013 rT.) YKCIO BIEPBBIE AUATHOCTUPOBAHHBIX 3260-
JIeBaHUH yBeIuuuiochk ¢ 242 o 388 ciyvaes. Pacrpocrpa-
HenHocTh PIDK B MonzaBckoit monmysmanuu B 2012 r. cocra-
Bwia 0.063+0.0019% (1292 ciyyaa Ha 100.000 Mmyskckoro
HaceJeHus).

CpeZivi TIpUYHH, KOTOPbIE MOTJIH ObITh TPUYACTHBHI K pa3-
Butuio PIDK, oTmevanu: reorpadpyuyeckoe MeCTO TPOXKHBa-
Hus [19], Bospact [19], mHOEKIMOHHbBIE BOCIATUTETbHBIE
mpottecchl [2], aTHUYeckux ¢oH [22], auety [29], mosoBble
ropMmoHH! [15], cemeitnsle [1,3,7,13,23,30] u HacieaCcTBEH-
Hele ¢akTopsl [1,9,11,20,24]. [ToI0KUTETLHBIN CEMEUHBIN
aHaMHe3 SBJIETCA OAHHUM M3 CAMBIX CHUIBHBIX SITHUAEMHOJIO-
rudeckux GpaxTopoB prcka pazsurua PIDK [11,20,24], koto-
PbIl yBeIMUUBaeT PUCK JII POACTBEHHUKOB ITepBOU CTenleH!
Gosee yeMm /iBa pa3a. BmecTe ¢ TeM, ceMeliHble U Hacjel-
cTBeHHEbIe GaKTOpPHI, BhI3bIBaroIre passutue PIDK, He BIoOI-

He TIOHATHBI. B €BA3U ¢ 3TUM BO3HMKaeT NPOCTOM BOIPOC:
«JleliCTBUTENIbHO JIU paK IpeJcTaTelbHOU JKejle3bl ABIAeTCA
HacjegyeMbIM?». OJHUM U3 /0Ka3aTelbCTB O BO3MOXKHOM
pOJIU HaC/IeCTBEHHBIX (paKTOPOB B BO3HUKHOBEHUH 3aboJie-
BanuA ABA0TcA [IM3H u HacesCcTBEHHO O6yC/IOBIEHHBIE
cuagpoMbl. PIDK B kadecTBe NEpPBUYHOMN OIyXOJH BCTpe-
4JaeTcsd B 5.2%, a B KayecTBe BTOpoM (CUHXpPOHHOU WK Me-
TaxpOHHOH oIyxonu) —B 6.9% [35]. 3amedeHo, 4YTO y My*X-
YUH GOJBHBIX PAKOM TIPOCTATHI, MOBHIIIAETCS PUCK BTOPOTO:
paka MOJIOYHOH >Kejie3bl, MeJIAHOMBI KOXKU U paKa JKelyAKa
[14]. CremyeT OTMETUTD, YTO B JUTEpaType CPaBHUTEIBHO
MaJIO IAHHBIX O CTEIIeHU pPUCKa BO3HUKHOBEHUA BTOPOU (u/
WY HOC/eAYIOMUX) 37I0Ka4eCTBEHHON OIyXOIH y OOJNBHEIX,
paHee jie4eHHBIX 110 osozy PITK.

JlpyTM [0Ka3aTelbCTBOM Ha/IW4YWA T'eHeTH4YeCKo-
ro ¢akrtopa B atuonoruu PIDK sBisgeTca BO3HUKHOBE-
Hue PIDK kak KOMIIOHEHTa HacC/IeACTBEHHOIO CHUHJPO-
ma HNPCC (hereditary nonpoliposis colorectal cancer)
[4,8,12,2125,,33,34] wiu kak nposBienue IIM3H [14,35].
Bonee 40 snet Tomy Haszaz Henry Lynch Brepsele coobrmun
o HabmogeHny crydaeB PIDK B Hac/ieICTBEHHO OTATOIEHHBIX
PaKOBBIX CeMbsX. He MCKII0YEHO, YTO 3TO MOXKET OBITh CBS-
3aHO C OOIMMM 3THONIOTHYecKUMU dakTopamu [10,17,18].
OTO MOIYYUIO NTOATBEPKeHNe B HECKOIbKUX [TOCIIeYIOINX
ucciefoBanuax [4,8,12,21,33,34]. Asropsl Brttodanu PIDK
B CIIEKTP BHEKUINIEYHBIX (3KCTpaMHTECTUHAIbHBIX) 3JI0Ka-
YECTBEHHBIX OIyXOJIel, XapaKTepHBIX /Ui CUHZApoMa JInHYa,
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)KypHan «3N10Ka4yeCTBEeHHbIe onyxoau»
Pak npepcratenbHoli xenesbl

Tabnuua 1. PacnpepeneHune onyxoseii N0 OpraHaM U CUCTEMaM NPV NepBMYHO-MHOXECTBEHHbIX 3/10Ka4eCTBEeHHbIX HOBOOOPa30BaHUSAX

Bcero Jlokanu3auusa BTOpPOi onyxonmn
nepBbixX
onyxonein

Jlokanusauums
onyxonu

Mpamas OGopgouHas Teno Leitka HAuunnkn Monoynas Xenygok Jlerkoe Mpep- Apyrue
KMLLIKa KMLLKA MaTKM  Matku xenesa cTaTenbHas nokanu-
xenesa 3aumu

y6a 17 6 6 - - - - 1 3 1

Koxa 28 14 8 1 4 1 - 1 - 2

LutoBua-Has 5 - 1 - 3 - - - - 1

xenesa

lMpencratensbHas 8 5 2 - - - - - - - 1

xenesa

Jlerkoe 8 2 1 - 1 - 1 - - 3

Xenynok 11 3 4 1 - - - - - 3

O6opoyHast 177 33 85 11 5 2 6 9 4 1 21
KULWKa

MpsiMast kuwka 120 22 44 9 2 4 2 11 1 3 22
Teno markn 33 4 1" - 5 5 4 - 4
LLleika maTkm 40 6 12 2 - - 6 - 14
ANYHKN 7 2 1 - 1 - 2 - 1

MonoyHasi 67 10 9 8 13 8 8 1 2 8

xenesa

KpoBb, 15 3 - - - - 1 5 - 6

nMmdarnyeckas

TKaHb

Mpoune 24 8 - - 6 - - 1 1 8

TMpumedanme: * —4mncno GoNbHBIX YETBIPEMS OMyXONAMM
oo —4KCN0 GOMBHBIX MSTHIO OMYXONAMM
A —41CTI0 BONBHBIX LIECTBIO OMYXONSIMM

Tabnuua 2. YacToTa 3n0kayecTBeHHbIX M J0OPOKaYeCTBEHHbIX HOBOOGPa30BaHuii cpeayu POACTBEHHUKOB NEPBOii CTENeHN POACTBa
npo6anpoe ¢ MM3H, ¢ cusapomom HNPCC u konopekTanbHbiM pakom (CCR)

Matonorus PopcTBeHHMKM nepBoi
y npo6anaa Yucno Yucno BosbHbie (%)
npo6aHpoB o6cneno- AKX PTK
BaHHbIX
MMV3H 543 3637 405 2a 3 6 119
(11.1£1.6) (0.11£2.3) (0.17+) (0.16) (3.3+1.6)
HNPCC 126 810 260 3 - - 112
(32.1+2.9) (0.8+6.3) (13.8+£3.2)
CCR 1788 12343 1341 2 - 1 262
(10.9+0.8) (0.03) (0.008) (2.1£0.9)
Monynsiums 0.063+ 0.12+ 0.56+
0.0019 0.0016 0.004

lMpumeyanme: * —p<0.05 (MO OTHOLLEHUIO K KOHTPOTIO)
1—yacTa BblYMCNIEHA M3 YMCA POACTBEHHUKOB-MYXUYMH npobaHaoB
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Pak I'Ipep,CTaTEJ'IbHOVI Xenesbl U HacneaCTBEeHHbIE CUHAPOMbI

Jlokanusauus nocnepyiowmx onyxonen Bcero

Mpamas kuwka

060p04Hasa KULLKA

ANYHUKM

MonouyHasi xenesa

Xenypnok

Opyrve

NoKanau3auun

nocneayoLmx
onyxonein

1 - 1 30
1 - - *oo 1
5
- - - - - 8
- - 8
1 - 12
4 rk gy My 1* 2 216
32
- 1 - *ofo 137
14 2
1 2 - 36
2 1 - 44
- - 7
- - 1 68
1* - - 1 18
- - 8

CTeneHu poacTBa

BonbHbie (%)

PTM PX
2% 8 15 % 41 2 16 51 71
(1.4£2.3) (0.4+2.2) (0.8+3.4) (1.4£2.3) (1.121.6) (0.6+1.7) (0.4%1.5) (1.4£1.7) (1.9+1.6)
24 1 13 20 18 20 6 19 2
(5.8.3.5%) (0.2) (3.145.0) (4.8+4.9) (2.2+3.5) (2.5+3.6) (0.7£3.7) (2.3+3.5) (5.8+3.5)
72 2 28 9% 188 21 87 261 300
(6.1£2.8) (0.4+1.3) (0.4+1.2) (1.5£1.2) (1.5£0.9) (0.20.9) (0.7£0.9) (2.1£0.9) (2.4+0.9)
0.13+ 0.17+ 0.07+ 0.46+ 0.28+ 0.009C 0.51+ 2,04
0.003 0.003 0.002 0.005 0.003 0.0005 0.004 0.006
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XypHan «3nokauyecTBeHHbIe ONyX0sn>

Pak npepcratenbHoli xenesbl

Tabnmua 3. YacToTa 3n0Ka4eCTBEHHbIX U fO00pOKaYecTBEHHbIX HOBOOOpPa30BaHWii Cpeau POACTBEHHUKOB NEePBOi CTeNeHn POACTBA
npo6aHpoB-myx4uH ¢ MM3H, ¢ cunapomom HNPCC 1 KonopekTanbHbIM pakoMm o

Martonorua Bcero
VAL R ES

Yucno Yucno
npo6aHpoB 006cnenoBaHHbIX

PopcTBEeHHMKM NepBOW
BonbHble (%)
] ¢

MM3H 206 1463 120 2 4 40 3
(8.2%) (0.14) (0.3) (0.3) (2.7£2.6) (0.4)
HNPCC 42 307 96 2 - 48 8
(31.3+47) | (1.3) (1.3) (15.625.2) (5.3+8.5)
CCR 878 6117 578 - - 123 35
(9.4%1.2) (2.0+1.3) (1.8+2.2)
Monynsums 0.063+ 0.12+ 0.56+ 0.13+
0.0019 0.0016 0.004 0.003

lMpumeyarme: 1 — yacTa BbIYUCIEHA U3 YMCNA POACTBEHHUKOB-MY)X4YUH NPoBaHI0B
o — Cpenu 2174 popcreeHHnkoB 337 npobanaoB-xeHiumH ¢ MM3H PIX 6bin Boigener Tonbko B 1 (0.05%) cnyyae.
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PopocnoeHas npobaHpa b. ¢ cuigpomom HacnepcreenHoro Henonunoavoro KonopekransHoro paka (HNPCC)
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Pucytok 1. PopocnoBHas 6onbHoro b. ¢ cunapomom HNPCC

HO JaHHBIEe O PacCIpOCTPaHEeHHOCTHU U pucke pasputua PIDK
OBUTA MTPOTUBOPEYUBBIMUA U €70 TOYHBIH PUCK OCTaeTCs He-
U3BECTHBIM. B Toxxe BpeMsa HekoTopeIMU aBTopaMu PIDK He
ObUT TPU3HAH KaK OAWH U3 IIPU3HAKOB IPOSBIEHUA CHHAPOMA
HNPCC [25,28]). Vicxoaa u3 npeAnochUIOK, YTO, acCOLiHaIus
PIDK ¢ HacneacTBEHHBIMUM CUHAPOMAaMM pakKa OCTaeTcs ellle
IJIOXO W3yYeHHOW, HaM INIPEeJCTaBJIIOCh BAXKHBIM OIIEHUTD
oTHOcuTenbHBIN puck PIDK u apyrux (BHEIPOCTATHBIX) OILy-
xoJsel B ceMbsx 6osbHBIX ¢ [IM3H u ¢ curgpomom HNPCC.
B Hacrosiee Bpemst PIDK mpoziomkaeT octaBaTbes 3a60seBa-
HHEM C HesICHOW 3THOJIOruel. Bolpoc 0 mpuYnHax BO3HUK-
HoBeHus PIDK u posu HacieCcTBEHHBIX GAaKTOPOB B UX pas-
BUTHU HA CETOAHSANIHUMN IeHb OCTAeTCs OTKPHITHIM. [ToaTOMy
TIPOCTOY BOMIPOC: «/IeHCTBUTENBLHO JIN PaK IMpeACTaTelbHON
JKeJIe3bl ABJAETCA HacaeAyeMbIM?» OCTaeTCA ellle OTKPBITHIM.

MaTepuajsioM AJig UCCIeLOBaHUA NOCIYKWUIN JaHHBIE
peructpa pakoBeix cemeil (PPC), BKJIIOYAIOIIMII CBeje-
HUS 0 560 60mbHBIX ¢ [IM3H u 126 manueHTOB C CHHAPO-
moM HNPCC, HaxoguBIIMXCS HA 00CAeZOBAHUN U JeYeHUN
BIIMCY UHcTtutyTe oHkomoruu Mongose ¢ 1 suBapsa 1977 1.
o 31-e gekabpsa 2013 roga, ¥ UX POACTBEHHUKOB MEPBOH
CTemeHu pofcTBa. Y Bcex GombHBIX ¢ [IM3H u cuHApPOMOM
HNPCC anartHo3s! 6bLTH MTOATBEPKAEHB MOPGOIOTHIECKH.

VaeHTudUKAIMA HACAEACTBEHHBIX CHUHAPOMOB, IPOBOAU-
Jlach B COOTBETCTBUU C YCTAHOBJIEHHBIMU MEXAYHApPOZ-
HBIMU KpUTEpPUAMHU, 1A KaKAoro u3 Hux. Jluarnos [IM3H
YCTaHABJIMBAJICA C NMPUMEHEHUEM KpUTepUeB, CHOPMYJIH-
poBanHbIX Billroth 8 1889 rozy (Lut. mo Neugut A.1. at al.,
1999). Kaxpgasa pozpocioBHasd ¢ curzgpomom HNPCC kiac-
cudpUIUpPOBaNach B COOTBETCTBUH C MOAUDUITMPOBAHHBIMU
amcTrepAamMckuMu kputepusamu [31,32]. VzyuyeHue cemeii-
Horo HakomuieHus PIDK mpoBogmioch Kak B CEMBSAX 0OJb-
Heix ¢ [IM3H, Ttak u B ceMbax ¢ cungpomom HNPCC. [lna
HMCKII0YEHHSA BO3MOKHOCTH CHCTEMATHYECKOTO CMEIeHUA
BBIOOPKHM OOJIbHBIX B CTOPOHY HAC/J€ACTBEHHO OTSATOIIEH-
HBIX CEMEU, KaXK/Jasi CeMbsI PErMCTPUPOBAJIACh Yepe3 OHO-
ro YieHa CEMbH, T.€. yTeM OJWHOYHOTO oTOOpa. M3-3a OT-
CYTCTBUSA TIOJHBIX U JOCTOBEPHBIX JaHHBIX O 3a00JIeBaHU
yV POZACTBEHHUKOB BTOPOM CTeleHU POJCTBA U NMPUUUH UX
CMepTH, B UCCIEZOBAaHUE BKJIIOYEHBI TOJBKO POJCTBEHHU-
KU TIepPBOIi cTeneHu poacTBa. Ocoboe BHUMaHUE YAEIAI0Ch
MTOATBEP)KAEHUIO AMAarHO3a OHKOJIOTUYECKOTO 3a00IeBaHUS
V POJACTBEHHUKOB I cTEmeHU pOACTBA: POAUTENEH, CUOCOB
(bpatbeB u cecrep), JeTel, KOTOPBIE 3aT€M BKJIIOYAJIHCh
B JlasibHeNmnii ananus. [TogTBepkeHNe MarHo3a oCyIecT-
BJISIOCH TI0 BHIMKCKAM U3 UCTOPUI 60J1e3HU POACTBEHHUKOB,
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CTeneHu poacTea

BonbHble (%)

Pak npepcrarenbHoil Xenesbl 1 HACNEACTBEHHbIE CUHLPOMbI

PX NM3H
5 5 2 10 7 8 18 15
(0.7) (0.7) (0.3) (0.7£2.8) (0.4822.8) (0.5£2.7) (1.2£2.6) (1.0£2.6)
1 4 2 5 11 7 5
(0.7) (2.74) (1.3) (1.626.3) (3.645.9) (2.346.1) (1.626.3)
10 35 81 11 42 140 101
(0.5+2.3) (1.8+2.2) (1.3£1.2) (0.18+1.3) (0.7£2.5) (2.2+1.2) (1.6+1.2)
0.17% 0.07+ 0.46+ 0.28+ 0.009+ 051+ 2.04+
0.003 0.002 0.005 0.003 0.0005 0.004 0.006

HaxoAUBIINXCA Ha ydyeTe B VIHcTUTyTe oHKonorUU. [Ipu OT-
CYTCTBUHU COOTBETCTBYIOLIEH MEAUIIMHCKON JOKYMEHTAIIHH,
MOATBEPKAAIONIEN AMArHO3, HCIIOJIb30BaJUCh aHAMHECTH-
YecKUe ZlaHHbIe, TIOIyYeHHbIE OT ABYX U 060Jiee pOJCTBEHHU-
KOB. B jajpHelilieM, Ha OCHOBaHUU OOGHApY)XEHHOTO MOJI-
HOT'O COBIIaZIEHUE CBEIEHUH, IIOJIYIEHHBIX CO CJIOB OOJIBHBIX
U U3 AOCTYIHBIX MeAULNHCKUX JOKYMeHTOB (CIIpaBOK, BbI-
MUCOK M3 UCTOpUi 60Je3HU, apXUBHBIX MaTePHUaIOB), aHa-
MHEeCTUYECKHe JaHHble CIMTAIUCh BIIOJHE OCTOBEPHBIMU.
B KauecTBe KOHTPOJS CIYKWIH TOMYJIAIMOHHBIE YaCTOTHI
yKa3aHHBIX 3a60IeBaHUI.

Cpenu 560 mpobangoB ¢ TIM3H 6bpuio 217 (38.7%)
myx4auH 1 343 (61.3%) xenmwmu (Tab.1). Y aTHX maiueH-
TOB OBUTH BbIsABIEeHBI 1181 omyxosb, U3 KOTOPBIX 642 — mo-
crenytoniye (BTOpble, TPETHU U T.Z.) OIYXOJH, B TOM YKCIIE
329 cuHXpoHHBIX U 313 — MeTaxpoHHbIX. CpeZiHUI BO3pacT
npobanzoB ¢ [IM3H — 65.4+1.7. Pacnpegenenve [IM3H
10 OpraHaM U CHUCTeMaM IIpeJCcTaBleHo B Tabmule 3. Y 60
(10.7%) 6ombHBIX OBUTH BHISBIEHBI 3 1 60OJI€e OTYXO0JIH, B TOM
gyucie y 44 (7.8%) 6GonbHBIX 0 3 omyxonu, y 11 (2.0%) —
o 4 omyxonu, y 4 (0.7%) —5 omyxosnel 'y 1-6 omyxosei.
Tompko y 12 (2.1%) manmeHTOB-MY)XYWH OfHA U3 OITyXO-
Jlell Topakaja MpeJCTaTeNbHYIO JKeye3y. Y HUX BBIABIEHBI
24 omyxonu. Y ABYX U3 HUX OIyXOJU ObUIM CUHXPOHHBIMU,
a y 10 — meraxpoHHbIMU. ¥ 8 nmanueHToB ¢ PIDK BTOpHIE
OITyXOJIV JIOKaJIM30BaIUCh: B TIPsAMO# kutike (5), 060404HOM
kuike (2) 1 MoueBoM my3bipe (1). B kauecTBe BTOpPOH OITy-
xonu PIDK Habmozamy y 4 manyieHToB: ¥ 3 ¢ paKOM IpsSMOI
KUIIKU U Y 1 — pakoM 0607049HOM Kuiiku. CpeJHUX BO3pacT
60pHBIX ¢ PTDK cocraBmn 59.2+2.2 net. Tonbko y 2 (0.3%)
MaIMeHTOB MEePBO OmyXxobio 65u1 PIDK.

KiIuHUKO-TeHeaJloTuyecKue CBeZEeHHUs YAalIoCh IIo-
JyauTh y 543 nanuentoB ¢ [IM3H, B Tom yucie y 206 npo-
6anzoB-MyxunH. Cpeau 3637 pOACTBEHHUKOB II€PBOH
cTeneHu pozcTBa npobanzoB ¢ [IM3H PIDK BhiABIEH Y 2
(0.11+2.3%), uro B 1.7 pa3a IpeBbIIIaeT NOMYIALNOHHBIN
puck (0.063+0.0019%) (Tab6.2). OTHOCUTENBHBIH pucK PIDK
JUI POZACTBEHHUKOB MAI[MEHTOB W3 CeMeH € CHHAPOMOM
HNPCC cocrassieT 0.8 +6.3% u npeBBIIIaeT TAKOBOU B KOH-
TposbHOM rpymie B 12.7 pa3 (p<0.05). Orta wacrora 6bUIa
HECKOJIbKO Bhie (B 2.2 u 20.6 pa3a) B ceMbsIX TOJBKO IIPO-
6aHOB-MYy>X4MH. [I7Is1 TOTO YTOOBI ONPEAETUTh KTO U3 POA-
CTBEHHUMKOB-MYKUHH TIEPBOII CTeleHU poAcTBa (oTell, 6par,
cbIH) Haubostee moaBepkeH PIDK mpoBezieHa olieHKa OTHOCH-

TEJIBHOTO PHCKA B CEMbAX NMpobaHAoB-Myx4nH. Cpeau 1460
POACTBEHHUKOB-MY»XUUH 206 mpobanzos ¢ [IM3H BbissBIeH
1 (0.14%) cnyuait PIDK —y cplHa. BeIABIE€HHbIE COYeTaHUA
PIDK ¥ KOJIOPEKTAJBbHOTO paKa MOTYT OBITh CIydaiiHBIMHU.
BmecTe ¢ TeM, Takue acCOLUAlMU MOTYT ABJIATHCA 4aCTBIO
ussecTtHoro cuHzpoma HNPCC.

Jlna OLleHKUM pHUCKa paka IpeAcTaTelbHOMN »Kesesbl
B ceMbax ¢ cuHzpoMoM HNPCC mpoBezeH peTpOCIeKTHB-
HBIl aHajuM3 ceMed, COOTBETCTBYIOIIMEe AMCTEPAAMCKUM
KpUTepusaM, u3 6a3bl JAaHHBIX Perucrpa pakoBBIX CeMER.
Takux cemeii okaszanock 126 (tab.2). B 42 cembsix npobaH-
JOB-My>4uH ¢ cuHazpoMoM HNPCC PITXK 6bLT BBIABIEH Y 2
(1.3%) poACTBEHHUKOB-MY)KUMH, YTO IIpeBBHIIIAET IOIYJA-
UOHHBIN puck B 20.6 pa3a (ta6.3). dtu gBa ciydas PIDK
GBUTM BBISIBJIEHBI Y ChIHA U OpaTa mpobanzoB. O6paiijaeT Ha
ceba BHUMaHUE TOT GaKT, YTO CpeJy POACTBEHHUKOB IEp-
BOU CTeNeHU POZCTBA B UCCIeLyeMbIX I'DYIIax IallieHTOB
OTMeYaeTcs BBICOKUN ypOBEHb HAKOILIEHHsd paKa OpraHOB
PeIpOAYKTUBHOM CHCTEMBl y XKeHIIMH: Tena Matku (1.4—
6.1%), monouHo¥ xee3n! (1.4-4.8%) u IIM3H (0.2-2.5%).
flpkuM IprMepoM BbIllle CKa3aHHOTO MOXET CIY>KUTb PO-
JocyoBHasA manuenta b. (puc. 1).

st Toro 4ToObl ONIpeAeNUuTb KTO U3 POACTBEHHU-
KOB-MYXUMH NEPBOM CcTeleHHW poAacTBa (oTel, O6paT, ChIH)
Haubosee moaBepsken PIDK mpoBeZieHa oljeHKa OTHOCH-
TeJHbHOTO pUCKA B CeMbAX MpobaHAOB-MyK4uH (Tab. 3).
Cpean 1460 pozacTBeHHUKOB-MyX4uuH 206 mpobaHg0B
c I[IM3H BoiaBnen 1 ciaygait PIDK. OTHOCUTENbHBIN pHCK
PITX cpezu poACTBEHHUKOB MalyeHTOB-My>X4uH ¢ [IM3H
coctaBui1 0.14%. B 42 ceMbax NpobaHAOB-MYKUUH C CUH-
apomom HNPCC PITXK 6bu1 BeisiBiieH ¥ 2 (1.3%) pozAcTBeH-
HUKOB (6paTa ¥ ChIHA), YTO MPEBHIIAET MOMYIAIUMOHHBII
puck B 20.6 pa3sa.

BBICOKMIT OTHOCUTENbHBIN pHCK 3aboseTh PIDK s
KPOBHBIX POJCTBEHHUKOB-MY>KYMH mpobangoB c¢ I[IM3H
u curzpomom HNPCC npeanosnaraer Haindue yHacae[OBaH-
HOI TeHeTH4YeCKU OOYCJIOBIEHHOM INpeApacronoKeHHOCTH
K pa3BUTHIO Goyie3HU. BMecTe ¢ TeM, CyllecTByeT MHEHUE,
YTO CeMeWHBIN U HaclIe[CTBEHHBI PaK IIPOCTATEI, 10-BUU-
MOMY, IPOSABJIAETCA KaK CalT-ClieNUpUIECKUi, a He SABIIAET-
Cs1 9acThIO JIIOOOTO APYroro M3BECTHOrO CHHAPOMA Haciel-
CTBEHHOTO paka [24,28].

YuuTeiBadA, 4TO Hallle KUCCIeJOBAaHUE OIDAaHUYEHO He-
GOJBIIMM YUCJIOM ceMelt, 3Ta pobieMa MOXKeT OBITh B Jajlb-
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Pak npepcrarenbHoM Xxenesbl

HelillleM BHOBb PacCMOTpeHa, Korja 6a3a AaHHBIX OyZeT mo-
MOJIHEHA JOIOJIHUTEILHBIM YKMCIOM HaOIIOAeHUH.

TakuM 006pa3oM, pe3yabTaThl HAIEro HCCIeJOBaHUA
IOKa3aay, 4YTO JJi WHJWBUAYYMOB, POACTBEHHUKU KOTO-
pbix nopaxkensl [IM3H u/unu Hacie[CTBEHHBIM HEIOJIUIIO-
3HBIM KOJIOPEKTAJIbHBIM PaKoOM, PUCK 3abosners PIDK B 2.2
u 20.6 pasa, COOTBETCTBEHHO, BHIIlIe 10 CPABHEHHUIO C TEMHU,
V KOTOPBIX HET CEMENHOIO OTATOIIeHUSA. DTU JaHHBIE CBU-
JETENbCTBYIOT O TOM, 4To cuHApoM HNPCC pgomkeH GBITH
BKJIIOYEH TpYINIy HAC/IEeACTBEHHBIX CHHAPOMOB IIOBBIIIEH-

HOro pucka pasBuTtud HacieacTBeHHoro PIDK. CxkpuHuHT
nanueHToB ¢ PIDK mMoxeT 6bITh 29$deKTUBHOM cTpaTerueit
IS BBIABJMEHUsA mManueHToB cuuzapoma HNPCC. Heo6xo-
JVMBI MOJIEKY/IAPHO-TEHETUYECKUE UCCIE0BAHMS, YTOOBI
OIlpe/ie/INTh F'eHETUYECKYI0 OCHOBY IIO/JIBEPXXEHHOCTHU K paKy
TpeAcTaTeNbHOU JKejle3bl B 3TUX CeMbAX. XOTA MOJIEeKY/ap-
HBIM MeXaHW3M U IaToreHe3 pakKa Ipe/CTaTeNbHOM JKele3bl
B OIMCAHHBIX CEMbAX OCTAETCAd HEW3BECTHBIM, €ro acCOLU-
amusa ¢ cuggpomoMm HNPCC ¥ CMHAPOMOM ITOJMHEOIUIA3UH,
ouyeBH/IHA.
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