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CHUHIPOM JIMHYA U CHOPAIMYECKUH KOJIOPEKTAJIbHBIN PAK:
KIIMHUKO-'EHEAJIOI'NTYECKHE OCOBEHHOCTH

Poccwuiickuit onkonornueckuit Hay4ynslid enTp uM. H. H. bnoxuna (nup. — akax. PAH M. U. laBeinoB) PAMH, Mocksa

U3 Mocroeckozo onkoeenemuueckozo pecucmpa omoopana 201 cemwvs, 20e 6viu cryuau paka moicmou KUWKY y
poocmeennukos I cmenenu poocmea, cembit HaxXoouIUCs oo Habnooenuem ne menee 5 iem. I pynna pazdenena na 3
nooepynnul. 6 cemeii — ¢ cunopomom Jlunua (nacredcmaennviii HenOIUNO3HbI PAK MOACMOU KUwKu), 36 — parkoguvle
cembvu, He cunopom Jlunua u 159 — Hepakogvie cembu. CpagHumenbHolll AHAIU3 NOKA3AT, YMO CEMbU C CUHOPOMOM
Jlunua 3nauumo omauuaromces om cemell 08yX Opy2ux NOOSPYNN No Credyiowum npusHakam: 1) omszoweHHocmo
paxom — boabHwl 6onee 60% poocmeennurog cmapuie 20 nem; 2) GblcOKAs 4ACTMOMA MHONCECHBEHHBIX ONYXONell Y
arcenuyun (57,1%); 3) 0b600ounas xuwika (nopasicaemcs pakom wawe, 4em npamas; 4) y jG#ceHuur pax meia Mamku —
8Mopas IOKAIU3AYUsL NOCe KOTOPEKMANbHO20 PAKd; 5) nepevie 310KA4eCmeeH ble HOB00OPA308AHUS BOZHUKAIOM HA
10—20 nem panvuie, u 60nbHBIE HCUBYM C ONYXONLIO HA 5—7 em Joabuie, yem 6 08yx opyeux epynnax, 6) 3a 5 nem
HabnooeHus Hogvie ciyuau paka 6osHuxau 8 50% cemetl y poocmeennuxos I cmenenu poocmea u 6 83% cemetl y poo-
cmeennuxos I—III cmenenu poocmea. Paxosvle cembis 0m HEPAKOGbIX OMAULANUC UL NO 00Uell OMALOUWeHHOCMU
paxom (PC — 35,6%, HePC — 12,5%) u no yacmome noswix ciyyaeg y poocmeennuxog I—III cmenenu poocmsa
(PC — 33,3%, HePC — 10,7%).

Knwuepbie cnoBa: cunopom Jlunua, HaciedcmeeHHbLil HeNOIUNO3HbLI KOTOPEKMATIbHBII PAK, PAKOGble CeMbll

LYNCH SYNDROME AND SPORADIC COLORECTAL CANCER: CLINICAL AND GENEALOGICAL FEATURES

A. P. Chudina

P. A. Herzen Moscow Oncology Research Institute, Ministry of Health and Social Development of the Russian Federation, Moscow

Two hundred and one families that had cases of colorectal cancer among first-degree relatives and had been followed
up for at least 5 years were selected from the Moscow Familial Cancer Registry and divided into 3 groups: 1) 6 families
with Lynch syndrome (hereditary nonpolyposis colorectal cancer); 2) 36 cancer families without Lynch syndrome; 3)
159 noncancer families. Comparative analysis has shown that the families with Lynch syndrome significantly differ
from those of two other subgroups in the following respects: 1) hereditary cancer loading (cancer cases in more than
60% of relatives over 20 years of age), 2) high incidence rates for multiple cancers in women; 3) more common cancer
involvement of the colon than the rectus; 4) cancer of the corpus uteri is a second malignancy after colorectal cancer
among women, 5) primary malignancies occur 10-20 years earlier with the tumor-specific survival being 5-7 years
longer than in the two other groups, 6) during a 5-year follow-up, new cancer cases occurred among first-degree and
first-to-third-degree relatives in 50 and 83% of the families, respectively. The cancer families differed from noncancer
ones only in general hereditary cancer loading (35.6 versus 12.5%) and in the rate of new cases in first-to-third
relatives (33.3% versus 10.7%,).

Key words: Lynch syndrome, hereditary nonpolyposis colorectal cancer, cancer families

Haxkomnenue ciydaeB paka TOJICTON KUIIKH (KOJIOPEKTab-
Hb1i pak — KPP) B cembsix MoxeT OBITH 00YCIOBICHO HACITe-
JIOBAaHHWEM OJTHOTO M3 MYTAaHTHBIX TE€HOB. JTO TIPEXKJIE BCETO
reHbl, CBA3aHHBIE C CHHAPOMOM HACJEACTBEHHOTO HEIIONH-
no3HorO paka Toncroi kuiku (HNPCC) — curnpomom JInn-
ya (renst MSH2, MLH1, PMS1, PMS2, MSH6 u nip.), a Taxxe
reHbl HACJICCTBEHHBIX IOJIUIIO30B JKEIYIOYHO-KHILIEYHOTO
TpaKTa, IIaBHBIM 00pa3oM CEMEHHOro ajeHoMaro3a TOJICTOM
kumike (reH APC). Puck BO3HUKHOBEHHS paka IpH CHHIPOME
JInHya u pu ceMeHOM aJIeHOMAaTo3€e COCTaBIsIET 0K 90%.

Jns xoppecnionnenuun: Yyouna Anna l[lemposna — KaHI. Meq.
HayK, Bel. Hayd. COTp. OTA. XMMHYECKOro KaHueporeHesa; 115478,
Mockga, Kammpckoe mocce, 1. 24; e-mail:chudina35@mail.ru.

TouHOe BBISIBIIEHHE HOCUTEISI MyTaHTHOTO T€Ha C TMTOMOIIBIO
MOJIEKYJISIPHO-TEHETUUYECKMX METOJIOB B HACTOSILEE BPEMS
HE MOXKET IIMPOKO MCHOJIB30BATHCS [IsI CKPUHHMHIA HACIEA-
CTBEHHO MPENPACIOIMKEHHBIX JIOACH B CBA3U CO CIOXKHO-
CTBIO ¥ IOPOTOBU3HOM MeTONUK. KITMHUKO-TeHearornaecKuit
aHaJIN3 POIOCIIOBHBIX HE TOJIBKO ITOMOTAET CY3UTh PaliOH I0-
KCKA JIUI] C BBICOKUM PUCKOM [T BO3MOXKHOTO IPOBEICHUS B
JTAJTGHEUIIIEM MOJICKYJISIPHO-TCHETUICCKON HMICHTU(HUKAIIWH,
HO BO MHOTHX CIy4asX J0 CHX IOp OCTAETCs] €INHCTBEHHBIM
JIOCTYTIHBIM METOJIOM BBISIBJICHUSI HACJIEACTBEHHOM IMpepac-
noJIokeHHOCTH. [103TOMY yCOBEPIIEHCTBOBAHUE 3TOTO METO-
J1a, yTOYHEHUE €r0 KPUTEPUEB aKTYaIbHO M0 Ceil IEHb.
[enpro HacTosiied paboThl ObLIO M3yYEHHUE CBS3H Ce-
MetiHoro HakoruteHuss KPP kak rmaBHOTO TpW3HAaKa CHHJ-
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poma Jluaua (cJlmaua) ¢ IpyruMu M3BECTHBIMU KPUTEPHUS-
MH, TaKUMHU Kak 0ojiee MOJIOZOI BO3pacT BO3HUKHOBEHMS
omyxony, OoJblIas MPONODKUTEIBHOCT KH3HU IIOCHe
YCTaHOBJICHUSI AWArHO3a, MEpBHYHAs MHOXXECTBEHHOCTh
HOBOOOpa3oBaHUH. OObEKTUBHOM OLIEHKON 3HaYeHus Iepe-
YHCJIEHHBIX KPUTEPHEB B HAILIEM HCCIIEIOBAaHUH MTOCITYKIIa
4acTOTa HOBBIX CIy4aeB 3JIOKaYECTBEHHBIX HOBOOOpPa30Ba-
HUM, BOSHUKIINX 32 BpeMS S-JIeTHEro HaOIoeHHUS.

Pabora mpoenena Ha Marepraiax MOCKOBCKOTO OHKO-
reHetuyeckoro peructpa (MOI'P), ¢yHkimonupyromero c¢
1990 r. mpu PoccuiickoM OHKOIOTHYECKOM HaydHOM LIEHTpE
uMm. H. H. brioxuHa 1 Ha 6a3e OHKOJIOTMYECKOro JUCIaHCe-
pa Ne 4 Mockgsl [2]. B MOI'P BiIrO9Y€HBI TaHHBIE O POIOC-
JIOBHBIX OoJiee 6 ThIC. OHKOJIOTMUECKUX OONbHBIX. CBeNeHU
TIOJTy4YeHBI B Pe3yNbTare MOYTOBOIO, PeKe TeNePOHHOTO HIH
JIMYHOTO ompoca 60abHBIX. OHKOIOTHYECKHE TUATHO3BI BCEX
poOAaHAOB M YacCTH POJACTBEHHUKOB BEPU(PUIMPOBAHBI IO
BBIITCKAM U3 CTAlIHOHAPOB, aMOYJIaTOPHBIM KapTaM U I10 JaH-
HBIM MockoBckoro kanmep-peructpa. C 1995 . mpoBoauTcst
MOHHUTOPHHT CBEAECHUH O CEMbSX, BKIIOUEHHBIX B PETUCTD 5
net Ha3aja u Oonee. CBeneHus o mpobaHIaX W HEKOTOPBIX
POJICTBEHHUKAaX CHadaJla YTOYHSIOTCS NO amOymaTOpHBIM
KapTaM U 1o 0a3e JaHHBIX KaHIep-perucrpa. CeMbsm, ¢ Ko-
TOPBIMH BO3MOKHO CBSI3aThCS Uepe3 MpOoOaHIOB WM POI-
CTBEHHHKOB, ITpeJIaraeTcs MOBTOPHOE aHKETHPOBAHUE.

N3 1185 moBTOpHO OIpPOIIEHHBIX cemel oToopana 201,
rae Bcrpevanuch OombHele KPP cpenu poncTBeHHHKOB
I crenenu poxctBa (Bkitouas nmpobanaa). Beibopka pasne-
neHa Ha 3 rpynnsl. B 1-1o rpynimmy Bouwiu 6 cemeii ¢ cJlunua.
310 5 cemeid, rae paHee ObLIM BBISABICHBI MyTallUd T€HOB
hMSH?2 (4 cembn) u hMLHI (1 cemss) [4], u 1 cembs, HE
HCCIIEeIOBaHHAs MOJIEKYJIIPHO-TEHETUYEeCKH, HO C THUIHY-
HOM KJIMHUKO-TeHealornueckoi kapTuHoit cJlunua. Bo 2-10
TPyIITy BOIILUTH 36 ceMeit, B KOTOPHIX OBLT0 3 cirydas u 6oiee
3JI0Ka4€CTBEHHBIX HOBOOOpazoBaHwuii (3H) pa3HbIx nokanu-
3auil y pOACTBEHHUKOB, Haxoasmuxcs B | cremenu pon-
CTBa K OJHOMY M3 OOJBHBIX, U TIOPAKEHHE KACaJOCh ABYX
noxojieHuil u 6onee. Hu nepBuyHas MHOK€CTBEHHOCTh, HU
BO3PAaCT BO3HUKHOBEHHs 3a00JICBaHUS HE YYHUTHIBAIUCH.
I'pymma o6o3HayeHa kak pakosble ceMbu (PC). 3-10 rpymmy
cocraBuiu 159 cemei, yclI0BHO 0003HaUE€HHBIX KaK HEPaKo-
Bble (HePC), xots B 72 u3 Hux Obutn 3H y 1—2 poacreen-
HUKOB | cTeneHun pojcTBa, He cuuTas MpoOaH/OB.

I'pynnsl cpaBHUBanM no 4acrore OonbHbIX 3H cpenu
POICTBEHHUKOB | cTemeHu pojacTBa, 4acTOTE MEPBUYHO-
MHOJKECTBEHHBIX ITOPAKEHUM, OTHOCUTEIBHOM YacToTe
paKa HEKOTOPBIX JIOKAJIM3aluii, BO3pacTy BO3HUKHOBEHHS
3H, npoIoHKUTENBHOCTH XKU3HU OOJBHOTO MOCIIE JUATHO-

CTHPOBAHHUS OIYXOJIH H YaCTOTE CEMEW C HOBBIMH CITy4YasiMU
paka. ITockonbKy ceMbu HaONIONAOTCA pa3HOE BpeMs, HO
He MeHee 5 JieT, B paboTe UCTIONb30BaHbl CBEACHUS, OTHOCS-
[IHEeCs TOIBKO K TOMY CPOKY HaOIIOCHHSI.

s aHanu3a M OLEHKM MOJYYEHHBIX PEe3yJIbTaToOB HC-
MOJIb30BAJIUCH CTaHAAPTHBIE OMOMETPHUECKUE METO/BI, Ma-
ket nporpamMMm Excel 5.0, a Takke HEKOTOPBIC METOJBI OH-
KOSIHIEMHOJIOT HH.

B cpaBHHMBaeMBIX Ipymnmax 4HCIIO POICTBEHHUKOB OBLIO
MPUONH3UTEIFHO OMHAKOBO. B cpeiHeM Ha ceMblo TPUXO-
JUII0Ch 5S—O6 POICTBEHHHUKOB, BKJIIOUas pobanaoB. Bo Bcex
rpynIax >KeHIIMH ObUTO OOJbIe, YeM MY>KYMH 3a c4eT O0JIb-
[Iero YKCIIa XEHIIUH cpeny mpobanaos. B rpymme cJlunga
npoOaHaamMu ObUTH TONBKO >keHIIMHBI. Hanbonee MHOTrOUMC-
JIeHHBIMU ObUTH ceMbU rpynnbl PC, HauMeHee — rpyNIsl
cJIuHYa, OJHAKO ATH pa3TUYKs CTATUCTUYECKH HE3HAYHMBI.

CemMeifHas OTATOIIEHHOCTh PakoM OLIEHHMBAjach IO 00-
el yactore OONbHBIX JH00bIMU 3H cpeau po/ICTBEHHUKOB
I crenenn poxcTBa. OHa OblTa HanbobIIEH B rpymme cJInH-
ya: K 1-i peructpanuu yactora OONBHBIX CpeAn BCeX poi-
CTBeHHHUKOB, Aocturmmx 20 net, cocraBisia 61,5%. D10
3HaYMMO BBIIIE aHAJIOTHYHOM dacToThl 3H y poncTBeHHH-
KOB B ABYX Jpyrux rpymnmnax: 35,6% B rpynne PC u 10,5%
B rpynne HePC (p < 0,01). Bo Bcex rpynmax gacrora 00Jb-
HBIX CpeIy >KEHIIUH ObLIa HECKOJIIBKO BHINIE, YeM CpeIH
Myx4uH. HanOomplass 4acToTa OHKOJIOTHYECKUX OOJIBHBIX
ObUIa cpeay KEHIIWH U3 Tpynisl cJlunya (66,7%).

OnmHUM ©3 TIPU3HAKOB HACJIEACTBEHHBIX (OpPM paka
CUMTAETCs] BbBICOKAas YacTOTa MHO)KECTBEHHBIX IOpaXe-
Huil. Ilo naHHBIM pasHBIX aBTOPOB, YACTOTa INEPBUYHO-
MHOXKECTBEHHBIX  3JI0KaUE€CTBEHHBIX  HOBOOOpa30BaHUil
(ITM3H) cpenn OHKOIOTHYECKUX OOJILHBIX KoJeOnercst oT
0,04 mo 11% (uame 3—6%) [3]. B Tabn. 1 npencraeneHa
gactota [IM3H y npo6aHoB 1 poJACTBEHHHUKOB | cTeneHn
POZACTBA B UCCIIEJOBAaHHBIX HAMH IpyIIIax.

B rpynne HePC uwactora 6onpnbix ¢ IIM3H npumepno
COOTBETCTBOBAJIA JIAHHBIM JINTEparypsl (Konebanack ot 2,6
10 9,3%). Beero u3 243 GonbHBIX 3TOH rpynnsl y 14 Oblian
[IM3H (5,8%). B rpynne PC wactora npobannos ¢ [IM3H
OBbLIa HECKOJILKO BBIIIIE IT0 CPABHEHHUIO C IPOOAHIAMHU TPYII-
el HePC, HO oHa oka3ajach HEOXKWJIaHHO HHM3KOH y poi-
CTBEHHHKOB — TOJIbKO 1 ciydail Ha 68 OonpHBIX. Beero u3
103 6obHEIX y 6 (5,8%) uenoBek Obutr [IM3H, T. €. Tpynma
PC B nenom we otnnyanack ot rpynmnsl HePC.

B rpynne cJlunya vactora GombHbXx ¢ [IM3H Obina
BBICOKOH Y KEHIIWH, KaK MPOOaHI0B, TaK W POICTBCHHHUII
(cootBercTBenno 50,0 u 62,5%). Paznuune ¢ HePC u PC
craructuaecku 3HaduMo (p < 0,01). 13 8 OOJBHBIX MyX-

Tabnuma 1

Yacrora 60abHbIX ¢ [IM3H no 1-if peructpauuu cembu (NpodaHabl M poacTBeHHUKH I cTenenn poacrea)

Yacrora 6onbHBIX ¢ [IM3H*

I'pymnma (uucno cemeit) Bonbubie npobaHabl ponctBeHHMKH | cTeneHn poacTea
JKCHIIUHBI MYKYUHBI JKCHIIIUHBI ‘ MY>KYUHBI
cJlunua (6) Bcero 6 0 8 8
C IIM3H 3 5 1
(% +m) (50,0 +22,4)** (62,5 + 17,1)*** 12,5+ 11,7)
PC (36) Bcero 20%%* 6 38 30
CIIM3H 4 1 1 0
(% + m) (13,8 +6,4) (16,7 + 15,2) (2,6 +2,6)
HePC (159) Bcero 116 43 46 38
CIIM3H 6 4 3 1
(% +m) (5,2+2,1) 9,3 +4,4) 6,5+ 3,6) (2,6 +2,6)

IIpumeuanue.* —uyacrora 6oabpHbIX ¢ [IM3H paccunrana Ha ob1ee yucio 60ibHbIX; ** — pasnnuue ¢ rpynmnoid HePC nocrosepho (p <0,01);
**% _ pasnuune ¢ rpynmnamu PC u HePC noctoBepHo (p < 0,01); ** — y 1 npoGania-KeHIHHbI ObLIO 100pOKaYeCTBEHHOE HOBOOOPA30BaHME.
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YKH B 3TOH rpynne toibko y 1 bt IIM3H (3 KPP). ITony-
YEHHBIN pe3yNIbTaT, BO3MOXKHO, CBUIETENILCTBYET O TOM, UTO
BbIcokast yacrotra [IM3H xapakTepHa TOIBKO AJ1s1 OOJIBHBIX
keHIMUH ¢ cJluaua. OpHaKo HENb3d MCKIIOYHTH, YTO TPH
OosibllieM 4HciIe HAOMIOOEHUH U Y MYXKYHH C CHHIPOMOM
yactota [IM3H okaxercs nosbimenHol. Beero u3 22 60mb-
HBIX Y 9 (40,9%) 66111 IIM3H.

B Teuenne 5 ner HabmoneHus y OONBHBIX U3 BCEX TPEX
rpymnI BO3HUKAIU MOBTOpHBIE cinydyan 3H. D10, oqHako, He
TIOBJIMSIIO CYIIECTBEHHO Ha PE3yJbTaThl: KaK M IPU MEpBOi
peructpanuu, HanOonpmas gacrora [IM3H Obuta y xeH-
LIMH W3 Tpynnbl cJIuHYa 1 He OBUIO CYIIECTBEHHBIX Pa3iiu-
ynii mexay rpynnamu PC u HePC.

AHanu3 oTHOcUTeNbHON yacToThl 3H HEKOTOpBIX JIOKa-
TU3anui y )KEHIIMH U MYKYHH TIPEJICTaBIeH B Tabd. 2 u 3.

B anamm3 Brimtouens! 3H, Bo3Hukmme 1o 1-# perucrpa-
IIUM CEMbH, a TakKe B TeueHue 5 jeT Habmonenus. [Ipu nep-
BUYHOM MHOXECTBEHHOCTH KaXk[asl OIyXOJb YYHTBIBAJIACh
otzenbHo. Ilockonbky Bce 3 rpymmsl oTOMpanuch 1o IpH-
3HaKy HaJW4us OOJBHBIX PakoM OOOIOYHON H/WIN HPSAMOM
KHIIIKH, 3TH OITyXOJIM COCTAaBIISUIM OONBIIMHCTBO. Hekotopeie
JIOKAIM3aIK TPEACTaBIeHb 1—2 ciydasiM, B TaOJHIIBI
OHH BKJIIOUEHBI TOJIBKO B OOLIYI0 CYMMY HOBOOOpa30BaHUIH.

B HepakoBBIX CeMbsX paK 00OIO0YHOHN M MPAMON KHUIIKH
BCTpEYaJICs C OAMHAKOBOM 4acToTO|: 10 32% y KEHIINH U
1o 33% y myxuuH. B rpynne PC y MyxuuH Takxke Oblia
OJIMHAKOBOH YacToTa paka 000I0YHOM 1 MPSMON KHIIIKH, TIO
27,5%, a y KeHIIUH HECKOJIBKO darie ObUT pak 000109HOH,
yeM npamoil kumku (24,7 u 16,9%). Ilo cratuctuueckum
JaHHBIM O CTPYKType 3aboiieBaeMocTH pakoM B Poccum u
crpanax CHI 3a 2003 r., y My>4uH pak 000104HOI U mps-
MOW KHIIKH UMEET NMPUMEPHO OAMHAKOBYIO 4acToTy (5,4 u
5,0%), a y KEHIIUH HECKOJIBKO OONblIee MECTO 3aHHMAET
pax oboxounoii kumku (6,8 u 5%) [1].

B rpynne cJluHua ¥ y >KE€HIIUH, U y MYX4YHH pak 000-
JIOYHOM KHIIKHU BCTPEYasICs 3HaUUMO Yallle, YeM paK mpsMoit
KHIIKH, COOTBETCTBEHHO Yy *eHuuH 31,3 u 12,5%, a y myx-
ynH 66,7 u 25%. Ilo-Bunumomy, 3TO CBsi3aHO c Ooiee ya-
CTBIM IOpPa)KEHUEM ITPOKCUMAIIBHOTO OT/ENa TOJICTON KHIII-
KH TIPY HACJICACTBEHHOW (hOpME KOJIOPEKTAIBHOTO paka. 13
JOpYTHUX JOKaJIN3alUi paka B rpyImmne cJInH4a y My»X4uH ObL1
TOJBKO | cy4ail — OIyXOoJb TOJIOBHOTO MO3ra. Y >KEHIIUH
n3 rpynmnsl cJInHYa 2-e MecTo 3aHUMaeT pak Teja MaTKu —
18,8%, 4TO IOCTOBEPHO BBIIIE YACTOTHI ATOH (HOPMBI paka
B rpyne HePC — 3,4% (p < 0,05). B rpynmne PC 6onpioe

MECTO 3aHUMAEeT paK MOJOYHOM xene3bl — 16,9%, a Takxe
pak anuHuKoB — 9,1%. B 3T0i1 rpymnne yacts cemeid, Bo3-
MOJKHO, UIMEET CHH/APOM HACJEJCTBEHHOTO PaKa MOJOYHOM
xene3bl u ssuaHnkoB (BrCal).

Mormnonoii Bo3pact BozHukHOBeHust 3H u Gosnbinast mpo-
JIOJDKUTENBHOCTD JKU3HU C OIYXOJbIO TAaKXKe CUHUTAIOTCS
MpU3HAKaMH HACJIEICTBEHHOTO paka. J[aHHBIe O cpeqHeMm
BO3pacTe BOZHUKHOBeHHA 3H UM NpomoIKUTEIbHOCTH KU3-
HY C OIYXOJIbIO MTpeACTaBIeHEI B Ta0I. 4.

B cBozKy BKIIFOUEHBI T€, KTO yKe ObL1 00JeH K 1-i peru-
cTpanuu cembd. [Ipy mepBUYHON MHOXKECTBEHHOCTH y4H-
TBHIBAJICS BO3PACT BOZHUKHOBEHMSI IIEPBOI OIMYXOJIH.

B cpennem nepsble 3H y uneHoB cemeil uU3 Tpymbl
cJlnnua Bo3HuKanu Ha 10—20 ner pasblie, 4eMm y poa-
CTBEHHMKOB W3 JIByX JPYyTHMX TPYIII: CpPEeIHHUIl BO3pacT B
rpynne cJlunua 44—48 ner, B rpynne PC 54—66 ner, B
rpynre HePC 54—64 ropa. Paznuuus 3aaunmet (p < 0,01).
B T0 xe Bpems B rpynnax HePC u PC Betpeuanuce u oueHb
MoJonsie (22, 23 rona), u o4eHb cTapsbie (87, 93 rona) 60ib-
Hble. B rpynne cJluHua Bo3pacTHON pa3dpoc OBl MEHBILIE:
MUHUMaJbHBIA Bo3pacT 30 j1eT, MakcUMaJbHbI — 69 neT.
B rpynne cJIunua 601b1IMHCTBO 00IBbHBIX 3a00senu 1o 50
net: 71,4% >xxenuwmH u 87,5% myxuud. IIpu stom 21,4%
JKEeHIIMH U 25% My4uH 3a0onenu B Bozpacte 10 40 net.
B aByx Apyrux rpymnmnax KapTHHA MPsIMO MPOTHBOIIOIOXKHA!
70—80% OGonpHbIX 3a0071emu nocie 50 jgeT u U3 HUX 00Jb-
MIMHCTBO 3abomnenu nocne 60 net. B a3tux rpynmnax actora
Tex, KTo 3a0onen 1o 40 set, He mpesbimana 10%.

ITponOmKUTENbHOCTh KHU3HU C OIYXOJbI0 — IIOKa3a-
T€Jb, KOTOPBIA 3aBUCUT OT MHOTUX NMPUYHH, U TPEXKJIE BCe-
TO OT YPOBHSI MEIWIMHCKOHN ITOMOIIM B MECTE M BO BpPEeMs
poXkuBaHus 3a0oeBuiero. Ho mockoabKy aHanu3upyeMble
CEMBH B3STHI U3 OTHOTO UCTOYHUKA, OBLIIO COYTEHO BO3MOXK-
HBIM TIPOAHAJIM3UPOBATH U 3TOT TOKa3aTelb. Vcroap30BaHbl
JaHHBIE O TeX, KTo 3a0onen a0 1-it perucrpanuu cempu. I1o-
Ka3areslb pacCYMTaH OT YCTAHOBIEHHS TMarHo3a 10 CMEPTH
00BHOTO, a JUIS TEX, KTO JKMB, BKIIOYasl S-JIETHUH IEPHOA
nociie 1-it peructpanuu cempu (cM. Tadm. 4).

HauGonpmas cpeqHsis MpOAODKUTEIBHOCTh JKU3HH C
OTIyXOJIbI0 ObLTA y >KEHIIMH-NIPOOaHA0B M3 rpynmsl cJIuH-
ya — 14,8 rona. bonpHble pOACTBEHHUKU U3 ATOW IPyMIIbI
TaKKe KUJIU JOJIbLIE 110 CPABHEHUIO C POACTBEHHUKAMH M3
nByx apyrux rpymnm (p < 0,05). O6pamaer Ha cebst BHUMA-
HHUE TO, YTO BO BCEX IPYIIax MPOAOKUTEIBHOCTD XKU3HU
npobaHoB ObuIa OOJIBIIE, YeM POACTBEHHUKOB. B kauecTBe

TaGnuuma 2
OtHocuTenbHas YacToTa 3H HEKOTOPBIX JTOKAIH3ANMI Y KEHIIIHH
POK PIIK PTM PA PMX
I'pynna Bcero*
abc. % abc. % abc. % abc. % abc. %
cJlunya 10 31,3+£8,2 4 12,5 £ 5,9%* 6 18,8 &£ 6,9%** 3 9,4+52 2 6,3+4,3 32
PC 19 24,7+17,9 13 16,9 +4,3** 5 6,5+2,8 7 9,1+33 13 169+43 77
HePC 57 32,0+3.,5 57 32,0+3.,5 6 34+1,4 6 34+1,4 16 9,0+2,1 178

[Mpumeganue. POK — pak obonounoit xumku, PIIK — pak npsmoit kumku, PTM — pak tena marku, PSI — pak stmaankoB, PMOK — pax
MOJIOYHOH 2KeJle3bl; * — B TOM 4uciie Apyrux JIokanusauui; ** — pasznanuue ¢ rpynnoit HePC nocrosepHo (p < 0,01); *** — paznuuue ¢ rpynmnoit

HePC nocrosepHo (p < 0,05).

Tabnuua 3
OtHocuTeIbHas YacToTa 3H HeKOTOPBIX JIOKAIM3ALMIl y MYKUYUH
POK PIIK PX PIDK PBpJ1
I'pynna Bcero*
abc. % abc. % abc. % adc. % adc. %
cJIlunua 8 66,7 £ 13,6%* 3 25,0+ 12,5 0 0 0 12
PC 11 27,5+7,1 11 27,5+17,1 3 75+42 4 10,0 £4,7 2 50+35 40
HePC 31 33,0+4,9 31 33,0+£49 13 13,8 +3,6 2 2,1+1,5 6 6,4+25 94

IMpumeuanue. POK — pak obomounoit kuuiku, PITK — pak npsmoit kutuku, PXK — pak xenymka, PIIDK — pak momkenyqouHO# xKemnesbl,
PbpJI — pak GPOHXOB U JIETKOTO; * — B TOM YHCIIE APYTUX JOKanm3anuii; ** — pasnmuane ¢ rpymmamu HePC u PC nocrosepro (p < 0,05).
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Tabnuma 4
Bo3pacr Bo3HnkHOBeHusi 3H 1 npo0/KHTEILHOCTD KU3HH 00bHBIX (M + m)
IpoGanabt PoncrBennuku I crenenn poacrsa
Ipynma JKEHILMHBI MY>KUMHBI SKEHIIMHBI MY>KUMHBI
6::::11:1)( YHCIIO JIeT 6:)[;?:1];)( YHCIIO JIET 6§§:§;x YHCIIO JIET 621?::11:1)( YHCIIO JIET

cJlunya:

Bo3pact* 6 43,5 £2,6%** 0 0 8 47,8 £ 4,4%** 8 43,5 £2,6%**

TIPOJOJKUTEIIBHOCTD XKU3HU** 14,8 + 4,74 10,2 + 2,8%* 9,3 £4,24*
PC:

Bo3pact* 29 53,8+1,8 6 58,7+3,9 38 60,8 +2,4 30 65,7+2,8

MPOAOKUTEIBHOCTD JKH3HU** 93+1,2 9,3+2,6 43+1,1 1,9+0,4
HePC:

Bo3pact* 116 54,0+ 1,1 43 57,0+ 1,4 46 643+22 38 62,8 +2,0

MIPOJOKUTEIBHOCTD XKUZHU* ¥ 9,6 +0,6 8,1+£0,7 29+1,0 2,4+0,7

Ipumeuanue. * — cpequuii Bo3pact BosHHKHOBeHMs mo6oro 3H. ITpu IIM3H Gepercs Bo3pacT nepBoii oImyXomnu; ** — IpomomKUTeIbHOCT
’KU3HH OT NIEPBOTO OHKOJIOTMYECKOT0 ANArH03a 10 CMEPTH, a JUIsl )KUBBIX — BKJIIOYAsl S-II€THHUI NepHoJ Iocie 1-1i perucTpauu ceMby; *** — pas-
mauue ¢ rpynnamMd HePC u PC nocrosepro (p < 0,01); “* — pasnuune ¢ rpynnamu HePC u PC nocrosepo (p < 0,05).

Tabunuma 5

Yacrora cemeii ¢ HoBbIMU cay4yassMu 3H y KpoBHBIX pOICTBEHHUKOB H MPOOAH/A0B 32 S-j1eTHHI Mepuo] HA0II01eHuUsI

YacroTa ceMeil ¢ HOBBIMH cirydassmu 3H

I'pynna cemeit Bcero cemeit

Y POICTBEHHHUKOB | cTeneHu poscTBa U NpodaH10B

y poncreHnukos I—III crenenun pozxcTsa 1 npodaH10B

aoc. % abce. %
cJlunua 6 3 50,0 +20,4* 5 83,3 £ 15,2%*
PC 36 5 13,8+5,8 12 33,3 +7,9*%
HePC 159 13 82+2,2 17 10,7+2,5

IIpumeuanue.* — pasnuune ¢ rpynnoit HePC nocrosepHo (p < 0,05); ** — pazmuuue ¢ rpynnamu HePC u PC nocroepno (p <0,01).

00BACHEHUS MOXKHO MPEION0KNUTh, YTO Ha aHKETUPOBAaHHE
¢ OonbIlel 0XOTOM OTBEYAIOT OOJBHBIE C OIArONPHUSITHBIM
TeueHneM 3a0oreBaHust. BO3MOXKHO Takke, 4T0 MpoOaHIbI
He BcerJa TOYHO OCBEIOMJIEHBI O CpOKax Hauyana 3aboJieBa-
HUS Y POACTBEHHUKOB.

Hosrie 3H Bo3HmKanm B ceMbsix Bcex Tpex rpymm. B
Tabi1. 5 mpeJcTaBleHbl JaHHbIE O YacTOTe CeMel, B KOTOPBIX
HoBble 3H nuarHocTupoBaHbl y IpoOaHI0B U KPOBHBIX POJI-
ctBeHHUKOB [—III cTenenu poacTBa B TeUueHUE S JET.

Ecny y4nuThIBaTh TOJMBKO NPOOAHIOB U POACTBEHHUKOB |
CTENEHHU pOoJCTBa, TO HOBbIE ciryyan 3H Bo3Huknu B 50% ce-
Mmei rpynmnsl cJluaya, B 13,8% cemeit rpynmst PC u B 8,2%
cemeii rpymmel HePC. Pazniuunst 1ocTOBepHBI TOIBKO MEX-
ny cJlunya u HePC (p < 0,05). B rpynme cJlunua nosie 3H
BO3HUKJIM JIUIIb Y T€X, KTO ObLT paHee 0osieH (BTOpbhle—Tpe-
TBU OIyXO0JH). B IByX Apyrux rpymnmnax ObUIM Kak IOBTOp-
HblE, TaKk ¥ nepBuYHbIe ciydan 3H. MoxHo npeamnonarars,
YTO B CEMbsIX ¢ cJIMHYA MPaKTUYECKH HE OCTAIOCH HOCHUTE-
JIel reHeTHYeCKU 00yCIIOBIEHHOM NPepacioNoKeHHOCTH K
paky (HeKomy OOJIeTh).

Ecmu yunThiBaTh M Oojiee OTHATEHHBIX POICTBEHHHKOB
(mo III cTerenun poacTBa), 0 KOTOPBIX COOOMIANN POOAH/IbI,
To HOBble 3H Bo3HuKIM B 83% cemeil rpynnsl cJluHua, B
33% cemeii rpynmst PC 1 B 13% cemetit rpynmst HePC. Pas-
JUYUS JOCTOBEPHBI MEXIY BceMu rpymmamu (p < 0,01).

3akjoueHune

[IpoBenenHoe uccienoBaHue IMOKa3aio, yTo Ipu cJIuH-
4ya yactora O0onpHbIX 3H cpeam poxctBeHHuKoOB | creneHu
ponctBa nocruraer 60% u Gonee. bomee yeM y TNOIOBUHBI
OOJBHBIX KeHUMH u Yy 12,5% MyX4YHH MOpakeHHe HOCHT
MHOXECTBEHHBII Xapakrep. OcOOEHHOCTBIO CIIEKTpa HOBOOO-
pazoBaHmii y OonbHBIX ¢ cJInHYa sBIsieTcst Ooliee yacToe Imo-
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paxkeHre 000I0YHOM KUILIKH 10 CPABHEHHIO C TIPSIMO# KHIIIKOH
1 IIOBBIILIIEHHAs! YacTOTa paka Tesia Matki. HoBooOpa3oBaHus y
4iieHOB ceMeit ¢ cJluHua Bo3HMKaoT Ha 10—20 ner panble,
YeM y POJCTBEHHHKOB M3 CeMel 6e3 CHHIpOMaJIbHON MaToMo-
ruu. B sroii rpynne monoxe 50 siet 6pu10 71—88% OONBHBIX,
a monoxe 40 sier 21—25%. B nByx npyrux rpynmnax kapTuHa
psMO  TIpoTHBOMONIOKHA: 70—80% OONBHBIX 3a00JeNu To-
cae 50 ner, 1 U3 HUX OONMBIIMHCTBO — Mocie 60 ner. B atux
rpymIiax 4acTora Tex, KTo 3adomnen 1o 40 Jet, He mpeBbIiaia
10%. CpemHsisi IPOIOIDKUTETBHOCTE )KU3HH C OITYXOJIBIO 00JTh-
HBIX U3 rpynmel cJInH4a Ha 5—7 net Oorblie 1Mo cpaBHEHUIO
¢ OonpHBIMM M3 JBYX npyrux rpynn. Hakowen, Hoeie 3H B
ceMbsIX ¢ cJInHYa B TedueHue S JIeT BO3HUKAIOT 3HAYMMO Yallle,
YeM B ceMbsX ABYX Apyrux rpymi. B rpynne PC HoBbIe cirydan
3H Bo3nukanu Heckonbko yaile, yeM B HePC, HO moctoep-
HBIM OTJINYME CTAHOBUIIOCH JIMIIH B TOM CITy4ae, €CIIM yUHTHI-
BajMch poacTBeHHUKH A0 11 crenenu poncrea. B nenom rpyn-
1a, BUAMMO, JOBOJIBHO Pa3HOPOAHA M B OOJBLIMHCTBE CBOEM
COCTOHT W3 CEMEH, B KOTOPHIX HAKOIUIEHHE 3 CIIydaeB paka u
6oree 00yCIIOBIEHO AEHCTBUEM HECKOIBKMX T€HOB (IIOIUI€H-
HBIA THUIT HACIIEIOBAHKS), & TAKXKE BO3ICUCTBUEM (HaKTOPOB
cpenbl. O4EeBUITHO, YTO TOJBKO MPH YCTAHOBJICHHON MOHOTEH-
HOH HaclelyeMOCTH Bce JeKJIapupyeMble NpU3HaKU Haciell-
CTBEHHOIO paka IPOSBIIIIOTCA B TIOTHOM 00beMe.

JIUTEPATYPA

1. 3nokadecTBeHHBIe HOBOOOpa3oBanus B Poccun u ctpanax CHI' B
2003 . — M., 2005.

2. Yyouna A. II. // Bomp. onkon. — 2004. — T. 50, Ne 5. —
C. 540—543.

3. IOpun A. I’ // Bonp. onkon. — 2003. —T. 49, Ne 3. — C. 376—382.

4. Maliaka Y. K., Chudina A. P, Belev N. F. et al. // Hum. Genet. —
1996. — Vol. 97. — P. 251—255.

Tloctynuna 11.05.11



