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NMpepucnoBue

IIpenpinyiee U3naHue CpaBOYHMKA MO OHKOJIOTMU BBILLIO B CBET
B 1996 I. 1 OBLIO BCTPEUYCHO C GOJBIINM MHTEPECOM OHKOJIOTAMU U Bpa-
yaMU APYIUX CHelranbHOCTel. 3a ucrekiure 10 JeT OHKo0rust 00oraTu-
JlaCh HOBBIMU JAHHBIMU B OO0JIACTM SIMIASCMUOJIOTUHU, MPOMUIAKTUKI
1 MOp(DOJOTUM paKa, OBUIM MPUHSTH HOBBIC KPUTEPUU KIMHUUYECKOM
Ki1accuduKalny 310Ka4eCTBEHHBIX OIyXOJIeil, 3HAYUTEIbHO PaCIIUPH-
JIMCh BO3MOXHOCTU MX MHCTPYMEHTAIbHOM TUAarHOCTUKH, ONIPEICININCH
HOBBIC HAIPABJICHUS B TAKTUKE JICYCHUS OOTBHBIX, CTPAJarOIINX JaHHOI
marojiorueii. Bece 310 MoTpe60OBao OCHOBATEILHOTO OOHOBJIEHMSI MaTe-
puajia CIpaBOYHUKA, KOTOPBI IPEICTaBICH C yYeTOM COBPEMEHHBIX
JAHHBIX O YAaCTOTEC BOBHMKHOBEHMSI, KIACCU(PUKAIMOHHBIX MPUHIINATIAX,
KIMHUYECKUX MPOSIBJIEHUSIX OIYXOJIei 1 JIe4e0HO-IMarHOCTUYECKHIX Me-
PONPUSITHSIX, IIPOBOAUMBIX OOJIBHBIM C Pa3IUYHBIMU HO30JOTUYEeCKUMU
dbopMaMU 3T0KaYECTBEHHBIX OITyXOJIEH, a TAKKE C TIPEIOITYX0JIeBBIMU 3a-
0oJIEBAaHUSAMM U JOOPOKAYECTBEHHBIMU OIyXOJIIMU. M3MeHMICs aBTOp-
CKUII KOJUIEKTUB, B COCTaB KOTOPOTO IOMHMO COTPYIHHMKOB KaceIphbl
OHKOJIOTMM Poccuiickoii MeAWIIMHCKON aKaaeMWUM MOCICAUTIIIOMHOTO
00pa30oBaHUsI BOILIUTA BEAYLIME OHKOJIOTM POCCHIICKOrO OHKOJIOTMYECKO-
ro HayyHoro HeHtpa um. H.H.biaoxuna PAMH.
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I. OBLLIASI HYACTb

Masa 1. dnuaemuonorusa
3/10Ka4eCTBEeHHbIX HOBOOOpa3oBaHUN

ExeronHo B mupe peructpupyercss 10 MJIH. HOBBIX ClydaeB paka U
6osee 6,2 MJTH. cMepTell OT 3TOro 3abojieBaHUs. Ha pa3BuUThIe CTpaHBI
npuxoautcs 4,7 MiTH. 3a6oneBimx. CTaHIapTU30BaHHbBIE TTOKA3aTeNI 32~
00J71€BacMOCTH B PA3JIMYHBIX CTpaHax BapbUpPOBaId y MYXUYMH OT
95—100°/ 00 (B Mamu, Munonesuun, Muaoun) no 320—405°/,.... B Poccumn
B 2003 1. BBIAABIIEHO 455,4 ThIC. OOJIBHBIX C BIIEPBHIE B XKU3HU YCTAHOBJIEH-
HBIM IMarHO30M 3JI0KaYeCTBEHHOIO0 HOBOOOpPA30BaHMSI, YTO COOTBETCT-
ByeT peructpauuu 1245 cinydaeB 3a0oseBaHU exeqHeBHO. Cpenn MyX-
CKOTO HaceJIeHUsI HanboJiee 9acTO perMCTpUPOBATIUCH PaK JIETKOTO, XKe-
JIyIKa, KOXHU, TPeACTaTeIbHOM XeJie3bl, 000J0YHOM U MPSIMOM KUILIKH,
cpenu XEeHCKOTO — paK MOJIOUHOM XKeJe3bl, KOXHU, XeJTyIKa, 000T0IHOM
KUIIKA, IEeHKU 1 TeJla MaTKH.

CpenHuit BO3pacT O0JIbHBIX C BIIEPBbIE B XKM3HU YCTAHOBJIEHHBIM M-
arHo30M 3JI0KauYeCTBEHHOTO HOBOOOPa30BaHUSI MUHUMaJICH B MoJiioBe,
Typkmenuu u Y3bekucraHe, OTHOCUTEIbHO BbICOK B Poccun u benapycu.
Kenmunel B ctpaHax CHI 3a0071eBaioT B 00J1ee MOJIOIOM BO3pacTe, YeM
MyX4rHBI. B Poccru MakcumaneH cpeqHmii BO3pacT GOTBHBIX pAKOM Ke-
JIyTOYHO-KMIIIEYHOTO TpaKTa, JIETKOTO, TIPEACTAaTEebHON XKele3bl
(65—70 net), CpaBHUTEIbHO HU3KUIA — IPU OIYXOJISIX SIMYKA, TJIAlleHThI,
Kocreit 1 msarkux TkaHeit, LITHC, remo6nacro3ax (40—50 ner). Cranmap-
TH30BaHHBIE TTOKa3aTeu 3aboneBaemoctu B ctpaHax CHI' BappupoBanu
y MyxuyuH ot 130—140°/,, (B pecnyonukax CpenHeit A3uu) 10
260—290°/..., (B Poccum, benapycu, Kasaxcrane m YkpawHe), y >KeH-
muH — ot 115—-120°/,,,, (B Kuprusum, Y3oekucrane, TajkukucraHe) 1o
202°/ .0 (B Benapycu). 3a nepuon ¢ 1995 mo 2002 r. B Kazaxcrane, Kbip-
reI3cTaHe, MonnoBe u Poccnn oTMedeHO HEKOTOPOE CHIDKEHUE TToKa3a-
TeJieit 3a001eBaeMOCTH CPeId MY>KCKOTO HAaCEeJIEHHUS M POCT — CPEIIN XKEeH-
CKOTO.

3a nepuon 1980—2002 rr. mpupocT CTaHAAPTU30BAHHBIX ITOKa3aTeaei
3a00J1eBa€MOCTH MYKCKOTO M JKEHCKOTO HacelleHus1 Poccuu coctaBui
2,8% y MmyxuuH u 17% — y keHIIMH. MakcUMajIbHbIe ITOKa3aTeI OTMe-
yeHBI B 1988 T. y MyxxuuH (282°/,,,,) 11 2002 . — y sxeHIrH (185°/,,,,)-

ExxeromHo B Mupe OT 3JI0KaueCTBEHHBIX HOBOOOPa30BaHUI yMUpaeT
6,2 mutH. yenoBek (Globocan, 2000). B ctpykType ymepiiux Ha 1-M Mec-
Te y My>XurH B Poccru HaxomuTted pak jierkoro (30%), naiee clieayioT pak
xenynka (14,9%), xkonopekranbHbii pak (10,0%) u pak npencraTeabHO
xenessbl (4,7%); y KeHIIMH — paK MOJIOUHOM kene3bl (16,7%), Xenynka
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(13,4%), o6onounoit (8,5%) u npsimoii (6,4%) kuiku, jierkoro (6,9%).
CraHgapTUM30BaHHbIE TTOKA3aTeIM CMEPTHOCTH OT 37I0KAY€CTBEHHBIX HO-
BOOOpA30BaHU Cpenyd MYKXCKOTO HaceJleHWsI ObUITM MUHHUMAJIbHBI B
Erunte, Manu, Wupone3un, BwretHame, Unmum m Y3bekucraHe
(70—100°/ 000); MakcumanbHbl — B CnoBakum (217,8°/,..,) U Yexun
(222,3°/ 0000)- CTaHmApTU30BaHHBIE TOKA3aTEIM CMEPTHOCTH KEHCKOTO
HaceneHus (88,3°/...,) B 1,5 paza Huxe, yeM Mykckoro (134,4°/,...); Me-
Hee 90°/,.,, OHM ObLTH B Anonuu, BeetHame, Ucmanuu, Monnose, bena-
pycu, B pecnybonukax 3akaBkadbsg u CpeaHell A3uM, Ha ypOBHE
120—150°/,.,, — B Hunepnanmax, Yexuu, Beurpuu, MUcnannum u Bemko-
OpUTaHUU.

Paxk aeexoeo. HanbGonee pacnpocTpaHeHHOUN (POpMOil 3T10KaueCTBEH-
HBIX HOBOOOPA30BaHMIA SIBIISIETCS paK JieTKoro. Mopdomormueckast Bepu-
dukanus nuarHosda cocrapisuia B Poccun B 2002 T 52,8% (B 1992 & —
43,9%). 1o BBIABIIEMOCTH Ha MPOGUIAKTUIECKIX OCMOTpPax 3Ta hopMa
paka 3aHuMaa 1-e paHroBoe mecto (18,8% k HOBbIM G0bHBIM). Haxomu-
JIUCh Moja HabaogaeHueM Ha KoHell roga 108,8 Thic. OOJIBHBIX, U3 HUX
36,4 TrIC. (33,5%) cocTosIIM Ha y4eTe OHKOJIOTMYECKUX yupexaeHuii Poc-
cum 5 et u 6onee. ExxeromHo B Mupe peructpupyercs 1,2 MJIH. HOBBIX
cayyaeB (12,3% oT BceX BHOBb BBISIBJICHHBIX 3a0oseBaHuii) v 1,1 MIIH.
cMepteit (17,8% ot 00lLero Yncia yMepIInx OT 3JI0Ka4eCTBEHHBIX HOBO-
obpaszoBanuii). Ha pa3Buteie cTpanbl Mupa mpuxoaurcst 646,2 toic. (54%)
HOBBIX ciyyaeB. B ctpanax CHI' (y MyXuMH) MakCuMMalJlbHa €ro J0Jsi
(19—-24%) B Poccuu, benapycu, Ka3zaxcrane, Keipreisctane u Mommgose
(1-e paHTOBOE MECTO B CTPYKType 3a00JIeBA€MOCTH); MUHUMATbHA — B
V36ekucrane (7%). B cTpykType 3a60/1eBaeMOCTH XKEHCKOIO HaceJIeHUsI
pak Jierkoro cocrapisit 2—6%. B GonpiinHcTBe ctpad CHIT oTMeuaercst
CHITXEHUE €TO JOJIH B CTPYKTYpe OHKOJIOTUIecKoii 3aboneBaemoctu. Ca-
Mble HU3KHE MToKa3aTesn 3a0071€BaeMOCTU MY>KCKOTO HaceJIeHUs OTMeue-
HBI B OOJTBIMMHCTBE cTpaH 3amnanHoit 1 Bocrounoit Abpuku (2—7°/,,.,), Ha
ypoBHe (22—30°/,.,,) oHn Obutm B llenTpanpHoit 1 FOxHOIT AMepuke,
IOro-BocTouHoit A3uu, 3HaYUTEIBLHO BhIlIE 3a00yieBaeMOCTh B EBpore
(B Benrpuut — 95,5/, TosbIIE — 78,2°/ 0, Poccun — 60,5°/,..., Jlat-
BUM — 61,5/ 0, UTauu — 59,4°/,.,, @paniu — 53,5°/,,..). Cranmaptu-
30BaHHbIE MOKa3aTeIu 3a00J1eBaeMOCTH MYXCKOTO HaceJIeHUsI BapbUpo-
BaJ OT 17—20°/,,,,B pectyomukax Cpenneit Asuu g0 60—69°/,.., , Poccun,
benapycu, Ykpaune, rocynapcrax [1pubantuku.

Bo Bcex ctpanax CHI' ormeyaeTcst CHUXKEHUE IPUPOCTA CTaHAAPTU -
30BaHHBIX TTOKa3aTesieil 3a00J1eBaéMOCTH PaKOM JIETKOTO (MCKITIOUEHYE —
Kwuprusus, rne y xenmmH 3a riepuon ¢ 1995 mo 2002 . oTmeuyeH poct mo-
KazareJseit 3a00J1eBaeMOCTH).

AOBCOTIOTHOE YHMCIIO YMEPIITUX OT paka Jierkoro B Poccuu cHU3MI0Ch
o cpaBHeHuto ¢ 1992 . u B 2002 1. coctaBuiio 56,2 Thic. B cTpykType
CMEPTHOCTH 3Ta (hopMa OIMyXoJid HAaXOOUTCSl Ha 1-M paHTOBOM MeCTe y
MyxauH (29,8%) u Ha 4-M — y XeHIIUH (6,6%). BbICOKM MmoKaszaresn
cmeptHocT B CeBepHoit Amepuke (52,9 u 27,0°/,,,, COOTBETCTBEHHO Y
MYyXUYMH W XEHIIWH), cTpaHaXx EBpomnbl; MMHUMalbHBIE TMOKa3aTelu
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CMEpPTHOCTH — B OoJbIIMHCTBE TocynapcTB Adpuku. Cpenu ctpan CHIT
rmokasareji CMEPTHOCTH OT paKa JIETKOI'0 COCTaBISIN 52—57°/ .0 Y MYXK-
YUH U 4—8°/ 000 ¥ KCHIIIMH.

Paznuamst Mmexmy ypoBHSIMU 3200J1€Ba€MOCTH 1 CMEPTHOCTH, & TAKXKe
CpeIHUM BO3PACTOM 3a00JIEBILKX U YMEPLIUX [IPU paKe JIETKOro HUYTOX-
HBI, UTO COTJIACYeTCsl C HU3KOW BEDKMBAEMOCTBIO 3TUX OOJIBHBIX.

Pax nceayoxa. Pax xemynka siBisieTcsl BTOpoll 1Mo 4yactore ¢hopMoit
3JI0Ka4eCTBEHHBIX HOBOOOpa3oBaHUi. ExeroqHo B MUpe perucTpupyer-
cs1 876,3 ThIC. HOBBIX citydaeB (8,7% cpeay BceX 3710KaueCTBEHHBIX HOBO-
obpa3oBaHuii, 0e3 yuyera HeMeJaHOMHBIX HOBOOOpa3OBaHWUI KOXW) U
646,6 ThIC. cMepTeit oT aToro 3a6oseBaHus (10,4% B CTPYKTYpe yMEPIINX
oT paka). [lpoBeneHHBIE WCCIIEIOBAaHMS TIOKA3ald, YTO OCOOCHHOCTU
pacrpoCTpaHEeHMST paka XelyaKa OOyCIIOBIEHBI TJIABHBIM 00pa3oM Xxa-
pakTepoM MUTAHUSI, HUTPATHON HArpy3Koil, MUKPOJIEMEHTHBIM COCTa-
BOM ITOYB M PACTUTEILHON MPpOAyKIMK. B TmocnenHue romgsl ocoboe 3Ha-
yeHue Tprodpen dakrop Haamuust 6akrepun Helicobacter pylori, ipoBo-
LMpYIOLIEeH pa3BUTHE MATOJIOTMYECKUX TTPOLIECCOB B XETyNOYHO-KUIIIeY-
HoM TpakTe. B 1994 . MexayHapoqHOe areHTCTBO MO U3YYEHMIO paka
Bkmounnio H. pylori B crMcoK KaHIEPOTeHOB. PacrmpocTpaHeHHOCTH
H. pylori B nonynsiiiiy pa3BuThIX cTpaH coctaBisgeT 80—90%. Houst ciy-
YyaeB paKa XeJlylaKa, CBI3aHHBIX C IPUCYTCTBUEM 3TOM GaKTepuu, OIIeHU -
BaeTcs B 42%. B cTpyKType BBISIBJIEHHBIX Ha mpodocMoTpax B Poccuu B
2003 1. 3710KaYeCTBEHHBIX OIyXOJIeil paK xXejaynka coctabisit 4%; B Ka-
3axctaHe u Ipysun — 5 u 5,9% cootrBerctBeHHo. Jost I-II craguii mo-
crurana 20,2%, 111 — 30,8%, IV craguu — 41,2%. Ha 100 HOBBIX GOJIbHBIX
NpUXoauIoch 87 ymepliux oT faHHo# ¢opMbl paka. B 2003 . uucio 3a-
0o0JIEBILIMX pakoM Xefyaka B Poccuu coctaBuiio 45 Tbic.

B pecnybnukax OwiBmiero CCCP pak kedyaka HaxXOAWUTCS Ha
2-M paHTOBOM MeCTe; UCKJIIoUeHUe (Y KEHIIMH) COCTaB/SIOT ApMeHusl,
Ipy3us, Y36ekuctan u MongoBa; no cpaBHeHuto ¢ 1990 . oTMeudaercs
cHxeHue ero nonu Bo Beex crpaHax CHIL B Poccuu ¢ 1992 mo 2002 &
Ha0oqaeTcs OTYETIMBasl TEHAEGHLMSI K YMEHbIIEHUIO MToKa3aTeseil 3a-
6oJieBaeMocTH pakoM keyaka (¢ 43,1 10 31,7°/ 4000 Y My>KUMH U ¢ 18,2 1o
13,5°/ 3000 — Y KEHIIIWH).

OO0111e€e YMCIIO YMEPILIUX OT 3JI0KaueCTBEHHBIX HOBOOOPa30BaHUIA Op-
raHoB nuieBapeHust B 2002 . B Poccun nocturio 110,5 Thic.; U3 HUX
41,3 thic. (37,4%) npuxoausioch Ha pak xenyjaka. CaMble BBICOKUE MO-
KazaTeJu CMEPTHOCTHU OT paka XeJyaKa ObLTU 3aperucTpupoBaHbl B Ku-
Ttae, fAnonun, Kopee, Mouronumu, Poccuu, bemapycu, Kazaxcrane,
Kuprusuu, Tamkukucrane u B YkpawHe (27—47°/...,); Ha ypoOBHE
4—10°/,50,CMEPTHOCTD cpenu MyxX4uH B Januu, @unnsaauu, [Bewyn,
Hopserun, Bemuko6putanuu, ®panuuu, Lseiimapun, CIIA, Kanane
u [permu. MakcuManbHBI TTOKA3aTeIM CMEPTHOCTU OT pakKa KerymaKa
>XeHckoro Hacenenus (13—18°/..,,) B Kbipreizcrane, Kasaxcrane, Taa-
XukKuctane, benapycu, Poccuu u rocynapcrsax BocrouHoit Azuu; Mu-
HUMaJbHBI (MeHee 4°/,..,) — Bo ®pannun, ABctpanun, CeBepHOii AMe-
puke. HecMOTpsl Ha cricTeMaTHyeckoe MHOTOJIETHEe CHUXKEeHUE 3a00Jie-
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BaeMOCTH ¥ CMEPTHOCTH OT paKa XKeJyaKa, IJisT MHOTHUX CTpaH 3Ta 1MaTo-
JIOTUSI OCTaeTcsl ONHOUM U3 Harbosiee BaXKHbIX MEAULIMHCKUX U COLIMAJb-
HBIX MPOOJIEM.

Koaopexmaavnouii pax. EXeronHo B MUpe pPerucTpupylor Oosee
944,7 ThIC. OOJIBHBIX PAKOM OO0OJOYHOM U MPSAMON KUILIKU U 492,4 ThIC.
cMmepreit ot Hero. Ha npotskenuu xkusHu 1 u3 18 poausiuuxcs B CLLIA u
Kanane 3a0071eBaeT koopeKraabHbIM pakoM. B 2003 . 8 Poccuu BhIsSIBU-
Jm 50,7 ThIC. HOBBIX CJIyyaeB, a €ro JI0Jjs1 B O0LIE CTPYKTYpe OHK03a00-
nesaemoctu gocturia 10,4% y myxuud u 11,8% — y XeHIIMH.

B Poccuu oko1o 2,2% GobHBIX PAKOM 000I0YHON KHUILKY BbISIBIISI-
eTcsl Ha MPOo(UIAKTUYECKIUX OCMOTpPAX; 3HAYUTENIbHO BbILIE MTOKAa3aTelb
Tpyu pake mpsiMoit KKy (8,3% K HOBBIM O60bHBIM). Bonee 50% 6omb-
HBIX PAKOM TIPSIMOM KWIIKM ObUIM BBISIBJIEHBI C 3aITyllleHHOU (hopMOoit
(III—1V craguu). YUCIEHHOCTh KOHTMHIEHTOB OOJbHBIX KOJOPEKTalIb-
HBIM pakoM gocturia 194,2 teic., u3 Hux 89,3 ThIc. (46%) COCTOSIT Ha yde-
Te 5 jieT u Gosnee.

3a001eBaeMOCTb paKOM O0OJOYHOM U MPSIMOM KMIIKHU BhILIE B 3KO-
HOMMYECKM DAa3BUTBHIX CTpaHaX IO CPAaBHEHWIO C Pa3BUBAIOIIMMMUCS.
MakcumanbHble TIokasarenu 3acduKcupoBaHsl B ABcTpannu, CeBepHOI
Awmepuke, M3pawre u EBpone (32—60°/,,,,), OTHOCUTEIbHO BBHICOKHE —
B Kazaxcrane, Ksipreiscrane; ymepeHHblie — B FOxxHo# AMepuke. Huzka
3a0o0sieBaeMoCTh B AdpuKe U A3uu, 3a UCKIIOUEeHUEM AMOHUU, B KOTO-
poli OHa BKBUBaJICHTHA eBporneiickoit. Cpeau XeHCKOro HaceJleHUs pa3-
JIMYHBIX CTPaH MUpa HauOOJbIIIME MOKa3aTeJu 3a00JIeBAEMOCTH PAKOM
obomouHoir u mpsamoi kumku O6butm B CIHA (30,7°/,..,), KaHame
(29,87 0000),  AmoHUM  (25,3°/0000), H3pamnie  (33,6°/500,), BeHrpum
(34,6°/ .000), HopBeruu (33,8°/,...); HauMeHblne — B Adprike, MOHro-
mvm, Uagun, pu-Jlanke (2—4°/000)-

Teorpaduyeckrue 0COOEHHOCTU 3a00JIEBAEMOCTH pPaKOM IPSIMOM
KUIITKU COOTBETCTBYIOT 3aKOHOMEPHOCTSIM PacIIpOCTpaHeHUsT paka 000-
JIOYHOM KUTITKK TOJIBKO TIpU O0JIee HU3KUX YPOBHSIX TToKa3areseii 3abosre-
BaeMocTU. B cTpaHax ¢ BBICOKMMM YPOBHSIMU 3a00J1€BAEMOCTH COOTHO-
1IEHUE CTyJyaeB paka 00010YHON KUIIKU K MpsiMoit cocTassieT 2:1. B pe-
TMOHAX C HU3KUMU TTOKa3aTeNISIMA 3TO COOTHOIIIEHNE CTAHOBUTCSI PaBHO-
3HauHbIM — 1:1. B Poccum pak 060104HOM KUIIIKY BhIABIsIICS B 1,3 pa3a
qarie, YeM pax MpsIMOil KHIIIKU.

Cpenu pernoHoB Poccrn makcuMaibHBIE TOKa3aTeu 3a001eBaeMOC-
T pakoM o0o0ao4yHoil kuiuku ObutM B CaHkKT-IletepOypre (22,2 u
17,1°/ 4000 COOTBETCTBEHHO Y MYXXUYWH W XEHIIWH); TPSIMON KUIIKA —
B OMckoit oonactu u B Pecniyonuke Kapemusa (18,5 u 12,7°/,,, COOTBET-
CTBEHHO) .

B 2002 . B Poccun ot KosiopeKTaJabHOro paka ymepiao 35,4 ThiC. 4yesio-
BeK. B cTpykType cMepTHOCTH OT 3JI0KaueCTBEHHBIX HOBOOOPa30BaHU
000/104Hast KUIIIKa 3aHMMaeT 3-€ paHIrOBOE MECTO Y JIUL 0060€ero moja, co-
CTaBJIsAS y My>kunH 5,0%, y XeHIIUH — 8,5%. JInHaMrKa CMEPTHOCTH OT
KoJlopeKTaabHOTO paka 3a 1992—2002 rr. B Poccuu oTHOCUTETHHO CTa-
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owibHa (9 1 6—7°/,,,, COOTBETCTBEHHO Y MY>CKOTO 1 XEHCKOTO HaceJie-
HUS).

Pax nooxceaydounoii ruceaesvr. ExxeromHO B MHpe PETUCTPUPYETCS
216,4 ThIC. HOBBIX CJIydaeB 3a00JIEBAHMIT PAKOM I10KETYIOYHOM KeIe3bl
u 213,5 Thic. cMmepTeil OoT Hero. 3a00JieBa€MOCTh B Pa3BUTBIX CTpaHax
(7,8°/ 4000) BBIIIIE, UeM B pazBuBarotmmxcst (2,8°/,..,) B 2,8 paza y MyX4uH 1
2,5 paza — y xeHmuH (5,1 1 2,1°/...,)-

B Poccuu B 2003 1. 13,2 ThIC. YeslOoBeK 3a00JIeJI0 PaKOM MOIKETYI0Y -
Ho xene3sl. CpeqHUI BO3pacT 3a00JIEBIITNX PAKOM ITOIKETYTOUHOMN Ke-
ne3bl My>kurH B Poccuu (64 rona) menbiiie, yem B CILIA (69 niet), 370 Xe
OTHOCUTCA M K XeHiurHaM (70 mpoTtus 73 jeT).

B OonblIMHCTBE cTpaH MUpa 3Ta JIoKajau3alus BcTpevyaeTcs B 1,5—
2 pa3a 4aie y MyXXurH. COOTHOIIIEHHE 3a00JIEBIIMX MYKUMH K JKEHIIH-
HaM B Poccuu uyTh Huxke — 1,2. YaeabHbIi BeC paka MoaKeTyI0YHOM XKe-
JIe3bl CPeIr BCeX 3JI0KaYeCTBEHHBIX HOBOOOPAa30BaHWN Y MYXXUUH KOJIe-
6aincsa ot 1,4% (B Y3bekucrane) 1o 2,4—3,4% (8 Poccun, Kazaxcrane u
ApMeHuM). MUHUMAaJIbHAS €T0 J0J151 CPeIU 3710KaueCTBEHHBIX HOBOOOpa-
30BaHMi1 y XeHIIUH B Y30ekuctane (0,8%), makcuMaiabHas — B Kazax-
crane u Apmexuu (1o 2,9%).

Cpenu 3710KauyeCTBEHHBIX HOBOOOPA30BaHUI OPraHOB MUIIEBAPEHUSI Ha
PpaK TIOKETYIOYHOM KeJie3bl ipuxonutces 10,3%, 9ro coOTBETCTBYET 4-My
PaHTOBOMY MECTY TTOCJIE OITyXOJIeH XKeJTynKa, 000I0YHO 1 MPSIMOI KUIIIKH.

Pak momxenynouHoO# XKeJie3bl OCTaeTCsl OMHOM U3 TJaBHBIX MPUYUH
CMepTH OOJIBHBIX OHKOJIOTUMYEeCKOTO Tpodwis: exerogHo B Poccun ot
Hero ymupaet 13,8 ThIc. 4eoBeK. Pak momKemymouHoON XKee3bl Y MyX-
YMH SIBJIsIETCs 6-1 IPUYMHOM CMEPTH IIOC/Ie paKa JerkKoro, XeayaKa, KO-
JIOPEKTATbHOTO pakKa M pakKa TIPeICTaTeIbHOUM Xejle3bl W COCTaBIIsIeT
4,5%. B cTpyKType CMEPTHOCTH OT 3I0Ka4YeCTBEHHBIX HOBOOOPa30BaHUIA
XeHIMH B Poccun maHHast mokanu3salys 3aHuMaeT 8-¢ Mecto (5,0%).

Pax moaounoii xnceaezvt (PM2ZK). ExxeroqgHo B MUpe BBISIBJISIIOT 0oJiee
1 MJIH. HOBBIX CJTyJaeB, POTHO3MPYS pOCT unciia 3a0oaeBmmx K 2010 1. mo
1,5 mnH. Ha npotsikeHun Xu3Hu ogHa u3 7 xeHwuH B CILIA u ogHa u3
10 B Kanagne crpamaer atum HemyroM. Jlosst 607IbHBIX paKOM MOJIOYHOM
KeJie3bl, BeIsiBIeHHBIX B I—II cragusax, cocrasisizia B Poccuu B 2002 .
60,8%, B 111-1V cramusix — 37,8%. YncaeHHOCTb KOHTUHICHTOB 00JIb-
HbIX K KoHIty 2002 1. mocturia 380,2 teic. (266,1°/,,,,), B TOM 4ucIe
206 ThIC. (54,2%) cocTosuin Ha yueTe 5 JieT u GoJee.

B crpykType oHKO3aboseBaeMOCTU XeHIUUH B cTpaHax CHI' moms
aToii hopMbI paka coctasisiia ot 16,7 no 23,3%. Bo Bcex pecnybnmkax 3a
niepuon ¢ 1992 mo 2002 . ormeuanock yBenmueHue noau PMXK B cTpyk-
Type 3a00J€Ba€MOCTH.

B Poccun B 2003 . PM2XK 3a6oseino 46,3 TeIc. XXeHIIMH. MakcuMalb-
HBII ToKa3aTelb 3a6oseBaeMocT (53—55°/,,,, , ADMEHUN, Ha YKpanHe) B
2,3—2,6 pa3a IpeBOCXOOWJI MUHMMAJIbHBIA (B pecryonukax CpemnHeit
Azumn). 3a nepuon ¢ 1995 o 2002 1. npupoCT CTaHIAPTU30BAHHBIX MTOKA-
3areneit 3abomeBaemMocT cocraBua B Poccum 16,1%, B benapycm —
15,3%, Kazaxcrane — 14,1%, Kvipreizctane — 12,9% .
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Pax Mos04HOI Kee3nl SIBJISETCS OMHON M3 HamboJiee YacThIX TpH-
YUH CMEPTU XKEHILMH IO CPaBHEHUIO ¢ APYTMMM (opMaMu 3J10KayecT-
BEHHBIX HOBOOOpPa30BaHUI. BrIcOKMe MmoKazaTem CMepTHOCTUA OT paka
9TOl JoKamu3amuu oTtMmedeHsl B [Janum (29,2°/,...), Wcmangun
(36,8°/0000), Aurmuu (26,8°/,..,), Benrpum (25,3°/....), beabruu
(26,4°/ 1000), Upnanmmm (25,8°/,...), Hunepmannax (27,8°/,..,) 1 V3pane
(26,2°/,.00)- B crpanax 3amannoit EBporel 1 CeBepHOIT AMEPUKH OH SIB-
JseTcsl Beoylleid MPUYMHONM CMEpPTHU XEHIIWH aKTUBHOTO BO3pacTa
(20%), a mocite 55 et — BTOPOit MPUUUHOI MOCTIE CEPACYHO-COCYIUCTHIX
3a6oseBanuii. B 2002 . 22,1 Toic. xeHuuH (16,7% cpenu 3710Ka4ecTBEH-
HBIX HOBOOOpaszoBaHuii) ymepau B Poccum or PM2K. OH 3aHumaer
3-¢ mecTo (4,2%) cpeay Bcex MPUIMH CMEPTHU KEHCKOTO HaCceJICHUS 110~
cjie 6oJIe3Hel CUCTeMbI KpoBooOpaineHus (66,1%) 1 HeCYaCTHBIX CiIyda-
eB (7,0%). 3a mepuon ¢ 1995 o 2002 . mpupOCT IoKa3aTeieil CMEPTHOC-
™™ o1 PMXK B Poccuu cocrasumi 6,2%; B Beapycn 0OTMEUEHO CHUXKEHHE
rokasarens (—2,1%).

310KauecmeenHble HOBO0OPA308AHUA HCEHCKUX N0106bIX 0p2anos. Exe-
ToJHO B Mupe peructpupyercd 851,9 Toic. ciyyaeB 3aboeBaHUN pakoM
renurtanauii. B Poccun 4rcio BHOBB BBISIBIEHHBIX 3a00J1eBaHUI XKeHCKUX
mosoBbix opradHoB B 2003 . nocturio 40,6 Teic., coctaisst 17% ot uucia
BCeX 3JI0KaYeCTBEHHBIX omyxojneit. Haubomnee pacmpoctpaHeHHON hop-
MOI 3JT0KaueCTBEHHBIX HOBOOOPA30BaHUII KEHCKON TMOJIOBOI cdephl B
Poccuu sBisiercst pak Tena Matku (6,8% B CTpYKType OHKO3aboJjieBae-
MOCTH), Ha JIOJII0 paka MICHKA MaTKi U TUIHUKOB MPUXOIUTCS 1Mo 5%.
OTtMeyvaeTcsl TEHIEHIIMS K POCTY 3a00J1eBaeMOCTH JKEHCKOTO HaceJIeHUS
Poccuu: 3a nepuon ¢ 1995 o 2002 r. mpupocT nmokasartesieit CocTaBUI MpU
pake sMIHUKOB 11,5%, mieiiku u Teja Matku — 8,4 u 19,1% cooTBeTCT-
BEHHO.

Pax weiiku mamku. ExeronHo B mupe peructpupyercs 470,6 Thic.
GOJIBHBIX pakoM mieiiku Matku (14,2% cpean Bcex 3710Ka4eCTBEHHBIX HO-
BooOpa3oBaHwmii), B Poccun — 12,2 toic. Lllnpokoe pacrpocTpaHeHre pa-
Ka LEeWKM MaTKM OTMEUYEHO B pa3BMBAIOLIMXCS CTpaHaX, Ha KOTOpbIe
npuxonutcst 81% ciydaes, a ero mons gocturaet 14,8% ot yncia Bcex
3JI0Ka4eCTBEHHBIX HOBOOOPA30BaHUI Y XKEHIIWH (B Pa3BUTHIX CTpaHaX —
4,2%). Ha npotstkennu xu3uu 1 u3 128 xenmmd B CIIA puckyet 3a60-
JIETh paKOM IIIeWKN MaTKi. MaKcrMalTbHBIe TTIOKa3aTes i 3a001eBaeMOCTH
na lautn (93,9°/....), B Hukaparya (61,1°/,,..), bonuuu (58,1°/,...), [BU-
Hee (51,8°/4000); MUHUMATBHBIE — B KuTae (5,2°/,000), Typuun (3,9°/4000)»
Cupnnt (3,0°/000), TPt (6,9°/,000), MIpake (3,3°/o000), A3epbaiimkaHe
(4,0°/ .000) 11 U3panne (5,8°/,..,)- Ha ypoBue 11-20°/,,,, Haxogurcs 3a60-
neBaeMocThb B Anonuu, Kazaxcrane, [py3uu, Yexuu, Moanose, Poccuu,
Ykpaune, Ocronuu u JIutse. Bo Bcex crpanax CHI™ otmeuaercst poct 3a-
60JIEBAEMOCTH PAKOM Iieiiku MaTtku: ot 5,5—8,5% (B Poccun, Mosngose
u Kuprusun) no 13,2—14,3% (B benapycu u Kazaxcrane).

Pax npedcmameavnoii rnceaesvt. EXXeromHO B MMpe PEeTrUCTPUPYETCS
543 THIC. HOBBIX CJTy4aeB, UTO COCTABIISIET B CTPYKTYPe OHKOJOTUIECKOM
3aboneBaemoctu 10,2% (76,5% npuxomutcs Ha pa3BUThlE CTPAHbI).
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B CIIIA Ha npoTspKeHU XU3HU 1 13 6 MyX4uH 3a00J1€BaeT paKoM IIpe-
CTaTeJIbHOM XeJse3bl.

B cTpykType oHkosnornueckoit 3adosesaemoct B 2003 . aTa T0KaAM-
3a1MsT HaXOQWJIach Ha 3-M PaHTOBOM MeCTe TOCiie paka JIETKOTO M paKa
xkenyaka B Poccuu u benapycu, Ha 4-m — B [py3uu, Ha 5-M — B Mongo-
Be. Cpenu crpaH CHI' MuHUManbHa 1071 paka MmpencTaTesIbHOM Xee3bl
B V30ekucraHe (2%), 3HauuTenbHO Bhille oHa B Kazaxcrane (3,4%),
Kwoipreizcrane (3,6%), Monnose (4,0%), Poccun (6,4%) u Benapycu
(8,3%). 3a mociegnue 10 JileT oTMeUaeTcs e¢ YBETMUCHHUE BO BCEX CTpaHax
oniBiiero CCCP. Camble BBICOKME TIOKa3aTesd 3a00JIeBAEMOCTH PAaKOM
npeacrarenbHoit xkene3sl B CLUA (104,3°/...), Kanane (83,9°/ .00), PUH-
AHINH (72,9°/ 4000), Ppanium (56,0°/,..,) 1 ABctpanuu (76,0°/....), a cpe-
mu ctpad 6biBIIero CCCP — B pecrybnukax [Mpubantnku; HU3KUE —
B Kuprusum u pecriyonukax CpeaHeit A3uu.

IMpupoct craHmapTU30BaHHBIX TTOKa3aTejield 3a0o0JieBaeMOCTH 3a
1995—2002 rr. cocrasisit ot 9,7% B Monmose no 37—42% — B Poccun,
Benapycu u Kazaxcrane; mo BeqMuyuHe MPUPOCTa pak MpeAcTaTeNbHON
Kese3bl 3aHuMall 1-e paHroBoe mecto B Poccuu, 2-e — B Kasaxcrane,
3-e — B Bemapycu u 6-e — B Mounnose.

Bonee 204 Thic. My>XKYUH B MUPE €XXErOAHO YMUPAET OT paka IpeacTa-
TeNIbHOM Xene3bl, B Poccun — 7,6 ThiC. (4,7% B CTPYKTYpe yMEpIIUX OT
3JI0Ka4YeCTBEHHBIX HOBOOOPA30BaHUIT), YTO COOTBETCTBYET 5-My paHTO-
BOMY MECTY TOCJIe paka JIETKOT0, XeJIyaKa, 000JOYHOU U MPSIMON KULI-
ku). [lpupocT cTaHAAPTU30BaHHBIX MOKa3aTeJeii CMEPTHOCTU 3a
1995—2002 rr. cocraBuia B Poccun — 18,9%, B benapycu — 17,9%.

Pax nouxu. B crpanax obiBiiero CCCP cTtaHmapTH30BaHHbIE ITOKa3a-
Tenn 3a00JIeBaeMOCTA OB MUHUMATBHBIMUA (<3°/000) — YV MYKUUH
B Azep0aiimkane, Kuprusum, pecrryonmkax CpenHeit A3uu, y KeHIIUH —
B TeX e peruoHax, a Takxke B Moagose, ApMeHuM U [py3uu, Ha ypoBHE
14—17°/,.., TOKa3aTenb B JIutBe, DcroHuu u benapycu (y My>xuuH), a y
XKEHITWH OHM B 2 pa3a Hmke. [Ipupoct mokasareneii 3a6071eBaeMOCTH
HMMeJI MECTO BO BCEX CTpaHaX; 0COOEHHO 3HAYUTEJIeH OH ObUT Y My>XUVH B
Monnose (44,1%) u y XenuH — B Keipreisctane (42,9%).

Meaanoma xoxcu. ExeromHo B MUpe MelaHOMOM KOXW 3a0ojeBaer
132,6 TbIC. yenoBek, ymupaeT — 37 Thic. [lokazaTesnb Mopdoiornyeckoit
BepudUKaMy nuarHosa TpU MeJlaHOMe Koxku Kojebancs ot 87,5%
(B Ipy3uu) 1o 95—100% (B Poccuu, Apmenuu, benapycu u Kazaxcrane).
BonbiHcTBO 60s1bHBIX (62,4%) BoIsiBIsIIOTCS ¢ I—11 cTamueit 3a6oseBa-
Hus. [1o cpaBHeHuo ¢ 1992 1. B Poccuu yBennuunace goas [H1-1V cranuit
(c 27,2 no 33,8%). Ha y4yere oHKOJIOrMYeCKUX yupexaeHuin Poccun co-
crosutu 6osee 46,7 Thic. 60abHbIX (32,7 Ha 100 ThIC. HAceNIeHUsI), B TOM
yuciue 24,5 toic. (52,4%) — 5 net u 6onee. B 2003 . B Poccun abcomioT-
HOE YKCJI0 3a00JIEBIINX TOCTUIIIO 6,9 THIC. YEJIOBEK, U B CTPYKTYPE OHKO-
3aboseBaeMOCTH ee mouisd coctaBuia 1,5% (B 1992 . — 1,1%). Cpennuii
BO3pacT 3aboyeBIInX 57 jet, ymepmux — 60 yeT. B Mupe MakcuMasbHbIe
rmokasaTenu 3aboneBaemoct O6b1TH B ABcTpanuu (27,9°/...,) 1 HoBoit 3e-
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naHmn (25°/.00), @ cpenu crpad CHIC — B Pocenu (3,1 u 3,6°/,,,,) 1 be-
napycu (2,8 1 3,8/ 000)-

Hamu npoBesieH KOMITIOHEHTHBIN aHanu3 nMHAaMUKK 3a 1985—1990 u
1990—2002 rr., KOTOPHBIif TO3BOJIMIT OOIIVIT TPUPOCT YMCIIA BHOBD BBISIB-
JICHHBIX OOJIbHBIX Pa3JIOXUTh HAa COOTBETCTBYIOLIME KOMITOHEHTHI, T.C.
OTIPEIICSTUTD, 3a CUET YeTO OH IPOM3OIIIeN (3a CYeT OJIM TIPUPOCTa, 00yC-
JIOBJICHHOW U3MEHEHUSIMU YMCIICHHOCTH Y BO3PACTHOW CTPYKTYphI Hace-
JIEHUSI, WK prCKa 3a00J1eTh).

KoMmmoHeHTHBII aHaIM3 TUHAMUKY 3a00JIEBITUX MEJIAHOMOM KOXU B
Poccun mokasain, uyto B mepuon 1992—2002 IT. cpeayn My>XCKOTO Hacese-
Hust Poccuu cHU3MIIACh 01 TPUPOCTa, OOYCIOBJICHHOTO U3MEHEHUEM
YUCIEHHOCTU Y BO3PACTHOM CTPYKTYPBI HACEJIEHUSI, ¥ YBEIMUMIIACH TOJIST
MPUPOCTA, CBSI3aHHOTO C U3MEHEHMEM PUCKa 3a00JIeTh.

IMpupocT craHAapTU30BaHHBIX MOKa3zareieil 3abojieBaeMOCTU 3a
1995—2002 rT. cocraBun B Poccum 19,2% — y myxuuH u 33,3% — y XeH-
1I1H (5-€ 1 2-e paHTOBbIe MECTa MO BeJIMUMHE TPUPOCTA). SHAUUTETbHBII
MpUpOCT oTMeueH Takke B benapycu (33,3 u 40,7%) u Kazaxcrane (12,5
n 6,2%).

CMepTHOCTb OT MeJIaHOMbI MakcuMajibHa B ABcTpaiuun — 14,9 u
2,6°/ 000 COOTBETCTBEHHO Y MYXUWH U XEHIIMH, 3HAUUTEIIbHO HUXE BO
®pannuu 1 Poccun.

k %k ok

CMepTHOCTh OT 3JIOKaYeCTBEHHBIX HOBOOOPA30BaHUI COKpAIaeT
CPENHIOI TPOMOKUTEIBHOCTD XMU3HU HaceneHus Poccum Ha 2 rona.
MakcumanbHOE BIMSIHME Ha 3TOT IMOKaszaTejb OKa3bIBaeT CMEPTHOCTh
MYXYMH OT paka JIETKOTO, JKeJTyIKa U TeMOOJIaCTO30B, XEHIITUH — OT pa-
Ka XeJTyaKa, MOJIOUHOM XeJe3bl, JISTKOTO U TeM001acTO30B.

BoabHOIT MyXXuKMHa, yMepILIUii OT 3J10KaueCTBEHHOI0 HOBOOOpa3oBa-
HUS, He HOXUBaeT 14 jer, xeHnmHa — 16 jer. MakcuMaibHas cMepT-
HOCTh OTMeYaeTcsl mpu remobacrosax (18 ner — myxxuuHsl 1 20 et —
JKEHIIMHBI), OMyXoJieil KOCTel U MSITKUX TKaHel (21 rom), a y >XKeHIIUH,
KpOMe TOTro, U OT paka MOJIOUHOM xkeJe3bl (18 1eT); MUHUMaJIbHbIe — TIPU
pake MpeAcTaTeTbHOM XKene3bl (9 JIET) M OIMyXOJIsIX KeTyI0UHO-KUIIIETHO-
ro Tpakra (12—13 ner).

B cBsI3M cO CMEPTHOCTBIO OT 3JT0KAYeCTBEHHBIX HOBOOOPA30BaHMIA
HacesieHne Poccuu exxeromHo tepsieT 4,4 MJTH. 4eJI0BeKO-JIeT Ku3Hu. [To-
TepH TPYAOCIOCOOHOI0 MY>KCKOTO HaceJeHMS M3-3a CMEPTEl OT paka xke-
JlyaKa cocTaBuiu 57 ThIC., JJeTKOro — 97 ThIC. yenoBeKo-JieT. TpeTbe Mec-
TO y MYXUYMH TI0 pa3Mepy HaHOCHMMBIX MOTEPh 3aHUMAIOT TeMO0JIacTo-
3bI — 38 ThIC. Ye0BeKO-JIeT. Hanboablnii ypoH TpyI0CIOCOOHOMY KEH-
CKOMY HaceJIeHUI0 HaHOCHT CMEPTHOCTb OT paka MOJIOUHOMW KeJIe3bl
(51 TBIC. YeTOBEKO-JIET), XemyaKa (24 ThIC.), ek MaTKu (26 ThIC.) 1 re-
M00J1acT030B (22 ThIC.). YCIOBHBIE 3KOHOMUYeckue notepu Poccuu B
2002 1. 3a cyeT cMepTell OT 3JI0KaYeCTBEHHBIX HOBOOOPa30BaHUI 1OCTU-
raioT 4 mipa. pyo.



MlNaea 2. Ponb HacneacTBeHHbIX
dakToOpOB B pa3zButum
3/10Ka4eCTBEeHHbIX HOBOOOpa3oBaHUM

3HayeHUe TeHeTUYeCKUX (AKTOPOB B Pa3BUTUM 3JI0KAYE€CTBEHHBIX
HOBOOOPa30BaHUI MHTEPECYeT KIMHUILIMCTOB U SKCIIEPUMEHTATOPOB Ha
MPOTSZKEHUW MHOTHX JIET, HO TOJIBKO C Pa3BUTHUEM MOJIEKYIISIPHOM TEXHO-
JIOTUM CTaJI0 OYEBUIHBIM, HACKOJIBKO BaXKHO 3HATh HE TOJbKO KIMHUYEC-
K1e OCOOCHHOCTU TeUeHMsI 3JI0KAYeCTBEHHBIX OITyXOJIeil, HO W TeHEeTH-
YyecKre MeXaHM3MBI KaHIleporeHeza. Haubonee momyssipHOi M HaydHO
00OCHOBAHHOM clleyeT CYMTaTh JABYXMYTAllMOHHYIO MOJE/Ib Pa3BUTHUS
paka, npemioxeHHyo Knyiaconom eie B 1972 r. [IpoananusupoBas B3a-
MMOOTHOIIIEHMST TpeX MPU3HAKOB TIPU PETHHOOJACTOME Y AeTeil (BpeMst
BO3HMKHOBEHHUSI OIYXOJIM, YaCTOTY MOPakKeHUs MapHbIX OPraHOB U Yac-
TOTY CEMEMHBIX CJTy4aeB), OH MPEATIONOXMI, YTO ISl pAa3BUTHUS OITyXOJe-
BOTO TIpoIlecca HEOOXOMMMBI TI0 MEHBIIEH Mepe 2 MYTallMOHHBIX COOBI-
THSL: TIEpBOE — HacjieloBaHUe PeOEHKOM MYTAHTHOTO ajliesisl TeHa, BTO-
poe — BO3HMKHOBEHUE MYyTallMil YK€ B CAMUX KJIETKax CeTYaTKH Iasa.

B Hacrosiee BpeMst yxke HET COMHEHHI B TOM, UTO B OCHOBE 3JI0Ka-
YeCTBEHHBIX HOBOOOPA30BaHUI JiexkaT MOBPEKAECHUST TeHETUYECKOTO all-
napara B TepMUHAJIbHON (ITOJIOBOI) M COMATUYECKOU KJIETKaX, Aealo-
1€ 3TU KIJIETKU YYBCTBUTEIBHBIMU K BO3ICHCTBUIO BHEITHECPEIOBBIX
KaHIIEPOreHHbIX (HaKTOPOB, CIIOCOOHBIX aKTUBU3MPOBATh MpOLleCC Ma-
JIUTHU3alMK. B 3aBUCMMOCTH OT TOTO, B KaKOi KJIETKE IMPOM30IILIa Tep-
BOHayYajIbHasl MyTalllsl — TOJIOBOM MJIM COMAaTUYECKOM, paK MOXET OBITh
HacJIEACTBEHHBIM U HEHACJEeICTBEHHBIM. [€Hbl, OTBETCTBEHHbBIE 3a 3J10-
KavyeCTBEeHHYIO TpaHC(hOPMAIINIO, — 3TO HOpMaJbHbIE KJIETOUHBIE TeHBI,
Y4JacTBYIOIIME B KOHTPOJIE JIeIeHUsI, pocTa U TuddepeHIIMPOBKH KIETOK,
HO CTPYKTYpHO-(GYHKIMOHAIbHbIE U3MEHEHUST (MyTallUM) 3TUX T€HOB B
KOHEYHOM CcYeTe MPUBOMST K HEKOHTPOJIUPYEMOMY IEJICHWIO KIETKU.
ITpu HacIencTBEHHBIX (pOpMax OIyXOJIM HayaJbHbIC U3BMEHEHMSI, TIPOUC-
XOISIIIMEe B TEPMUHAJBHBIX KJIETKAaX OpraHu3Ma, BBISIBJISIOTCSI BO BCEX
KJIETKaxX, B TOM YHUCJIe U B KJIeTKax nepudeprdeckoir KpoBu. OqHaKO mep-
BOHAYaJIbHO BO3HUKIIAS YHACIeJOBAaHHASI MyTallUs TeHa B KJIETKe HEI0-
CcTaTOYHA JUISl Pa3BUTUS OIyX0au. B ciyyae BO3SHUKHOBEHUSI BTOPO My-
TalluM aJIBTEPHATUBHOTO TeéHa B TOMOJIOTUIHON XpOMOCOME COMaThyJeC-
KOI KJIETKM TKaHW-MWIIEHU HOCUTEJS HacleayeMoil MyTaluu obecrie-
YuBaeTCs Mepexol IeHa B TOMO3MIOTHOE COCTOSIHUE, YTO SIBJISIETCS
MPUYMHON 3JI0KaYeCTBEHHOU TpaHCchOopMaIvH.

HacnenctBeHHble (OPMBI 3JI0KaYeCTBEHHBIX HOBOOOpa3oBaHUI
BCTpEYAIOTCS MPAKTUYECKU TPU BCEX JIOKATU3ALMSAX OMyXoJiel (MX Ha-
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cunThIiBaeTCs 0koyio 100 BapMaHTOB) M B CpPeJHEM COCTaBISIIOT 5—15%
BCeX ciydyaeB paka. [1py HEeKOTOpPBIX HeoI1a3usix (3MOPUOHAIbHBIE OITy-
XOJIU Y IeTeit) IO HacIeACTBEHHBIX BapraHTOB nocturaet 30—40%. Ha-
clIeICTBeHHAs MpUpoJAa paka HanboJiee M3yd4eHa MPU TaKMX 3JI0KAYeCT-
BEHHBIX HOBOOOpA30BaHUIX, KaK 9MOpPUOHAIbHbBIE OITyXOJIM Y eTeil (pe-
TUHO- 1 HedpobacToMa), KOJIOPEKTAIBHBIN paK, paK OPTaHOB XEHCKOM
PeTIPONYKTUBHOI CUTEMBI (paK MOJIOUHOM Kejle3bl, SIMYHUKOB), MEIyI-
JIIPHBIN paK IIUTOBUIHON XeJe3bl.

OmOpuoHabHbIE onyxoan y nereil. HaunHas ¢ 1970-x rogoB Haubosee
YIOOHOI MOMIENBIO IS U3yYeHUs] HACIEACTBEHHOM MPUPOIBI paKa SIBH-
JIUCh HEOIJIa3UM IETCKOI0 BO3pacTa, TaKue Kak peTUHO- U HedpobiacTo-
Ma, KOTOpBIE MPOSIBIISIIOTCS B TIEPBbIC TOJBI XKU3HU, a B HEKOTOPBIX CITy-
yasgx — yXe IMpHu poXKICHUM peOeHKa.

Pemunobaacmoma crana nepBoii OIYX0JIbIO, TIPU KOTOPOM ObL1a BbI-
sIBJIEHA cIienduIeckas CBs3b C MPE3UTOTHON XPOMOCOMHOW MyTalluei,
B YaCTHOCTH, OOHapyKeHa Jeelns JUIMHHOTO Tieda 13-if XxpOMOCOMEI,
3aTparuBarolias yyactok 13ql4.

HccnenoBaHusi, MPOBENeHHBIE C TTOMOIIBIO MOJIEKYJISIPHO-TEHETH -
YeCKHX METOIOB, TTOKA3aJI1, YTO TI0 MEHbIIIeil Mepe B TIOJIOBUHE CTyJaeB,
MnpoTeKarlux 6e3 BuauMoii aeneuuu 13q14, onyxoseBble KJIETKHU COAep-
JKalv IBe Komnuu nedeKTHOTo ajuiess reHa petuHobactoMbl (Rb), T.e.
KJIETKH OTTYXOJIM OBIJTM TOMO3UTOTHBI TI0 YIaCTKY XpOMOCOMBI 13q14. DT
PE3YJbTaThl CBUAETENBCTBOBAIM O TOM, YTO KPUTUYECKUM MOMEHTOM JUISI
BO3HUKHOBEHUST PETUHOOIACTOMBI SIBJISICTCSI TTOTEPST OCTABIIIENCS HETTO-
BpexXneHHo# Koy reHa Rb. CiemoBaTeIbHO, MUIIIEHSIMU MYTaIlUid, He-
00XOIMMBIX JUISI BOSHUKHOBEHUSI paKa, SIBJISIIOTCS IBe Konuu reHa Rb.
Myrtanus onHoro auiens reHa Rb — 3To TonbKo reTepo3uroTHoe HOCU-
TEJILCTBO TOBBIIIIEHHOTO PUCKa BO3HUKHOBEHUS 3a00yieBaHus. Y pebeH-
Ka, KOTOpBI yHacjeaoBas MaToJIorMyeckuii amienb Rb, 3aboneBaHue
MOXET pa3BUBAThCS B ClIydae MOTEPU reTePO3UTOTHOCTH 3a CUET BO3HUK-
HOBEHUSI BTOPOIl COMAaTUUYECKON MyTallud B OMHOM M3 KJIETOK CETYATKHU
IJ1aza, B pe3yJibTaTe 4ero BO3HMKAeT HaCJIEeICTBEHHBIM BapuaHT pe-
TUHOOJACTOMBI. Y JeTeli ¢ IBYMsI HOpMaJIbHBIMU KOMUSIMU TeHa Rb omy-
XOJIb MOXET BO3HUKHYThH B PE3YJIBTaTe TOJbKO COMATUYECKUX COOBITHIA,
TaKuX Kak yrpata o0eux KOIuii reHa B OTHOM U3 KJIETOK CeTYaTKH IJia3a.
[pu TaKoit cuTyaly pa3BUBaeTCsl criopaguieckast (HeHaclIeICTBeHHAs)
dopma 3aboneBaHus. TakuMm obGpa3oM, TeH-cymnpeccop Rbl, koTopwiit
ObLT KIIOHHPOBaH B 1986 I., UrpaeT BaXXHYIO POJIb B PETYJISIIMU KIETOYHO-
TO IIUKJIA, SBIISISICH KITFOUEBBIM KOMITOHEHTOM HETaTUBHOTO KOHTPOJIS.

JlnarHocTrKa HACJIeACTBEHHBIX (P)OPM PETHMHOOJACTOMBI Ha TIEPBOM
3Tafne OCHOBBIBAETCS Ha KOMIUIEKCHOI OILIEHKE MHOIMX IapaMeTpOB:
paHHero Bo3pacTa Hayaja 3a0ojieBaHUsI, JBYCTOPOHHOCTU TIOPaXXKEHWS,
HaJIMUXST aHAJIOTUYHOM OITyXOJIM Y POACTBEHHMKOB, a TaKXKe ITOPOKOB
Pa3BUTHUS M CUHAPOMOB, MpeApacroaraiolimx K paky, oOHapyxXeHue ae-
Jeuuit caiita xpomocombl 13ql4, onpeaeneHus akTUBHOCTU (hepMeHTa
actepasbl-/l, KoTopast cHukaeTcs B 2 pa3a IpH JIeIeIIMN BhIlIeyKa3aHHOI
obnactu. Ilpu MCIOIB30BaHMM B3TOrO IOAXOAa ObLIO MOKAa3aHO, 4YTO
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30—40% peTMHOBIaCTOM — 3TO TeHETUYECKU OOYCIOBIEHHBIE €€ BapuaH-
Thl. B TaKuX ceMbsIX pUCK pa3BUTHUSI aHAJIOTMYHOM OMyX0Ju y CUOCOB U 'y
neteii 6ompHOTO mocturaeT 45—50%. Bcee mepeuncieHHbIE METOIBI TTO-
3BOJISIIOT KOCBEHHO CYAUTh O U3MEHEHUSIX B TeHE PETMHOOIaCTOMBI, TIPH-
BOISILLIUX K PA3BUTUIO 3a00JI€BaHUSI.

MorekynsipHasi TUarHOCTUKA MyTaluii reHa Rbl siBisteTcst BaxkHOM
3ama4yeit, Tak KaK 3TO YXKe MPUHIIMITHAIBHO KaueCTBEHHO HOBBIN YPOBEHB
B pEIIeHUH BOIIPOCOB paHHEN TMarHOCTUKU U MPOGUIAKTUKU, TTO3BOJISI-
IOIIUIA HE TOJBKO MPOTHO3UPOBATh, HO M TUATHOCTUPOBATH MPEIPacIio-
JIOKEHHOCTb K Pa3BUTUIO 3a00sieBaHUsI y CMOCOB UM AeTeit 6oabHOro. B
CBSI3U C 3TUM COBEPIICHHO HEOOXOMMMO CO3JaHME KaHIEp-perucrpa
JIVI] — HOCUTENIEH TaTOJIOTMIeCKUX MYTAIMil TeHa, MAIONINX BBICOKMIA
pMCK pa3BUTHS Heorwtaduy. Hocurenm HacnencTBeHHON MyTalluy TeHa
Rb1 BKJII0YAIOTCSI B «TPYIITY pUCKa» JIJIs1 OCIENYIOLIEro KIMHUKO-TeHe-
TUYECKOTO MOHUTOPUWHTA. DTa TpymIa IeTeil TpedyeT CuCTeMaTuIecKOTo
KOHTPOJISI TeHETKA M OHKOO(MTaIbMOJIOTa B TeUEHUE TIEPBHIX 4 JIET XKU3-
Hu. JHK-auarHoctuka nepekrHoro reHa Rbl oTkpbiBaeT BO3MOXHOCTHU
W JUTST TIpEHATaTbHOM TUArHOCTUKY HOCUTENIEH MYyTaIly 110 KJIIETKaM XO-
pMOHa, TIOJYJYeHHBIM Npu Ouoricuu Ha 9—10-if Hemesle GepeMEHHOCTH.
I1pu oOHapyXeHUM HOCUTEILCTBA FepMUHAIBbHOI MyTaluu B reHe Rbl y
TJI0[Ia PUCK Pa3BUTHST peTUHOOIACTOMEI cocTaBisieT 90%. CrenoBaTenb-
HO, MOJIEKYJIIpHBIE MCCICIOBAHMS TTO3BOJISIT CeMbe TJIAHMPOBATh MaH-
HYI0 OEpeMEeHHOCTb, AeJias Ijis ceOsl BHIOOp: MpepBaTh €€ M0 MEAULIMH-
CKUM TTOKa3aHWSIM JIMOO0 UITU Ha PUCK POXKICHUS 60JLHOTO peOeHKa, KO-
TOPBIN IIPU POXIEHUN BKIIIOYAETCS B «IPYIIILy PUCKA» IUIST JATbHEHIIETO
HaOII0AeHUSI OHKOO(TATbMOJIOTOM Y reHeTUKOM. C 3TUX MO3ULIMIA K-
HUKO-TEHETUYECKUIT MOHUTOPUHT 3a «TPYMHITaMH PUCKa» TTO3BOJISIET PO-
IUTEISIM HaIesAThCsl Ha COXpaHEHUE XXW3HU U 3I0POBbS pebeHKa Ipu
YCJIOBUM paHHEN TUAarHOCTUKU 3a00JeBaHUSI U CBOEBPEMEHHOTO €ro Jie-
yeHUs. BaxxHo, 4TOOBI JUIIa, TIepeHecIIe B JIETCTBE PETUHOOIACTOMY,
MpU BCTYIUIEHUHU B OpaK 0OpaTUIMCh K Bpady-TeHETUKY W MOJTYIMIN MH-
¢opmalrio o IPorHose is MOTOMCTBA U METOAAX TOPOJOBOI AMArHOC-
THUKU B TEJIIX TPODUITAKTUKYI POKICHUS OOJBHOTO peOeHKa.

Hedgppobaacmoma (onyxoav Buabmca) — 3TMOIOTUYECKUA U TeHETUYEC-
KU rereporeHHoe 3abosneBanue. B okono 30% ciydaeB OHO MMeeT Ha-
CJICIICTBEHHYIO TPUPOAY. Bosblnasi yacTh TEHETHMUECKHM NETEPMUHUPO-
BaHHBIX CJTy4aeB BOZHUKAET B pe3yJIbTaTe MHAKTUBALIMU TeHa-CYyIIpecco-
pa WT1, nokanuzoBaHHOro B xpomMocome 11pl3. DTOT reH, Kak U reH
Rb1, oTHOCHTCS K KiTacCy OHKOCYTIPECCOPHBIX TEHOB, ¥ MOJIE)Ib KAHIIEPO-
reHe3a Ipy TaHHOM 3a00JIeBaHMH TaKasl ke, KaK 1 ITpU peTUHOOIacTOME.
Temusurorhbie neneuuu 11p13 xapakrepHbl 1 1t cuaapoma WAGR, npu
KOTOpPOM KpOMe OIyXojiu BuibMca oTMedaloTcsi aHUpHUIUSI, aHOMaJIUN
pa3BUTHS MOYETIONIOBOTO TPaKTa, 3aIepKKa (PU3NIECKOTO U YMCTBEHHO-
ro pa3Butusi. ToukoBble MyTaLiuu B 3K30Hax 7—10 reHa WT1, koaupyio-
WX MOTUB IIMHKOBBIX TAJIBIIEB, ONIPEeNsTIoT cuHapoM Jlennca—/parra
C XapaKTepHBIMU TMpPU3HAKaMU TIPOTpeccHUpymoleil HedponaTuu, IceB-
nporepMadpoauTusmMa, HedpobiacToMbl M TOHamo0JacToMbl. Bbicoka
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YacTOTa BBISIBJICHUS Y OOJIbHBIX C HE(PPOOIaCTOMOI TaKMX HACJIEICTBEH-
HBIX CMHAPOMOB, Kak bekButa—BuaeMaHna, remurunepTpoduu, Heiipo-
¢dubpomaros I Tuna u ap.

[MpuHUMIIEI MEANMKO-TEHETUYECKOTO KOHCYIBTUPOBAHMS TpU Hed-
pobyiacTomMe Te ke, YTO U Mmpu peTuHobjactoMe. HeobxonuMo TOJBKO
VYUTBIBATh TOT (haKT, YTO OOJBIIMHCTBO TEPMUHAIBHBIX MYTAIlUid TP
9TOM 3a00JIeBaHMM BO3HUKAET de novo, YTO CYIIECTBEHHO 3aTpyIHSIET
MIEHTU(hUKALIMIO HACTEICTBEHHBIX BAPUAHTOB U MEIUKO-TeHETUYECKOe
KoHcynbTHpoBaHue. [Ipy Takoi cuTyaliuy HeoOXOIUMbI MOJIEKYJISIPHBIC
HCCIIeIOBaHYsI, HATIpaBJIcHHbIC Ha BBISIBJICHUE TEHOB IPEIPACITONOXKEH-
HOCTH K pa3BUTHIO HE(PPOOIACTOMBI.

Koaopexmaavnwuii pax. HacnencTBeHHBIN pak TOJICTON KUIIKU BKJTIO-
YaeT IBE I0CTAaTOYHO XOPOIIIO ONMMCaHHbBIE (DOPMBI: HACIEACTBEHHBIM He-
MOJUMO3HBIA KOJOPEKTAIbHBIA paK M HACJIEICTBEHHBI paK TOJCTON
KUWIITKY, pa3BUBIINICS Ha (DOHE CEMEITHOTO alleHOMaTO3HOTO TTOJIUTI03a.

HacnencTBeHHBIN HEMOJUIIO3HBIN KOJOPEKTANIBHBIN paK SIBIISIETCS
HanboJIee BhIpaXKeHHOM (hopMOii paka TOJICTOM KUILKU, Ha JOJII0 KOTOPO-
ro mpuxoautcs okono 5—10% Bcex ¢opM KONIOpeKTadbHOro paka. Ha
MexnyHapomHoii Bctpeue B AMcteprame (1991) 6bputn onpeesieHs riep-
BOHayaJibHble KPUTEPUU HACJIEACTBEHHOIO HEIMOJMIIO3HOTO paka ToJIC-
TOU KWIIIKW, KOTOPHIE BKITIOYAIOT: 1) Hamuue B ceMbe 2—3 pONCTBEHHU-
KOB TIEPBOI CTETIEHW POACTBA ¢ MOP(OIOTMUECKN BepUDUIIMPOBAHHBIM
JIMarHO30M paKa TOJICTOI KMIIIKU; 2) TocjiefoBaTebHOe (BEPTUKAJIbHOE)
TopakeHre IBYX ITOKOJIeHM; 3) BBISIBJICHUE XOTS OBl Y OMHOTO U3 TIopa-
JKEHHBIX WIEHOB CEMBM KOJIOPEKTAJIbHOTO pakKa B BO3pPacTe MOJIOXKE
50 net.

CUHIPOM HACIEICTBEHHOTO HETIOJUITO3HOTO paKa TOJICTON KUIITKH
XapaKTepU3yeTcs ayTOCOMHO-IOMWHAHTHBIM THUIIOM HacJieMOBaHUS B
paHHEM BO3pacTe, CKIIOHHOCTBIO K TOPaKEHUIO MPaBbIX OTAEI0B TOJCTOMI
KUIITKU U Pa3BUTHUIO TIEPBUYHO-MHOXECTBEHHBIX 3JI0OKAYECTBEHHBIX HO-
BooOpa3oBaHMit. CpeHUIT BO3PACT BBISIBICHUS Y OOJIBHBIX HACIEACTBEH-
HOTO HEMOJMITIO3HOI'O paKa TOJCTOM KUIIIKHU COCTaBsieT 44 roia 1o cpaB-
HEeHUIO ¢ 64 romaMu TPy CIIOPaINIECKOM pake. B HEKOTOPBIX CEMBbsIX MO-
JKET HAOMI0AAThCs TIOBBIIIEHHBIN PUCK Pa3BUTHS IPYTHX 3JI0KAUE€CTBEH-
HbIX HOBOOOpa3oBaHMii. K HUM OTHOCSTCS pak SHAOMETPHS, MOJOUHOM
XeJe3bl, SMIHUKOB, XeJTyIKa, TOHKOW KUITKU. KyMyISITUBHBIN (HaKOTI-
JICHHBII) PUCK Pa3BUTHUSA paka y POICTBEHHUKOB M3 CEMbU C HACIEICT-
BEHHBIM HEIOJIUIIO3HBIM KOJOPEKTAIbHOM pakoM B Bo3pacte no 70 jer
cocrasisieT 91% 1t My>kuuH 1 69% — [utst keHIIH. [IpU4MHON BO3HUK-
HOBEHUSI HACJIEICTBEHHOTO HEITOJIUITO3HOTO paKa TOJICTOM KUIIIKH SIBJISI-
eTcst MyTalus ogHoro u3 renoB hMSH?2 (2p16); hMLH1 (3p21); hPMS1u
hPMS2 (2931 u 7qll), yyactBytomux B oOpa30BaHUU pernapalroOHHbIX
KOMIIJIEKCOB, (PYHKIIMSI KOTOPHIX 3aKJII0YaeTCs B TOAACPKaHUM TOUHOC-
1 JJHK B npoliecce ee penivkanuu.

Cemelinbiit adeHomamos moacmolii Kuwku, Ha poHe KOTOpOTo pa3BHUBa-
eTCs KOJIOPEKTANIbHBIN paK, XapaKTepu3yeTcs pPa3BUTHEM MHOXKECTBEH-
HbIX afeHoM (uHoraa 6osee 100) B ToacToit kuiike. Ero yacrora cocras-
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nsger 1 Ha 8000 HOBOpOXIEHHBIX. 3a00ieBaHNEe OOHAPYXKMBAETCS TPH-
6nu3uTenbHo y 40% 4wieHOB ceMbH. BoJIbHBIE ¢ CEMEWHBIM aleHOMAaTO-
30M SIBJISIIOTCS HOCUTENSIMU TepMUHaJIbHOUW MyTaruu B reHe APC
(5921—-22). B nacrosmiee BpeMs oOHapyxeHo 6osee 300 MyTaruii 3Toro
reHa, 60% 13 KOTOPBIX JIOKAJIM30BaHbI B 9K30HE 15. Bo3HMKHOBEHME CO-
MaTUYeCKOU MyTalluM B IPYTOM HOPMaJILHOM aJijiejie TIPUBOANT K WHAK-
THBALMM 00OUX aljiesiel 1 BOBHMKHOBEHMIO 3JI0Ka4eCTBEHHOTO 3a00J1¢e-
BaHus. Y 95% moneil, UMEIONIMX MyTallUM B 9TOM TeHe, pPaHO WIM MO3/-
HO pa3BHUBaeTCsI pak, mpudeM B 60% cirydaeB BOZHUKAET UMEHHO PaK TOJI-
CTOI KUIIKW, a B OCTAJIbHBIX — PaK TeJla MAaTKU, PaK MOJIOUHOM JXeJe3hl,
pak Xxenyaka. B cpegHeM pak y JIMII ¢ ceMeHBIMU aieHOMaMy pa3BUBa-
ercs B bosiee paHHEM BO3pacTe, Kak TpaBuio, no 40 niet, 1.e. Ha 20 JieT
paHbIe, yeM B momyasiiyn. CyIecTByeT HECKOJIbKO CHHAPOMOB, XapaK-
TEPUBYIOLIMXCS al€HOMATO30M XKeJyIOYHO-KUIIIEUHOTO TpaKTa U IMOsIB-
JIEHWEM OTyXoJieil MSTKUX TKaHell M Kocteil (cuHmpoM [apmHepa), Me-
IyJa0- U mmobsactoMm (cuHapoM Typko), KOTOpble paccMaTpUBaIOTCS
KaK BapuMaHTbI CEMEIHBIX aIeHOM.

Cunopom laponepa — ayTocOMHO-TOMUHAHTHOE 3aboeBanue. OCHO-
BaHUEM JUISI TTIOCTAHOBKM ITMATHO3a CIYXUT KJaccUdyecKasl Tpuama: aie-
HOMBI TOJICTOM KUIIKH, KOXHbIE (PUOPOMBI U 3MUAECPMOUIHBIE KUCTHI.
Hepenko o6HapyX1BalOTCST KOCTHBIE aHOMAJIMM (OCTEOMBI Yeperia, KOCT-
HO-XPSIIEBBIE 3K30CTO3bI, KOPTUKAJIBLHOE YTOJIIEHNE TPYOUaThIX KOC-
Teii), aHoMaJbHbIA NMpUKYyc. CleayeT OTMETUTh, YTO BHEKUILIEYHbIE TTPO-
SIBJICHMS BeChMa BapraOeTbHbl M MOTYT Pa3BUBAThCS IO TIOSIBJICHUS ajie-
HOM TOJICTOI KUIITKK. BepoATHOCTh MaJTMTHU3AIIUM aZcHOM TTPU TaHHOM
cuHapoMe — okojio 100%. Psn aBTOpOB OTMEYaeT CXOICTBO CEMEMHOI
aJieHOMBI U cuHApoMa [apmHepa M paccMaTpUBAIOT MOCTETHUN KaK BO3-
MOXHBII BapMaHT CEMEWHOM aleHOMBI. ACCOLIMAIINS MEXITY OITyXOJISIMU
MO3ra U MHOXKECTBEHHbIMU aIeHOMaMU TOJICTOM KUIIKU MOXET OBbITh pe-
3yJIBTATOM [NIBYX Pa3IUIHBIX TePMUHAIBHBIX Ne(EeKTOB: MyTallMu TeHa
APC unm reHa, oTBeyarolero 3a ycTpaHeHUe Ne(eKTOB MOCTpeIuInKa-
TuBHOI JIHK.

Cundpom Typko (BO3MOXHO, BapuaHT cuHapoma [apmHepa) — penkuit
HaCJIEACTBEHHBIM CUHIPOM, KOTOPHIA TepeaaeTcsl 0 ayTOCOMHO-TOMU-~
HAHTHOMY THUITy U MPOSIBJSIETCS COYETaHWEM aJeHOM TOJICTOM KHUIIKHU C
OIyXoJisIMM Mo3ra. HekoTophle nccienoBaTeu mojiaralot, YTo CUHIPOM
Typko — KIIMHWYECKUI BapUaHT CEMEHOTo aleHoMAaTo3a, TeH KOTOPOTo
KapTUpoBaH B paiioHe 5q21—22. [TogBuIKCh CBeASHUS O BO3MOXHOM CY-
IIECTBOBAHWY B TECHOME JAPYTOT0 I'eHa MOJIUIT03a TOJICTON KUTITKY, He CBSI-
3aHHOTO C CEMEMHBIM aJieHOMaTo30M. JIpyrue ucciieioBaTesIu moJjaraior,
4yTO CMHAPOM TypKO — camMocTosITeIbHOE 3a00IeBaHUE C QyTOCOMHO-pe-
IIECCUBHBIM TUTIOM HACJIeIOBaHUSI.

Cunopom Ileiimya— Feepca HacnemyeTcsl TakKke IO ayTOCOMHO-TIOMM-
HaHTHOMY TUITY C BBICOKOI IMMEHETPAHTHOCTbIO. BeTpeuaeTcst oH mpubv-
sutenpHO 1 Ha 8300—29 000 HOBOpoXIeHHBIX. B oTimume ot npenpiny-
IIAX CUHAPOMOB, TIOJIUIIBI IIPU JAHHOM 3a00JIeBaHUU TIPEACTABIISIOT CO-
0011 UICTUHHbIE FTaMapTOMBbI (BO3MOXHbI aICHOMBbI) 1 ITOPaXKaloT BCE OTae-
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Jbl KKT. BHekuieyHble TPOSIBICHUSI — MMUTMEHTALMSI CIU3UCTON 000-
JIOUKM ry0, pOTOBOI MOJOCTU, a TAKXKE JaJOHEe!, IMOIOIIB U NepuaHaib-
HOI1 obsactu, Biaranuma. Haubosiee 4yacTo MaTMTHU3UPYIOTCS TTOJTUITBI
JKeJTyZIKa, TOJICTOM KMIKKW. OTMCcaHbl peaKue ClIydand Pa3BUTHSI Y O0Tb-
HBIX C JTaHHBIM CHHAPOMOM paKa JIBEHaALlaTMIEePCTHON Kuiuku. [Tpu
cunnpome [leiitira—Erepca Hepenko oTMedaeTcsl COUeTaHNe PasTnIHBIX
OITyXOJIeii KEHCKOTO TTOJIOBOTO TpaKTa, MOJIOYHBIX XeJie3 M TepBUYHO-
MHOXECTBEHHBIX 37I0KaYeCTBEHHBIX HOBOOOPAa30BaHUIA.

IOsenunvhbIil nOAUNO3 MoacmOll KUWKY — HACJIEICTBEHHOE MOpaxe-
HHUE TOJICTOM KHUIIKHW, IMPU KOTOPOM THUIl HACIeIOBAaHMS TaMapTOMHBIX
MOJIMIIOB, B oTinyre oT cuHapoma Ileiitua—Erepca, octaercs HemocTa-
TOYHO SICHBIM.

Ha ocHoBaHWM pe3ynbTaToB aHAIM3a TeHETUIECKUX HapyIIeHWI, Ha-
OJIIoIaeMbIX Ha pa3IMYHbBIX 3Talax OMyXoJeBoi mporpeccuu, Morepli-
TeitHOM ObUIa MpejCcTaBieHa MOJE/b KOJIOPEKTATbHOIO KaHIleporeHesa,
CYIIIHOCTh KOTOPOI 3aKJII0YaeTCsl B TOM, YTO UISI Pa3BUTHS 3JI0KAYeCT-
BEHHOI OITyXOJIM TOJICTOM KHUILIKK HEOOXOOMMO IO MEHbIleil Mepe 7—
10 reHeTUUECKMX HapylIeHUI, HaOJIOMAOIIUXCSI B 4—5 pa3IMYHbIX Tre-
Hax. DTV MU3MEHEHUs 3aTparvBaloT Takue BaxkHble TeHBI, Kak APC(5q),
DCC/DPC/JV18(18q), p53(17p) u onkoreH K-ras (12p). Bce aTo cBunme-
TEJIBCTBYET O CTAIUITHOCTH Pa3BUTHSI aIcHOM M Ha MX (hOHE paKa TOJICTOM
kumku. [Ipenmosaraercs, 4To HacjaeICTBEHHAs IPEaPacIioNOXeHHOCTh
K aJieHOMaM U paKy TOJICTOM KHUILKU SIBISIETCST 00111eid, a TeH(bl) MoaABep-
JXKEHHOCTU MMeeT 3HauyeHHMe He TOJIbKO B BO3HWKHOBEHUU W Pa3BUTUM
aZieHOM, HO U B 3JI0KQ4€CTBEHHOI MX TpaHC(OpMaInu.

CxeMa (hOpMUPOBAHUS «TPYII PUCKA» Pa3BUTUSI paKa TOJICTOM KMIII-
KU BBITJISIINT clienytonuMm oopaszoM. [Ipy HacliencTBEHHOM HETTOIUIIO3-
HOM KOJIOPEKTAJIbHOM paKe OIMyXOJIM TOJCTOM KMIIKM W APYrHe 3710Ka-
YeCTBEHHbIC HOBOOOPa30BaHUsI BO3HMKAIOT B 00Jiee paHHEM Bo3pacTe (10
40—45 net), yeM aHAJIOTUYHbBIE CITOpATUYECKUE OMyXoau. B cBsI3u ¢ aTum
CKPUHMHT B TaKMX CEMbSIX CJIeAyeT HAaUMHATh C 00caemoBaHus auil ¢ 20-
JIETHETO BO3pacTa. YUMThIBas, YTO MPU HACAEACTBEHHOM HEMOJMUIO3HOM
KOJIOPEKTATTbHOM paKe MOpakaloTcs TTPEUMYIIIeCTBEHHO TTPaBble OTHEIIbI
TOJICTOM KMIIIKM, METOIOM BBIOOpA TIPY CKPUHMHTE JOJIKHA OBITh TOTaJTb-
Hasl KOJIOHOCKONUSI. BOJbHBIX TECTUPYIOT Ha Haju4yue IepMUHAIbHOI
MyTaiuu B ogHoM u3 reHoB hMSH2 u hMLH1. B ciyyae BbisiBiIeHUS My-
Taluu y O0JIbHBIX aHAJIOTUIHOMY TECTUPOBAHMIO TIOIBEPTaloTCs 310PO-
BbI€ POJICTBEHHUKH C MOCAEAYIOIIMM (POPMUPOBAHUEM «IPYII PUCKa» U
aKTUBHBIM TUCITAaHCEPHBIM HabromeHeM 3a HUMU. [loka 310 equHCT-
BEHHBIN TTOAXOM JUISI OpraHU3aluy 1 QYHKIIMOHUPOBAHUSI CUCTEMBI Te-
HEeTUYeCKOi MpohUIAKTUKKM HACIEACTBEHHBIX (POPM paKa TOJCTOM KUIII-
KU, YTO B CBOIO OUepPe/Ib SIBJISIETCS] OCHOBHOM 3a1aueil CrieiaTu3upoBaH-
HOTO MEIUKO-TEHETUIECKOTO KOHCYJIBTUPOBAHUST B OHKOJIOTHH.

I1pu obcaenoBaHUM POACTBEHHUKOB IMPOBOAUTCS UX OTOOP B UEThIpe
TPYNITBL: TIepBas TPYIa — JIWLA C BHIIBJICHHBIMHU 3JI0KaYeCTBEHHBIMU
HOBOOOPa30BaHUSIMU, BKJIIOYAsT paK TOJICTOM KMIIIKM; BTOpast — C BBISIB-
JICHHOM MpeIoIyXoJeBOoii, OIyXoyieBoii U (DOHOBOI IaTOJOrUei; Tpe-
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ThsI — C HAUIMYMEM TTpeMOopOrIHOTO (hoHA, HO 6e3 oTIpenessieMoit Tpu 00-
cJieIOBaHUY TATOJIOTUM; YeTBepTasi — <«IMPaAKTUYECKU 3M0POBbIE» JIMIIA.
B niepBoit rpymime MpoBoANTCS JeUeHNE BBISIBICHHON MTATOJIOTHH, a B TI0-
CJIeyIoIIeM — KOHTPOJbHOE 00C/IeIOBaHNE B 3aBUCUMOCTH OT JIOKAIM3a-
LMY ¥ CTauU OMYyXOJieBOro mnpouecca. ExXeroqHblii MOHUTOPUHT B 3TOU
TPYIIITe HaTIpaBJieH Ha BTOPUYHYIO TTPOMWIAKTUKY HOBBIX 37TOKAQUeCTBEH-
HBIX orryxosieii. Bo BTOpoii rpyrie ocyiecTBisieTcs iedeHre BhISIBIICH-
HOJ MaToJIOrMu U 00clienoBaHue, KOTopoe MpoBoautcs 1 pa3 B 2—3 roga
1o 40 neT, a B OC/IeayIoIEM — eXerogHo. B TpeTbeit u ueTBepToii rpymn-
MMax OUCTIAHCEPHOMY HAOIONEHWIO TOMJIeXaT TOJBKO JIMIA CTaplie
40 yieT, y KOTOPBIX ITOBTOPHBIH prcK Gosbiie 10%.

Ha mepBoM aTame CKpWHMHTA CJIedyeT MCITOJIb30BaTh KIMHUUECKUES
KPUTEPUU: «CeMeiTHasi ICTOPHSI» KOJIOPEKTaIbHOTO paKa U/WIKM afecHOM
TOJICTOM KUMKW, paHHUI BO3PACT BBISIBJICHUSI paka TOJCTOM KUILKU (MO-
Joxe 45 JieT), HaJIm4Kre B CeMbe POJCTBEHHWKOB C TMOJTMHEOTUIA3USIMU 1
IPYTUMU 3JI0KaYeCTBEHHBIMU HOBOOOpA30BaHUSAMU (paK SHIOMETPUSI,
SIMYHUKOB, MOJIOYHBIX XeJie3). Mcxoast U3 Toro, 4To yacToe pa3BUTUE Me-
TaXpOHHOTO paKa TOJICTOW KUIITKY Y OOJIBHBIX C HACIEACTBEHHBIM HETIO-
JIUTIO3HBIM KOJIOPEKTAIBHBIM PAKOM TPOUCXOAUT Ha (DOHE anmeHOMBI, 1
B 3TUX CJIy4asiX MPOLIECC MPOrpPecCUpOBaHMsI MPoaudepaTUBHBIX IPOLEC-
COB OT HOPMAJIBHOM CITM3UCTOM 00OJIOYKH K alcHOME U OT TTOCIIeTHEH K
paKky IpOUCXOIUT ObICTpee, MHTEPBAJI 00CIeNOBaHUS POACTBEHHUKOB 13
3TUX ceMell TOJIKeH ObITh Kopoue — 1 pa3 B rog.

B Hacrosee Bpemsi He peKOMEHIYeTCsT UCTIOJTb30BaTh TECTHI IS BBI-
SIBJICHUST MyTalllif TEHOB C 1eJIbI0 UASHTU(MOUKALIUN JIUII, TIPEIPACTIONO-
KEHHBIX K paKy TOJICTOM KUILIKU, B OOIIEH MONYJISILMHU, 10 KpaiiHeil Me-
pe, TIo IBYM MPUIMHAM: peaIKOCTh MyTaruit TeHa APC 1 TeHOB, yJacTBy-
IOIMX B penapauuu omunook perivkainuu JHK B monynasitium, u goporo-
BHU3HA UCCIeAOBaHUI. B cBSI3U ¢ 3TUM NpU MOAO3pEHUU Ha HaIUuKe
HACJISICTBEHHOTO HETOJIMIIO3HOTO KOJIOPEKTAILHOTO paka MHOTHME WC-
CJIeOBATENN TIPEAIATAIOT Y MOPaXeHHBIX WIEHOB CEMbU MCCIEeNOBaTh
OIyXOJIM Ha HaJIMuue MUKpocaTe/uIuTHOM HectabunbHocT JAHK. Eciaun
OHa BBISIBJIEHA, OOJTbHBIE PAKOM TOJICTOM KUIITKU TTOBEPTAIOTCS TECTY Ha
HaJIMYKe TepMUHAIBLHOI MyTallMy B oMHOM 13 TeHoB hMSH2 n hMLHI1.
B ciyyae BbIsIBIEHUSI MYTallMM 3TUX F€HOB aHAJIOTMYHOMY TECTHPOBaA-
HUIO MOABEPTaloTCs 3M0POBbIE POJCTBEHHUKU.

Pak opraHoB keHCKOii penpoayKTHBHOM CHCTeMBI (paK MOJIOYHOM XKe-
ne3bl U SIMYHUKOB). B Hacrosiiiee BpeMsi YeTKO YCTAHOBJIEHO, YTO
B 5—15% cemeii, B KOTOPBIX UMEJIMCH CTydau paka MOJIOYHOMU KeJie3bl 1
paka SIMIHUKOB, 3TU OTTYXOJIM OTHOCSITCSI K HACTIEICTBEHHBIM BapraHTaM,
pa3BUTHE KOTOPBIX CBSI3aHO, KaK U MPU APYTUX HACAEICTBEHHBIX OIyXO-
JISIX, C TIePBOHAYAIBHOW MyTaIMeil B TepMUHABHBIX KJIETKaxX ¢ MOCIIeny-
IOIMU TEHETUIECKUMHU COOBITUSIMU B STUTETNATBHBIX KIIeTKaX-MUIIe-
HSIX MOJIOYHBIX XeJie3 U SIMYHUKOB. 111 Hac/ieACTBEHHbIX (hOpM paka Mo-
JIOYHOM KeJie3bl U SIMYHUKOB XapaKTEePHBI: (haKT CEMEWHOTO HaKOIUIe-
HUS, «BepTUKaJIbHas» Tepenada 3a00JieBaHUSI, PaHHUII BO3pacT €ro
Hayasia, IByCTOPOHHOCTb UJIU MOJIUGMOKYCHOCTb MOpaxeHusl, crieuudu-
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YecKue OITyxoJyieBble acconnanyi. PakT ceMeHOTO HaKOTUIeHUs (IBe 1
0oJiee MOpakeHHBIX POJACTBEHHMI) U PAaHHUN BO3pacT MaHU(UCTALMU
3a00J1eBaHMS SIBJIAIOTCS KapAWHAJIbHBIMU MPU3HAKAMM BCEX HACJEACT-
BEHHBIX PAKOB, B TOM YMCJIe pPaKa MOJIOUYHOU JKeJIe3bl U STMIHUKOB.

K Hacrosiniemy BpeMeHU BbIIENEH Psili CHUHIPOMOB, IPU KOTOPBIX pak
MOJIOYHOM XeJie3bl WU SIUYHUKOB CIIy>KUT OMHUM U3 MPOSIBJICHUI TeHe-
TUYECKU NeTepMUHUPOBaHHOTO deHOTHNA. OTMIMCAaHbBI TakWe crienudu-
YecKue OMyXOJIeBble acCcOLMaluU, Kak paK MOJOYHOU XeJe3bl/sSuYyHU-
KOB/2HIOMETPUS, paK MOJIOYHOM KeJIe3bl/pak OPraHOB KETyI0IHO-KH-
meyHoro tpakTa (cuHapom Jlmaua II), pak Mono4yHOI Kesie3bl/MO3Ta,
KOCTeil M MSITKMX TKaHei (cuHapoM JIn-dpymeHn), pak MOJIOYHOM Ke-
JIe3bI/OTyXOJIN MSITKUX TKaHeW, si3bIKa, TOPTaHW, HaAIIOYEeYHUKOB, Te-
Mob6macto3sl (SBLA-cuHapoMm). [ToMrMo TiepednCIIeHHBIX CHUHIPOMOB
CYLLIECTBYIOT HACJIEICTBEHHbIE OOJIE3HU U CUHAPOMBI, Ha (POHE KOTOPBIX
pa3BUBAeTCs pak MOJIOYHOU XkeJie3bl U AMYHUKOB. K HUM OTHOCATCS CUH-
npombl TapnHepa, [efitiia—Erepca, KoyneHa, a Takke Takoe UMMYHO/IE-
(GULIUTHOE COCTOsIHME, KaK cuHapoM Jlyu-bap.

OfHUM U3 3HAYUTEJbHBIX JOCTMXEHUI B 001aCTU U3yYEHMS HACel-
CTBEHHBIX (DOPM paka SIMYHUKOB U MOJIOYHOM XKeJIE3bI SIBIJIOCH OTKPBITHE
reHoB BRCAI u BRCA2, repMuHanbHasi MyTalusi B OQHOM U3 aJljieseit
KOTOPBIX JaeT BBICOKMI PUCK Pa3BUTHS paKa SMIHUKOB M paka MOJIOU-
Hoii xxene3nl. [eH BRCAI 6b11 KapTUpOBaH Ha JUIMHHOM Tiiede 17-i Xpo-
MOCOMBI. Y4yacTok XpomocoMbl 1721, rme pacrnonaraercsi reH BRCA,
YacTo JeJIETUPYET MPU pake MOJOYHOM Kene3bl U SMYHUKOB. MyTtaiuu
9TOTO TeHa B OCHOBHOM TIPOVCXOSIT B TEPMUHATBHBIX KJIETKAX, YTO TIPH-
BOAMT K Pa3BUTHIO HACIEACTBEHHBIX (HOPM paka SIMYHMKOB M paka Mo-
JlouHoit xene3bl. pyroii reH BRCA2 6b11 kKapTrpoBaH Ha 13-t XxpoMoco-
Mme (13q12—13). C MONEeKyISIpHO-TeHETUIECKOI TOUKU 3peHUs] (DYHKIIUS
reHoB BRCA1 u BRCA2 (ocobenHo BRCA2) no koHIIa He BBISICHEHA.
OnHako MHOTHE CYUTAIOT, YTO 3TU TE€HBI MPEACTABIISIIOT COOO0M TeHbI-CYII-
peccopsl. B HacTostiee Bpemst unentuduimposano 6oree 800 pazmmy-
HBIX MyTaluil (OOJBLIIMHCTBO U3 HUX MPEICTaBICHBI ACTELUSIMA U UH-
CEepUMSIMH), JIOKAIM30BAHHBIX B Pa3IMUYHBIX 00acTax reHoB BRCA1/2,
KOTOpbIE JAI0T OYeHb BBICOKMI PUCK BO3HMKHOBEHUS paka SIMYHUKOB
U/WIM paKka MOJIOYHOH XKeJe3bl.

Puck pasBuths paka SIMMHUKOB W/WJIM paka MOJIOYHOM KeJie3bl Y
JKEHIIIMH — HOCUTEJbHUIL TepMUHATBHBIX MyTalii reHa BRCAL1, o manH-
HBIM Da3HbIX aBTOPOB, pa3MuyeH: NMPU pake SIMYHUKOB OH paBeH 44%,
a TIpu pake MOJIOUHOM kesie3bl — 87 %, 110 MTaHHBIM IPYTUX — PUCK Pa3BU-
TUSI paka SMYHUKOB U /WJTN PaKa MOJIOYHOU XeJie3bl B TeUeHNE BCeil K13~
Hu (1o 70 et ) paBeH 60—65%. Y Hocuteneit myrauuii reHa BRCA2 puck
pasBUTHSI paka SMYHUKOB 3HAYMTEIBHO HUXKE U paBeH 20%, MpuueM Hau-
OOJIBIINIT PUCK PAa3BUTHS paKa SMIYHUKOB HAOTIONAETCS Y KEHIIINH B BO3-
pacte 40—49 jieT U B ceMbsiX, Tie HAKOIUJICHUE pakKa SIMYHUKOB, acCco-
LIMUPYETCS C OMYXOJISIMU MOJIOUHBIX XXeJe3.

B cucreme mpodwnaktuky HacnenCcTBEHHBIX GOPM paka SIMYHUKOB
OuYeHb BaxKHasl 3afaya 3aKJI0YAeTCsl B BbISIBJICHUU JIMLL, MOABEPKEHHBIX



26 1. O6was yacTb

BBICOKOMY TEHETUUECKOMY PUCKY Pa3BUTHS pakKa, UX TMHAMUYECKOE Ha-
OJI0JEHUE U OKa3aHWEe CBOEBPEMEHHON MpOGUIaAKTUYECKON MOMOILN.
OcHOBHas LIeJTb HAOTIOACHUS «TPYITI PUCKa» — 3TO PAHHSS TUAarHOCTUKA
3a00JIeBaHMS M PaHHEE HAavaJIo ero JeueHus . [1J1s1 5Toro MHOTHE UCCITEI0-
BaTeIM PEKOMEHIYIOT HaunHas ¢ 25—35 et Kaxabie 6—12 MecsiieB KOH-
CyJIBTAIlUY TUHEKOJIOTa 1 MaMMOJIoTa, MaMMorpaduio, WHTpaBarHaJb-
Hoe Y3U, onpeneneHue ommyxosieBoro mapkepa CA 125. s mpakTudec-
KU 30POBbIX HOCUTEJIEN MyTalluii aKTyaJbHBIMU SIBJISIIOTCSI paHHEE BbI-
sBJIeHWE 3a00JIeBaHMSI TTOCPEACTBOM CKPUHMPYIONIUX IIPOTPaMM,
W3MEHEHUS CTUJIS XKU3HM, XUMUOTPOGUIaKTUKA U KIMHUKO-XUPYPTH-
yeckue NpoduiakTuyecKrue METOIbI.

IIupoko obcyxnaeTcs: mpoduiakTuueckoe MPUMEHEHUE B «Ipymnax
pucKka» TaMokcudeHa. B ocHOByY TpemiaraeMoii ropMOHOTEPATAN TOJI0-
JXKeHBI (haKThl, CBUIACTEIbCTBYIOLIME O TOM, YTO TaMoKcubeH B 90% ciy-
YyaeB IMO/IABJISIET OMYXOJIEBBIN POCT MTPU pake MOJOYHOM XKeyie3bl. DTO Mo-
3BOJIWJIO TIPEANOIOXNTh, YTO TIPUMEHEHE TaMOKCU(eHa BO3MOXHO H C
npoduiakTuyeckoi ueabto. ITogpodHoe n3ydyeHre MexaHu3Ma JeiCTBUS
npernapara BbISIBUIO, YTO TaMoKcH(eH 0jokupyeT G-1 a3y KJIeTouHoro
LIMKJIA ¥ TIOABIISIET AeJIEHUE OITyX0JIeBbIX KIeTok. HaunHast ¢ 1980-x ro-
JIOB OBLIY MTPOBENEHBI 0OJIbIINE KIMHUYECKUE PAHIOMU3UPOBAHHBIE MC-
clIeIoOBaHUS MO omnpeneneHno 3(GpdeKTMBHOCTU TPOMUIAKTUYECKOTO
MpUMEHEHUST TaMOKCH(EeHa Y XKEHIIIMH C BBICOKUM PUCKOM Pa3BUTHS pa-
Ka MOJIOUHOM Xesne3bl. O000IeHHbIE Pe3yIbTaThl 3TUX MCCIEI0BAHMUIA,
onyoJMKoBaHHbIE B 1998 T., moka3zajiu, 4To MpUMeHeHUe TaMOKcUdeHa ¢
1IeJIbI0 TTPOMWIAKTUTKY B OJHMX TpymIax (aMeprMKaHCKHE HCCenoBa-
HUSI) CHUXKAET PUCK Pa3BUTUs HEMHBA3UBHOIO paka MOJIOYHON KeJe3bl
Ha 50%, B 1pyruX (QaHTTUICKYE TaHHBIE) PA3HUIIB B PUCKE KOHTPOJIBHOI
U OIBITHOU TPYIIN HE HAWIEHO.

IMpodunakTryeckass MaCTIKTOMMUS SBJISIETCS AJIBTEPHATUBHBIM METO-
JIOM TIPO(MMIIAKTUKY Y XKEHIIUH C BEICOKUM PUCKOM Pa3BUTHS paka MO-
JIOUHO# Kene3bl. MUHUMAaNIBHBIN PUCK, TIPU KOTOPOM pEKOMEHIOBaHA
9Ta Mpoleaypa, cocTaBsieT 25%, XOTsI HSKOTOPbIe €BPOIIEiCKUE LIEHTPHI,
WCTIONB3YIONINE 3TOT BU OTEPallii, YYUTHIBAIOT TOJIBKO HOCUTEIHCTBO
repMuHaIbHBIX MyTauii reHoB BRCA 1/2, mpenpacmonaraiomux K pas-
BUTHIO paKa MOJIOYHOI XeJie3bl. PeTpocneKTUBHbBIE JaHHBIE TTOKa3biBa-
0T, 4TO MPOMUIAKTIIECKAs MACTIKTOMUST CHIKAET PUCK Pa3BUTHSI 3TO-
ro 3aboseBaHust Ha 95%.

MenynaspHblii paK HIMTOBMAHOW XkKeje3bl. HacnencTBeHHbIN Memyi-
JIApHBIN pak muToBuaHON kene3bl (MPILK) sBiasieTcss ocHOBHOIA co-
CTaBHOI YaCThIO CUHAPOMOB MHOXECTBEHHOI SHIOKPUHHOI HEOIlJIa3un
2-ro Tuna (MBH II), kotopas Bkiouaer MOH 1A, MOH I1b u cemeii-
HBI MeIYJUISIPHBIN paK IIUTOBUIHON XeJe3bl. KimHudecke BapuaHThI
HaCJIEACTBEHHOTO MEAYJIIIPHOTO paKa IIMTOBUIHOM KeJIe3bl TTPUBEICHBI
B Tabnuue 2.1.

Pe3ynbraThl KOMIUIEKCHOTO KIIMHUKO-TEeHETUISCKOTO aHaIn3a ceMeit
6onbHbIX MPILLZK mo3Boauiv BeIIEIUTh OCHOBHbIE KIMHUYECKNE U Te-
HeTUYeCcKue MPU3HAKK, C TOMOILLBIO KOTOPBIX 0Ka3ajlach BO3MOXHOM ¢e-
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Tabauya 2.1
KnuHnyeckue BapnaHTbl HACNeaCTBEHHOIO
MeAyUJIIPHOro paka WUTOBUAHOMN Xenes3bl
CeMeliHbII
KiteTku, opraHbl ¥ TKaHU MO3H I12A MODBH IIB MPIIDK
C-KJIETKU ILMTOBUI- Pak Pak Pak

HOW XeJIe3bl

Hanmoueynukn ®eoxpomonuroma | DeoxpoMoLTroma —
(50%) (50%)

TMapamyroBuaHbIe Tunepnnasus/ He BoBieueHbI -

KeJe3bl aneHoma (10—30%)

[aHrIMM XenynoyHo- | — Tuneprnasust —

KUIIIEYHOTO TpaKTa

[ pyrue HapyleHust — MpblilI€YHbIE U CKE- —
JieTHbIE 1e(EeKTHI,
HEBPOMBI CJIU3UCTON
000J104KM pTa U
KOHBIOHKTUBBI,
3ajiepKKa MoJIOBOTO
CO3peBaHus

HOTUMMYeCKas MACHTU(UKALIMSA HACIEACTBEHHBIX (hOPM 3TOTO 3abosie-
BaHUsS M (OPMHUPOBAHUE <«IPYIN MOBBILIEHHOTO PUCKa» Pa3BUTHUS
MPILLX cpeny poacTBEeHHUKOB OOJIbHBIX. 107151 HacIeACTBEHHBIX (popm
MeIy/UISIPHOTO paka IIATOBUIHOM Xeje3bl cocraBisieT 25—30%. Drtu
JNAHHBIE ObLIU MOATBEPKAECHBI U C UCMOJb30BAHUEM MOJIEKYJIIPHO-TeHEe-
TUYECKOTO aHaiu3a, BKJIIOYas BBISBJICHUWE MYTallMifi B NMPOTOOHKOTECHE
RET, 4ro mo3BOMMIO YyCOBEpIICHCTBOBATh PAaHHIOK IMArHOCTUKY Ha-
cineactBeHHbIX (opm MPIHIXK. Ha ocHoBaHuMM ompenejieHUsl MOJHOMI
HYKJIEOTHUIHOM TOCIEN0OBATEIBHOCTH, BKJIIOYAOmEeil 9—16-i1 5K30HBI U
OKpyXarolue ux MHTpoHbI mpotooHKoreHa RET (10q11.2), paspaboTana
HoBas 3¢ deKTUBHAS CUCTeMa aHaJau3a Bapyaluuu cTpykTyphl ais 10, 11,
13, 15 1 16-ro 3k30HOB reHa RET, MyTaliiy B KOTOPBIX aCCOLIMMPOBAHBI
¢ MBH II. C ucnnonb3oBaHueM pa3pabOTaHHOI HOBOI CUCTEMBI OTIpeIe-
JIEH CIIeKTp TepMUHajbHbIX MyTaunuii B reHe RET npu cunapomax
M3BH II. B poccuiickoii nonynsiuuu y 6osbHbIx ¢ MOH IIA Haubonee
YaCTOM MyTalLlMei SIBJISIETCS 3aMeHa LIMCTEMHA Ha apTMHKMH B KomoHe 634,
KoTopast obHapyxeHa y 50% o6cinemoBaHHbIX. MyTanust B KogoHe 918
BbIsSIBJIEHA Y Bcex poccuiickux 6oabHbix ¢ MOH IIb. ITokazaHa Bo3Mox-
HocTh TipuMeHeHus: RET-MapkepoB a1 yTOUHEHUSI [UarHo3a, Uil BbI-
SIBJICHUST 0ECCUMITOMHBIX HOCUTEIEH MyTallMiA U3 OTSITOLEHHBIX CeMen
¢ 1esiblo hopMUPOBaHUS Irpynn prucka. PazpaboTaHHas cructemMa MOJIeKy-
JsipHOTO aHaiu3a mno3BossieT co 100% 3hdeKTMBHOCTBIO MPOBOAUTH
JAHK-guarHoctuky HacieactBeHHbIX ¢opM MPIIZK u ucrnonb3oBaTh
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Cxema 2.1
BbisBneHune HacneacTBeHHbIx popm MPLLK
n hopmMupoBaHue «rpynn pucka»
Wnentudukauus HacaeACTBEHHbIX (hOpM
U Kputepuu ¢hopMUpOBaHUs «rpymnil pucka» MPIL2K
Buoxumuyeckuit MeTo,

Knunuko- (YpOBeHD A MonexynsipHo-

TeHEATOTUIECKUIT METO yp TeHETUYECKUN METOIT
KaJIbLIMTOHUHA)
BeisiBiieHue cuHapoMoB | | BeisiBeHuUe nipeapacio- TectupoBaHue
U CEMEWHBIX JIOXXEHHOCTH Y POJICT- HOCUTEJIbCTBA MYTAIIUIA
HakoruieHuit MPILK BEHHUKOB 00JIbHOTO reda RET

/\

9TU Pe3yJbTaThl U1 MHAMBUIYaIbHOTO MPOrHO3a U MPOMWIAKTUKY paKa.
WUnentudukanus RET-myTauuii y poicTBEHHUKOB MO3BOJISIET BBISIBUTh
MOTEHIIMATbHBIX OOJIBHBIX IO MOSIBICHUS Y HUX KIIMHUKO-O0MOXUMUYIeC-
KUX MPU3HAKOB Pa3BUTHUS MEAYJISIPHOTO paka IIMTOBUIHOM Kejle3bl U
TeM CaMbIM CHU3UTh PUCK BO3HMKHOBEHUS 3a0ojieBaHUsl. g BbIsIBIIE-
HUS HACJIEeICTBEHHBIX BAPMAHTOB MEIYJUIIPHOTO pakKa IMMTOBUIHOM Xe-
JIe3bl UCTIOB3YIOT TP dTara MeponpusTuii (cxema 2.1).

Ha ocHoge JIHK -nmrarHocTrKu nmosiBuyiach BO3MOXHOCTD ITPOBEAESHUS
MPEBEHTUBHON THpeoumaaKToMuu Tpu cuHapomax MOH II. TTpodpunak-
TUYECKAsl THPEOUIIKTOMMSI, KOTOPYIO PEKOMEHIYIOT IMTPOBOIUTH C S-JIET-
Hero Bo3pacTta B ceMbsix ¢ cuHapoMoM MOH IIA, mocayXuT npemaymnpex-
JIEHWEM Pa3BUTUS paKa IIUTOBUIHOM XKeJIe3bl TIPY TaHHOM CUHIPOME.

O00011IeHHbIE KIMHUKO-TEHETUYECKE MCCIeNOBaHUS TMO3BOJIWIN
YHUGDULIMPOBATh KPUTEPUN UACHTU(DUKALIUKM HACIEICTBEHHBIX HOBOOO-
pa3oBaHMi1 00O JIOKAIU3aIM1, KOTOPhIE BKIIOYAIOT:

* HAIMYME B CEMbe ABYX M 0oJiee MOpaxkeHHbIX PAKOM POICTBEHHU-

KOB;

* BepTUKAJbHBIN XapaKTep paclipeaesieHusT 3a00JIeBaHUSI B CEMBSIX,
COOTBETCTBYIOIIUI ayTOCOMHO-IOMUHAHTHOMY THUITy HacjeloBa-
HUS (TTporopliysl OOJBHBIX K OOILIEMY YKCIy YJI€HOB CEMbU B BO3-
pacte crapiie 35 ner npubanxaercs K 50%);

* HaJIMYMeE BHICOKOM YaCTOThI MOJU(OKYCHOTO ABYCTOPOHHETO Iopa-
JKEHUSI MTAapHBIX OMYXOJIei;

* HaJIMYKME B CEMbBSIX BBICOKOM YacTOThI OOJBHBIX C MIEPBUYHO-MHO-
JKECTBEHHBIMU 3JI0KaUe€CTBEHHBIMU HOBOOOPA30BaHUSIMU;
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paHHUIA Bo3pacT Hadyajia 6one3nu (mo 40—45 ner);
crielMduuecKkre omyxoyeBble acCollMallUu B ceMbe (HAKOILIEHHE
OITyXO0JIeil pa3HBIX JIOKATU3aUA Y POICTBEHHUKOB, O0beINHSIEMBIC
TOHSATUEM «OHKOCHHIPOM»;

OOHapy:KeHUEe XPOMOCOMHBIX MyTallMil, CIEeLUdUIYECKH CBSI3aH-
HBIX C BO3HUKHOBEHUEM OITyXOJIN;

oOHapy:KeHHe MyTalliii TeHOB, aCCOIMMPOBAHHBIX C BOSHUKHOBE-
HUEM KOHKPETHBIX OIYXOJICH.

B HacTosee BpeMst uneHTuuIrpoBaHo 0ojee 20 TeHOB, MHAKTHBA-
1I1ST KOTOPBIX TPUBOANT K BOSHUKHOBEHUIO HACIEICTBEHHBIX OHKOCHH]I-
POMOB M pa3MYHbIX HOBOOOpa3oBaHMI. Pe3ynbTaTbl reHeTUKO-3Muae-
MUOJIOTHYECKUX U MOJICKYJIIPHO-TEHETUYECKUX MCCIICHOBAHUM TTPUBEITN
K BceoOIeMy TPU3HAHUIO KOHIIETIIIMM, YTO paK — 3TO 00JIe3Hb TeHOMa, a
KaHIIEPOreHe3 — 3TO CJOXHBIM Mpoliecc, B OCHOBE KOTOPOIO JexXar
CTPYKTYPHO-(DYHKIIMOHAJIbHBIC U3MEHEHUS KIIETOYHBIX TCHOB, IETEPMU-
HUPYIOLIUX BO3HUKHOBEHHE U IPOTPECCHI0 OIyxoiu. [1pu HacieacTBeH-
HbIX (hopMax paka onpenessionias pojb MPUHAMIEKUT CYPEeCCOPHBIM
reHaM. CyMMapHBIi 3(pdEeKT MHAKTUBALIMM T€HOB-CYIIPECCOPOB U aKTH-
Ballvsi OHKOTEHA HAPYIIAIOT Pa3IMYHbIC 3BeHbSI €IUHOM CUCTEMBI, PETy-
JIMpYIOILEH KJIETOUHYIO Mpoaudepalnio, YTO B KOHEYHOM UTOre MPUBO-
AT K OMHOMY PEe3y/IbTaTy — HEKOHTPOJIMPYEMOMY JEICHUIO, TIpeBpalia-
IOIIIeMYy KJIETKY B 3JI0KaYeCTBEHHYIO, IIPUYEM Pa3BUTHE HEKOTOPBIX 3J10-
KauyeCTBEHHBIX oIyxosieil TpedyeT oT 7 1o 10 reHeTHYeCKUX U3MEHEHUIA,
HaOIoAaeMbIX B 4—5 pa3IMUHBIX TeHaX.

OmHUM M3 BaXXHBIX Pe3yIbTaTOB M3Yy4eHMS] HACIIEACTBEHHBIX 3JI0Ka-
YECTBEHHBIX HOBOOOPA30BaHUI SIBJISIETCS OOHAPYKEHUE UX 3TUOJIOTUYEC-
KOU M TEHETUYECKOU reTepOreHHOCTU, MOATBEPKACHHOW B TOJTHOM Mepe
MOJIEKYJISIpPHO-TeHETUIECKUMMU HccaenoBaHusIMU. Ha ocHoBe 06001eHMsT
MOJYYEHHBIX (paKTOB MOSIBUJIACh BO3MOXHOCTb CTaBUTh BOIIPOC O paHHEI
(TIOKJIMHWYECKOI) TUAarHOCTUKE W MPOMWIAKTUKE HACICICTBEHHBIX 3710~
KayeCTBEHHBIX HOBOOOPA30BaHUII ITyTeM OpraHU3alluy CIICHMAIA3UPO-
BaHHOI'O MEIHUKO-T€HETMUECKOTO0 KOHCYJIBTUPOBAHUS, NeSTENbHOCTb KO-
TOPOTO JOJKHA COCTOSITh U3 CIICAYIOIINX 3TAaroB: 1) TeHETHUECKUIA CKPH-
HUHT (BBISIBJICHUE W PETUCTPALIUST CEME, OTATOIIEHHBIX 3JI0KA4eCTBEH-
HBIMHU HOBOOOpAa30BaHUSAMM); 2) TEHETUUYECKOE KOHCYJbTUPOBaHUE
(yTouHEeHMe TeHeTUYEeCKOro JMarHo3a v mporHo3a 3abdosnesanus); 3) op-
MMPOBaHUE TPYII TeHETMYECKOTO PUCKA U MX KIMHUKO-TEHEeTUYEeCKMIt
MOHUTOPHUHI (paHHSsI AMArHOCTMKAa M TpoduIakTUKa paka). TakTuka
Co3IaHUg TTPOPUIAKTUIECKOTO PETUCTPa HOCUTENIE OHKOIMATOJIOTHIeC-
KHX TeHOB, OCHOBaHHasi Ha KoHBeHIIMM O MpaBax 4ejoBeKa U OMoMenr-
1uHbI (2000), COCTOUT B CIEAYIOIIEM:

1) olleHKa CEMEIHOTO OTSTOIICHUS M HEOOXOAMMOCTH BBITIOJTHEHUS
MOJIEKYJIIPHO-TEHETUYECKOTO MCCIIeAOBaHUS OOJbHOMY M WJIEHaM €ro
CeMbU;

2) cobmoaeHue TPUHIIMITOB 100poBoibHOTO nposeaeHust JJHK-nu-
arHOCTUKU C IIeJIbI0 BBISIBIEHUSI OHKOITATOJIOTMYECKUX T€HOB, JArOIINX
BBICOKHMIA PUCK PA3BUTUS OITYXOJIU;
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3) KOHOUIECHIINATBHOCTh TEHETUYECKO MH(MOPMALIMH, TIPABO Y0~
BeKa caMOMY pelliaTh, ObITh WJIX He ObITh MPOUH(MOPMUPOBAHHBIM O pe-
3y/IbTaTaX reHeTUIECKOTO aHAJIN3a M €TO TIOCICACTBUSIX;

4) mpu KeJTaHUU TTallMeHTa-HOCUTEISI OH BKITIOYAeTCs B MpoduIak-
TUYECKUM PEerucTp ¢ MOoCeAymlleil opraHu3alueid U KoopauHaluen
KJIMHUKO-TEHETHUECKOTO MOHUTOPHWHTA 3a COCTOSHHEM €TI0 3I0pPOBbS,
MpoPUIAKTUYECKUX OTIEPaInii, TICUXOJIOTUIECKON TTOMOIIIH.

TectupoBaHMe TeHOB IPEAPACIIOIOXKEHHOCTH K 3JI0KaYeCTBEHHOMY
HOBOOODPA30BaHUIO Y KJIMHUYECKU 30POBBIX POJCTBEHHUKOB OOJBHBIX
OyeT MEeTh OTPOMHOE 3HaUeHME, TaK KaK TaKOU ITOAXO MOJTHOCTBIO 13-
MEHUT TaKTUKY MEIWKO-T€HETUYECKOIOo KOHCYJIBTUPOBAHUS, OCHOBHAS
3amagya KOTOPOTo OyIeT CBOMUTHLCS He K OTPENeICHUIO0 BEPOSTHOCTHBIX
PMCKOB, a K AMAarHOCTMKE y HUX KOHKDPETHBIX IMAaTOJOTMYECKUX TCHOB
MpeapacnooXXeHHOCTH K Pa3BUTHIO paka.



Maea 3. Knaccnunkauunsa
n mopdonorua onyxonen

B coBpeMeHHOI1 KIMHMYECKON OHKOJIOTUM IMATOJOTHUsI, B YACTHOCTH
naToJiornyeckasi aHaTOMUSsI, UTpaeT BecbMa CYIEeCTBEeHHYI0 pojib. [lpu
9TOM OHa BBICTYIAET B JABYX KauyecTBax — COOCTBEHHO IaTOJOTUU, WU
MaToJ0TMYeCKOl aHATOMMU OHKOJIOTUYECKUX 00JIe3HE!, U TaK Ha3blBae-
MO# KJIMHUYECKOU, WM XUPYpPruyeckoi, rnarojorud (oHKoMopgoiao-
run) omyxoJjeit. [Ipuyem 3TOT pa3nen B moCIeAHNE IECATUICTUS TTOTYY NI
0COOEHHO UHTEHCUBHOE Pa3BUTUE, MPEBPATUBLIUCH B OCHOBY KJIIMHUYEC-
KO TUarHOCTUKU B OHKOJIOTUH.

Mopdonorndeckasi BeprHUKaIms TMarHo3a OHKOJIOTMYeCKOTo 3a00-
JIEBAHUSI B COBPEMEHHOIW KJIMHUKE SIBJSIETCSI HEMPEJIOXHBIM YCIOBUEM
BbIOOpa XapakTepa U 00beMa JIeueOHBIX MEPOTIPUSITUIA, a B YaCTH CTyJyacB
TMO3BOJISIET CYAUTD 1 O TIPOTHO3€ 3a00IeBaHusI.

B BO3HUKHOBEHUU OMYXOJIEBOI'O POCTa, KaK U3BECTHO, 3HAUUTEIbHAS
MaTOTEHETUYECKAs POJIb OTBOAUTCS HAPYLUEHUSM UMMYHOJIOTUYECKOTO
KOHTPOJIsI B opraHu3me. B To e Bpemsi 1 caMa OnyxoJib OKa3bIBaeT UM-
MYHOJEINPECCUBHOE BAMUSIHUE HAa COOTBETCTBYIOLIME KOMIIETEHTHBIE CHC-
TeMbl OpraHU3Ma-0MyX0JEHOCUTESI, YTO TTPUBOJUT K BOBHUKHOBEHUIO Y
OHKOJIOTUYECKMX OOJBHBIX MPHOOPETEHHOTO (BTOPUYHOTO) MMMYHO/IE-
¢uumTa. Ero cienctsueM siBisieTcsl BOBHUKHOBEHME psila ayTOMMMYH-
HBIX 1 UMMYHHOKOMITJIEKCHBIX MaTOJIOTMYECKUX TIPOLIECCOB, O0bEIUHSI-
€MBbIX B MTOHSITHE «MapaHeOIIaCTUMECKUI CUHAPOM», KITMHUYECKKE MTPO-
SIBJICHUSI KOTOPOTO BECbMa pa3HOOOpa3Hbl M OXBATHIBAIOT PA3UUHbIE OP-
raHbl U cUCTeMbl. UMMYHOIE(UIUTHBIE COCTOSTHUSI MOTYT YCYTYOISIThCS
TeM, YTO aOCOIOTHOE OOJIBIIMHCTBO COBPEMEHHBIX TIPOTUBOOMYXOIEBbIX
areHToB 00J1aaeT UMMYHHOCYIIPECCUBHBIM neiicTBMeM. COBOKYITHOCTh
(aKTOpOB, YrHETAIOIIUX €CTECTBEHHbIM UMMYHUTET, BO MHOTHUX CJIy4asix
HE MO3BOJISIET U30eXKaTb COOTBETCTBYIOUIUX OCJIOXHEHUH, Cpelu KOTOo-
PBIX Y OHKOJIOTMYECKUX OOJIbHBIX Ipeo0IatalT O0aKkTepuaibHO-BUPYC-
Hble (THEBMOHUM, CETICUC, AEPMATUThl, MEHUHTUTHI, TepIETUYECKUE 110~
paxeHus). JIygeBas Tepanus B 3aBUCUMOCTH OT 30HBI O0JTy4eHUS Hepe-
KO OCJIOXHSIETCSl 3a00/I€BaHUSIMU CEPAEYHO-COCYAMCTON CUCTEMBI (OCT-
pble M XpOHWYECKME MEePUKapAUTHI, paluallMOHHBIN (UOPO3 MUOKapaa,
YCKOpPEHHOE pa3BUTHE KOPOHAPHOTO aTepOCKIIEPO3a), a TAKXKe JIydeBbIM
ITHEBMOHUTOM, XPOHUYECKUM PECTPUKTUBHBIM (UOPO30M KIIETYATKHU
CPeIOCTEHUST WU IPYTUX 30H JIY4EBOTO BO3ICHCTBUSI.

IMonuxumMuoTtepanusi onyxoJjieid, 0COOEHHO TPU MPUMEHEHUU aHTU-
OMOTUKOB aHTPALMKIMHOBOIO Dsa, MOXET OCJOXHSTHCS KapauOMHU-
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