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BeeneHue

B 2011 rogy B Poccun oKkazaTesp 3a601€BAEMOCTHU 3/I0KAUECTBEHHBIMU HOBOOODA-
oBanmsimu Ha 100 000 HaceneHus cocTaBun 368,1 caygas, 4to Ha 17,3% Bbilne, 4eM B
2001 ropgy. Ha 10/m0 3/10KAYECTBEHHBIX HOBOOOPA30BAHNI JKENYJOUHO-KUIIEYHOTO
Tpakra (JKKT) nmpuxogutca okosmo 15% OT BCeX CIy4a€B OHKOJIOTUUYECKHX 3d0071€Ba-
HutL. [Ipu 9TOM HAnOOJIEE YACTO TOPAKAIOTCA KEMYAOK, 000L0UHA 1 TIPAMAS KUIIKA
[6]. Cymectsennas fons paxa KKT (10 5-10%) oGycoBneHa HACEICTBEHHOM HPe/-
PACTIONOKEHHOCTBIO, 4 UMEHHO TEPMUHATBHBIMU MyTALIUAMU OPE/ICIEHHBIX IEHOB
[22, 29]. BpIsIBIIEHHE 3TUX MYTALIUI BAKHO C (DYH/JAMEHTAILHON TOYKH 3PEHMS, TAK KAK
TIO3BOJIAECT BHECTU CYIIECTBEHHBIN BKIAJ B U3YYCHHE OCOOCHHOCTEN MYTAIMOHHBIX
IPOLIECCOB B PA3HBIX MOMYILALUAX. KpPOME TOTO, Y BCEX KPOBHBIX POACTBEHHUKOB O0/b-
HBIX C BBIABICHHON HACIEACTBEHHON IPUYMHON BO3MOKHO IIPOBEAECHNE CKPUHUHIA U
DAHHEN IMarHOCTUKU 3200/1€BaHUA. OOHAPYKEHUE MYTALUI Y POJICTBEHHUKOB [103BO-
JeT C(hOPMUPOBATD IPYIITY PUCKA M NIPOBOAUTH €€ NMOKU3HEHHBIN MOHUTOPHHT C
IE/BIO CBOEBPEMEHHON AUATHOCTUKY PAHHUX (POPM 3a00/1€BaHn. [Ipy pasBUTHN paKa
Y HOCHTENA MYTAlAY BAKHOM JUIA XUPYPra ABIACTCA HEOOXOAUMOCTb PA3pA00TKA U
IPUMEHEHNS NHVBUAYAILHO JIEUEOHON TAKTUKH, C YIETOM BBICOKOTO PUCKA PA3BU-
T METAXPOHHOTO paKa. JaHHAA CTATBA MOCBANIECHA OCHOBHBIM HACTECACTBECHHBIM
(opmam paka KKT.

CuHpgpom JInH4ya

Haubonee yacroit HacneacTBeHHON (popmoit paka XKKT asngerca cunapom JinHya
(HACTIEICTBEHHBII HETIOMMIIO3HBIH PAK TOJICTOM KULIKK). DTO 3200JIEBAHUE C AyTOCOM-
HO-JIOMAHAHTHBIM THUIIOM HACJIEA0BAHNA, OOYCIOBIEHHOE FePMUHAIBLHON MyTAIHEH B
OJTHOM U3 T'€HOB PEIapa[y HECTAPEHHBIX OCHOBAHMIT [26]. V eBpOIIEiIeB 4acToTa
€ro BCTPeYaeMOCT! BapbupyeT B pefenax 1:500 — 1:1000 uenosek [31]. [ToMumo paka
TOJICTOM KHIIKK B CEMBAX C CUHPOMOM JINHYA BCTPEUAETCA PAK TETd MATKH, XKEMY/IKA,
TOHKOH KHIIKY, MOYETOUHMKA 1 IPYTHE. BIEPBBIE CEMBA C JAHHBIM CHHAPOMOM OblId
OIIMCAHA AMEPUKAHCKUM YYeHbIM A. YoptuHOM (A. Warthin) B 1913 rofy. 9ra cembs
6bUIa 0003HAUEHA KaK «CeMbd G», TAK KaK nepej; ummurpanueit B CIIA npoxusana B
Tepmanuu [46]. TIpu eTaTbHOM KCCIEMOBAHIE «ceMbl G» BBIICHIIIOCH, 4TO 146 ee
YJIEHOB NOPAKEHBI pakoM JKKT 1 MaTKu, KOTOPBI PA3BUBAJICA B CPEJHEM BO3PACTE 38
1€t [47]. OXHAKO UCCIEN0BAHUE 3TON CEMBU MIOCIEAYIOMEIO IPOJOIKEHHA HE HONY-
YUJIO, U IOBTOPHOE «OTKPBITHUE» JAHHOI'O CUHAPOMA Ob110 coBepieHo I Jlunuem (H.
Lynch), KOTOPBIi BBICTYIII C ZOKNAJOM O «ceMbe N» (N — OT Ha3BaHus mraTa He-
OpAaCKa, MECTA KUTEBCTBA CEMbU) HA AMEPUKAHCKOM OOIIECTBE ITEHETUKY YENTOBEKA
B 1965 ropy [27]. B nanbHeimeM UMEHHO OH BEJ AKTHBHBIN MOUCK U MCCIIEOBAHNE
CEMeN C HACIEACTBEHHBIM HETIONUIIO3HBIM KOJIOPEKTAIBHBIM PAKOM, 9TO B UTOTE
TIO3BOJIMJIO BBYIETUTb CUHAPOM JIMHYA B OT/IEIBHYIO HO30JOTMYECKYIO €UHULLY [3].

B nocnennue 20 sieT 6marofaps JOCTIKEHNSIM MOJIEKY/IPHON I'€HETUKU ObUIN Kap-
TUpoBansl redbt MLH 1, MSH2, MSHG, PMS2, MLH3, EPCAM 1 Jipyrie, HAC/IEICTBCHHbIE
MYTAL1U B KOTOPBIX 06YCIOBIUBAIOT CUHAPOM JInHYa. bonee 90% Mmyranuit cocpeso-
TOYEHO B MEPBBIX TPEX I'€HAX. PUCK PA3BUTHA PAKA TOJICTON KUIIKU MPU MYTAIUAX
3TUX reHOoB cocTasyster 60-80%. [IaHHbIE TEHbI KOUPYIOT OEIKH, YIACTBYIONIHE B CHC-
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TEME PENAPAIK HECTTAPEHHBIX OCHOBAHUM (cucteMa MMR)
[44]. MnaxruBauuysd renos cucreMbl MMR (BereacTBrE HACKE]-
CTBEHHOU MyTALM1) IPUBOAUT K BOSHUKHOBEHHUIO B OIyXO-
JI1 MUKPOCATEUTUTHOM HecTabuipHoCTH (MCH). Mukpoca-
TEJUIMTHAS HECTAOWIBHOCTD BCTpEYaeTcst 6osee ueM B 90%
KOJIOPEKTATIBHBIX ONYXOJIEH, OOYCIOBIEHHBIX CHHPOMOM
Jlunua [45].

Cunzipom JIMHYA COCTABIAET 3% OT BCEX CIIYUEB PAKd
toncrort kumkn (PTK), Takum 06pazoM NpOBOUTL MOJIEKY-
JEIPHO-TEHETUYECKOE MCCIEIOBAHNE BCEX MAIUEHTOB C KO-
JIOPEKTATIbHBIM PAKOM SKOHOMHUYECKH a6COMOTHO HELlEne-
COODOPA3HO, 4, CIEAIOBATENBHO, BUKHENIICH 32/1a4elt SIBIACT-
€A1 pa3pabOTKA KPUTEPHEB OTOOPA MAIIUEHTOB UMEIONIUX My-
Tanuio. [ pemenus atov npodaemsl I Basenom (H. Vasen)
B 1989 rozty 6b1a C(OPMUPOBAHA MEKTYHAPOHAS TPYIIIA
IO UCCMIE/IOBAHUIO HACIEICTBEHHOTO HEMONIIO3HOTO PaKa
toncroit xumkn (International Collaborative Group on
Hereditary Nonpolyposis Colorectal Cancer — ICG-HNPCC).
[lepBble KpUTEPHY 3TA IPYIIIA IPEACTaBUA B 1991 roay [43]
B AMCTEpaaMme.

1. Monooit BO3pacT BOSHUKHOBEHUS 320071€BAHUA (JI0
50 ner).

2. Haymuwe 3 nmm 6o1ee KpOBHBIX POZICTBEHHUKOB C MOP-
(hONOrMYECKN BEPUPUIMPOBAHHBIM PAKOM TOJICTON KHII-
KH.

3. 32607€BaHUE KONOPEKTATIBHBIM PAKOM 60JIEE 9eM B 1
TIOKOJICHUH.

4. He MeHbIIE YeM OJWH U3 3200/ICBIINX, JOJLKEH ObITh
POJCTBEHHUKOM TIEPBOI CTENIEHN POJICTBA IO OTHOMIEHUIO
K OCTAJIBHBIM 2.

5. CeMEIHBIN 4/ICHOMATO3 TOJICTOM KUIIKU JJOLKEH ObITh
UCKITIOYEH.

Y NaIMEHTA OCYMECTBIIICA TOUCK HACTEICTBEHHON My-
TAIUH TOJIBKO B TOM CJIY4a€, KOITIA BCE 3TH KPUTEPUU OTIpE-
JIETSTUCh OHOBPEMEHHO.

B 1999 roay Taxke B AMCTEp/IaME PEKOMEH/IAINHN ObLTN
PACIIUPEHBI IOTIOTHATENBHBIM ITYHKTOM O HAJTMYNH B CEMbE
POJICTBEHHUKOB C PAKOM BHEKUIICYHO! JTOKAIN3AINHY.

B 1996 rojty Obutn Hpe/IOAEHb! OPUTHHANBHBIC, 4 B 2004 —
nepepaboTaHHble «kpuTepun Bethesdar, KoTopsle ObUHN TO-
XOXM Ha aMCTEP/IAMCKHE, HO C HEOOA3ATENBHBIM TPEOOBA-
HUEM BBIIOJHEHHUA BCEX KPUTEPUEB OIHOBPEMEHHO. [1aB-
HBIM JIOCTIKCHUEM JIAHHBIX PEKOMEH/IAIMIT HY;KHO CIUTATh
IYHKT 00 HCCIEN0BAHIN MUKPOCATE/NIUTHOI HECTAOUIBHO-
CTU B 06PA31IE ONMyXOMH MAIUEHT4, YTO TO3BOUIIO OTCEATh
6osee 80% GOMbHBIX, He UMEIOMUX MyTaLuio [39]. Tak, ¢ 1997
TO/1a IPUMEHAIOTCA PA3IMYHBIE HAOOPHI MUKPOCATEITUTHBIX
MAPKEPOB (MOHO-, AUHYKIEOTU/HBIE) A/ OLPEJEICHNA
MCH, uX 41CI0, KaK IPABUIIO, COCTABILAET 5 U BKIIIOYAET Ta-
Kie MapKepsl, Kak BAT25 u BAT26 [32].

AJIBTEPHATUBHBIM METOZIOM CITY’KUT UMMYHHOTHICTOXUMU-
YeCKOe MCCIeioBaHne 6enkoB cucteMsl MMR B onyxonu
TMAIMEHTA, KOT/IA CHIDKEHYE YPOBHS SKCIPECCHH ONPE/IEIIEH-
HOTO OEJIKA C BBICOKOI BEPOATHOCTBIO YKA3BIBACT HA MYTH-
POBAHHBIN I'eH. OHAKO 9YBCTBUTENBHOCTD JAHHOTO METOAA
HIDKE, UeM Y METOAA UCcnefosannd MSL, u cocrasser 94%
[45]. B ciygae, KOrma HECTAGUIBHOCTD B OIYXOJIX HE OOHa-
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PyKeHa, TOUCK MyTaINH HE OCYIMECTBAAETCA. ECN e B OIy-
xon BbisiB/AeTCs MCH, BTOPBIM 3TAIIOM IIPOBOJUTCS MTOUCK
COMATHYECKOI MyTaIUH B TeHe BRAF 1 iuddepeHIpos-
KU CTIOPAINYECKUX OOMBHBIX 1 MAIMEHTOB C CUHAPOMOM
Jlunyva. Eciu myranud B rene BRAF BbIABIECHA, TAKOU PAK CUU-
TAETCA CNOPAAUIECKUM, ECITU JKE MYTALIUN B TeHe BRAF Her,
TO MAIMEHTY HEOOXOAUMO UCCIE/IOBAHUE TEHOB CHCTEMBI
MMR [15]. Bce onucanHble peKOMEHAIMH TT03BOUIN 00-
HAPYKUTb CYIIECTBEHHOE KOJIMYECTBO MAIUEHTOB C CUHJ-
pomoM JInnua. K HacTosAmeMy MOMEHTY B MEKIYHAPOHYIO
0a3y pannbx InSiIGHT (www.insight-group.org) BHECEHO
0k0s10 3000 yHUKAIBHBIX T€PMUHAJIBHBIX BAPUAHTOB B Ie-
Hax cucrembl MMR. OiHAKO HY OffHU KPUTEPUHU HE MO3BO-
JIIOT OOHAPYKNTH BCEX TAIUEHTOB, UMEIONUX MYTAIUIO, U
Pa3pabOoTKa HOBBIX PEKOMEH/IALINIT IPOJOIIKAETCA [48].

BakHO OTMETUTD, 4TO CHIEKTDP MYTALIMI B PA3HBIX I€HAX Y
TAIUEHTOB C CUHAPOMOM JINHYA OIPEAEIAeTCA MOMyIIAIN-
OHHOM IPUHA/IIEKHOCTBIO. TAK, Y (PMHCKUX NAIUEHTOB B 83%
CITy94€B MYTAIIUK OOHAPYKUBATUCD B TeHe MLH I, pr 3TOM
B 6a3¢ jannbIxX InSiIGHT (www.insight-group.org) darie yka-
3BIBAIOTCA MyTaluK B reHe MSH2.

KnmHngeckum BapuaHToM CHHApOMA JIMHYA ABIACTCA
onucaHHH B 1995 roay cunzppom Myioup-Toppe (korja
BMECTE C KIACCHYECKUMU JIMHY-ACCOIMUPOBAHHBIMU OITy-
XOJISIMU PaK BO3HUKAET U B CAbHBIX Kene3ax). [Ipu JaHHOM
CHUHJIPOME MYTALMU Yallle BCETO BBIABIAIOTCA B rene MSH2
[9]. ApyruM BapuUaHTOM ABIAETCA CHHAPOM TIopko (Korya
HAPSZY CO CTYYasIMU KOJOPEKTAILHOTO PaKa BCTPEYAIOTCA
OMYXOJIU TOTIOBHOTO MO3T'A 1 ITTHOG/IACTOMBI). JIaHHBII CHH-
JpOM OOYCIIOBNEH OUAIIETBHBIMU MYTAIUAMHU B reHe PMS2
[7].

BbIsBICHUE HACTEACTBEHHON MYTAIINMH Y 3/J0POBOTO TIPO-
6aH/1a TPE/TIONAraeT BKIIOYECHHUE €T0 B IPYIITY PUCKA C I1E-
JIBIO MOKU3HEHHOI'O IPOBEAEHU KonoHockomuu (¢ 20-25
net — 1 pa3 B 1-2 roa), 330(haroracTpojyoAEHOCKONHIN (C
30 ner — 1 pa3 B 1-2 roza), Y3U 6promHoit nonoctu (¢ 30
Jniet — 1 pa3 B 1-2 rogia), a TakKe I’MHEKOJIOTNYECKIX UCCIe-
JoBaHul y xeHmuH (¢ 30 net — 1 pa3 B 1-2 roga) [45].

B ciryuae BbIABIEHUA PAKA TOICTON KUIIKK Y MALUEHTA C
MYTAIMeN PEKOMEH/IOBAHO TIPOBEICHUE CYOTOTAILHON KO-
JIOKTOMUH, 4TO OOYCTIOBICHO YBEIMYEHUEM TIPOJIO/KUTENb-
HOCTH KU3HU 10 CPABHEHMUIO C YACTUYHON PE3EKUUEN, OfI-
HAKO, YYUTBIBAA 3HAUMMOE CHIKEHHE KAYECTBA JKU3HU MOC-
Jie IONOOHON ONEPAIH, TAHHBIN 0OBEM OIEPATUBHOTO BME-
IIATEIBLCTBA HEOOXO/IMMO OOCYUTD C TIAIUEHTOM [45].

Onyxomu ¢ MCH umeror 6onee 61aronpuaTHbINA IPo-
THO3, Y6M MUKPOCATEITTHO CTAOMIBHBIE ONYXOJIH, U BOII-
POC TI0 TIOBO/TY TIPOBEAICHUA XUMUOTEPATINY TTAIIUEHTAM C
cuHApoMoM JIMHYA BECbMA IUCKyTa6eneH. HeKoTophle uc-
CJIE0BAHNA [TOKA3A/IM OTCYTCTBUE BBIPAKEHHOI'O A eKTa
TIPY IPUMEHEHUH 5-(DTOPYPAIINIIA, A TAKKE HETUIOXYIO A(-
(bEKTUBHOCTb UPUHOTEKAHA, HO HEOOXOIUMBI IAJIbHEHIIHIE
uccinenosanusd [45]. BaxKHO OTMETUTD, YTO PETYIAPHBII
TNIPUEM ACTIUPUHA CHIDKAET PUCK 32007EBAEMOCTH PAKOM
TOJICTO! KUIIKK Y NPOGAH/I0B C CUHAPOMOM JIMHYA, O/1Ha-
KO BOIIPOC MOAI00PA ONTUMAJIBHOI JI03bl TAKKE /IO KOHI[A
He perieH [41].
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A.C. Ilyxanos u coaem.

Hammm co6¢TBEHHBIE NCCEA0BAHNS TTO3BOJIAIH YCTAHO-
BUTB, 4TO JUI1 POCCUICKUX OOMBHBIX C CHH/IPOMOM JIMHYA
XAPAKTEPHA IOBBINEHHAA 4ACTOTA MyTAaluil B rene MLH1
- 80%. Taxske MyTanuu 6bUIM OOHAPYKEHBI B TeHaX MSH2
1 MSHO. Jlonst cunpoma Mptoup-Toppe y HAINX HaIjueH-
TOB cocrasua 10% [2]. Ha ocHOBaHUM IPOBEAEHHOIO HUC-
CJIE/IOBAHMSA BIIEPBBIC OBLIN NPEVIOKEHBI 2 HOBBIX KPHUTE-
pust U1 IOUCKA UMEHHO POCCUIICKUX TTAIIUEHTOB C CUHJI-
pomom JInnya:

1. PTK y manuenTa B Bogpacre o 42 JIeT U HAIN4NE B
OIYXOJIN MUKPOCATE/NIUTHON HECTAOMIBHOCTH.

2. ITaument ¢ BbAsaeHHOM MCH B OIYXO/H TOJICTOM KUII-
KH, B CEMbE KOTOPOT'O BCTPETHIIHCH EIE 2 MOPAKEHHBIX POJI-
CTBCHHUKA.

OPPEKTUBHOCTD ITUX PEKOME/IAIINI TPEBBICUIA ITOKA32-
TEIN AMCTEPAAMCKUX U «kpuTepreB Bethesdar [4].

CemenHbIN aJ,eHOMATO3 TOJICTON KULLKU
BTOphIM MO 4aCTOTE BCTPEUAEMOCTH HACIEICTBEHHBIM
pakoM JKKT aBmsercs pak TOJCTOU KUIIKH, BO3HUKAIOMIUIA
Ha (POHE CEMEITHOTO /IHOMAT03a TONACTOH KUKy (CATK).
JlaHHOE 3200/IEBAHUE TAKKE UMEET AyTOCOMHO-JIOMUHAHT-
HBIV TUIT HACJIEI0BAHNA ¥ B OCHOBHOM OOYCJIOBJICHO TEPMHU-
HAJILHOI MyTaIuei B reHe APC, KOTOPBIIT KOJUPYET OENOK,
yuactayromuit B WNT-IyT1 1 KIeTOUHOI aAre3uu. Berpeua-
emocTs y espornerines 1:5000-1:10000 HOBOPOXKAEHHBIX [33].
PuCK pa3BUTHA KONMOPEKTAILHOTO PAKa Y HEJICUCHHBIX I1d-
1ueHToB cocTasndaeT 100%. Cuuraercs, uro 10 1% PTK obyc-
nosneHo CATK. Do Hanboree erkas ¢ TOUKU 3pEHNS Uar-
HOCTUKH (POPMA HACTIEJICTBEHHOTO KOJIOPEKTAIBHOTO PaKa
[22]. KnuHUYeCKH IPUHATO BBIAEATL 3 (POPMBI 3a00JIEBA-
HUS: KIACCHYECKAA (OT COTEH JI0 HECKOMBKHX THICAY TTOMH-
OB B TOJICTOU KuMlke), Tsekenas (6onee 5000 nounos) u
ocnabnennas (menee 100 nonumnoB). ECu /1 epBbIX IBYX
(hOpM XapaKTEPHBI PA3BUTUE PAKA TOJICTOU KUIIKU Y 6OMb-
HOT'O B BO3PACTE 710 35-40 JIET 1, KAK NPABUJIO, OTATOMICHHBIA
CEMEIHBII aHAMHES3, TO B CJIy9a€ OCTA0IEHHO! (POPMBI PaK BO3-
HIKAET B BO3PACTE OKOJIO 60 JIET, 2 B CEMbE HE BCEIJIA BCTPEya-
IOTCS TIOPAKEHHBIE POZICTBEHHUKY [24, 30]. B 1986-87 T
C TIOMOIIBIO AaHATN32 CleIIeHus B ceMbsix ¢ CATK Ha maToi
XPOMOCOME ObLT KAPTUPOBAH I'eH APC, IOCTIE YErO JIaHHbIN
TeH ObUT KIOHUPOBaH [20]. JJanbHenee NCCIej0BaHne ITO-
IO TeHa TI03BOMIIO OOBSICHUTD HATMUKE PA3HBIX (POPM 32-
6OJ'I€B2.HI/ISI7 TaK KAK ObITH BBITBICHBI PCrUOHbBI I'CHA, MyTd-
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I[IMY B KOTOPBIX NIPUBOJAT K KOHKPETHOMY KIMHUYECKOMY
IPOSABJICHHUIO.

Tak, 1y TKENON (POPMBI 3a00JIEBAHKA OBUIM OMHUCAHBI
KOIOHBI 1250-1464, 1y K1aCCUYeCKOi — KogoHb 157-1416
11 1465-1597 1 jy1st 0CmabeHHoN yaactku 5-158 1 1596-2557
(puc. 1). OnHAKO €CM BONPOC 06 HHTEPBATAX reHa APC ipn
0CMA0JIEHHOM (POPME IPAKTUYECKHU PEIIEH, TO C TPAHUI[AMA
MEXY KIACCUYECKOH U TAKENON (POPMOH UMEIOTCA CEPhE3-
HBIC TPYAHOCTH, BBI3BAHHBIE, B TOM YUCJIE, U TIOMY/IAIIMOH-
HBIMU 0COOEHHOCTAMH [28]. KpoMe Toro Heo6XomuMo OT-
METUTB, YTO TAKUE XAPAKTEPUCTUKU MYTAINH, KK YaCTOTA
OOHAPYKEHUSA 1 10/ HOBBIX BAPUAHTOB, TAKKE CUIBHO 34-
BUCAT OT UCCIIE/IYEMO TOMYIANNHU. TaK, BBIABIAEMOCTD My-
TAIIUI B 32PYOEKHBIX UCCIEAOBAHUAX Y MAIEHTOB ¢ CATK
cocrasier 50-70% [28], a 1014 HOBBIX MYTALUI BAPbUPYET
B IIpeienax 25-65% [19]. IIpy 3TOM M3BECTHO, YTO YACTOTA
MyTanuil B rene APC CyleCTBEHHO HIDKE Y IALIUEHTOB C OC-
Ja6IEHHOI (POPMOIT 3a060IEBAHNSA, UEM Y OOJIBHBIX C KOJH-
gecTBOM nommnos 6onee 100. K HacToAmeMy MOMEHTY B
MEKIYHAPOAHO! 6a3e AaHHBIX InSiGHT (www.insight-
group.org) onucano nouty 1200 yHUKaIbHBIX HACIEACTBEH-
HBIX BAPUAHTOB B reHe APC.

Y nmanmenTos ¢ CATK BCTpeqaoTcs aicHOMBI JKeIyaKa (Y
9% OOMBHBIX), IBEHAATUIICPCTHON KUAMIKY (34%), TOHKOI
Kummk (55%) [30].

Kmunanveckumu BapuanTamMu CATK ABISIOTCA CUHAPOM
Tiopko (coueTanue KONOPEKTAIBHBIX MOIUIIOB C ONYXOJ-
MU IIEHTPAIBHON HEPBHOW CHUCTEMBI), CUHAPOM [apaHepa
(TOMUIIO3 KEMYJOUHO-KUIIEYHOTO TPAKTA, MHOKECTBECHHBIC
OCTEOMBI ¥ OCTEO(PUOPOMBI, OIYXOJIN MATKUX TKAHEI) [38].

[Tpo6aH/bl, UMEIOMKE MyTAIUK B reHE APC, TOJDKHBI IPO-
XOJUTb EXETOHYIO KONoHOCKomuIo ¢ 10-12 jiet, Kpome Toro
HEOOXO/IMMBI 0OCTIE0OBAHMSA JKEMY/IKA U MIUTOBU/IHON XKeJle-
3bL Jleuenue manuenTos ¢ CATK B HacTosmmee BpeMs Ipou3-
BOJUTCS UCKITIOUUTENBHO XUPYPIUUYECKU: B OCHOBHOM KOJI-
npokrakromusa [23]. Ilpu ocmabnennoit gpopme CATK Bo3-
MOKHO 3H/IOCKOIIMYECKOE YIAICHNE EIMHUYHBIX MOJIUIIOB,
4 IPOBEJICHUE ONEPAIUU HEOOXOAUMO B 60JIEE TO3MHEM
BO3PACTE, YEM TIPU KIACCUYECKOM M TSKEIOM BAPUAHTAX
TeueHns 3a60meBanyd. JlekapcrBenHas tepanus npu CATK
Obl1a TIPETIOKEHA, OfJHAKO HE ABJIACH PA3YMHOI AJILTED-
HATHBON oneparii. OCHOBHO¥ NpenapaT MHruouTopsl COX-
2 BBI3BIBAJT PETPECCUIO MOJHUIOB TOMBKO B OOMBIINX JI03U-

POBKAX, HO TTIO60YHBIE APMEKTH (CEPAEUHO-COCYIUCTHIC U

57 Havasio Knaccuueckan m tsxenas cpopMbl S
KopoHbl: 157 1250 1464 1597
57 Havasno OcnabneHHas d)OpMa 3~ koHey

KopoHbi: 158

1596 2557

Puc.1. PernoHbl reHa APC, rae HaXoasaT MyTauum npu pasHbix opmax CATK.
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TPOMOO3IMOOTUYECKUE 3100/IEBAHMS ) IPUBEIU K PEKpaIie-
HHUIO IIPUMEHEHUS 3TOT'O TIpenapara [22].

[To HamMM COOCTBEHHBIM JIAHHBIM YdCTOTA MYTAILIUI B
reHe APC'y pOCCUCKUX ITALUEHTOB ¢ KOMUYECTBOM II0JIHU-
TOB, CYMECTBEHHO Tpesbimaioniem 100, coctasima 60%, a
JIOJI HOBBIX MyTanny 6b11a 30%. [Ipr 5TOM HEOOXOAMMO OT-
METHTB, YTO TPH KIACCHYECKOH U TSKENION (POPMAX MyTa-
LMW PACHOIAraIUCh ¢ 213 no 1344 xonousl [2]. MHTEpec-
HBIM ABJIAETCS TOT (PaKT, 4To MyTanus p.1309del5 Berpern-
JIACh Y HECKOJIBKUX HEPOJICTBEHHBIX MAIUEHTOB KK MPU
KIACCHYECKOM, TAK U IIPH TsoKeIoM Bapuante CATK. Myra-
11, BBIABICHHBIE Y MAITMEHTOB C OCTA0IEHHON (POPMOH, Ha-
XOIUIUCH CTPOTO B COOTBETCTBYIOMNX PETUOHAX.

Myh-accouunpoBaHHbIV NOUNO3

Kax rosopuioch panee, Myrauuu B rene APC 1ajeko
HE BCEI/A BBIABIAIOTCA IIPU KIACCUUECKON MU THKENON
(dopmax CATK, a npu ocnabneHHoi (popMe UX YacTOTa
eme HIKe. B CBA3K ¢ 9TUM OBLT MPOBEEH MOUCK JAOTOI-
HUTENBHOTO I'€HA, OOYCJIOBINBAIONIETO 32001€BAHUE, KO-
TOPBIH yBeHUasICA ycriexoM B 2002 rofy, Korjia 6bu1 06Ha-
pyxeH red MYH (MutYH), TpOAYKT KOTOPOTO y4aCTBYET B
sKcuusnonnon penapauun JHK [8]. buamnenpueie myra-
[IUY JAHHOTO I'eHa NPUBOAAT K pa3zsutiio CATK, B OCHOB-
HOM YHCJIE CJIY9A€B MPOTEKAOMETO 10 OCTA0NIEHHOMY
TUIY, a puck passutud PTK y HeleueHHBIX OOMBHBIX CO-
crasiger 80% [22]. OZHAKO UMEIOTCA JAHHBIE O TOM, YTO
U TETEPO3UTOTHBIE MYTAIIUH NIPUBOJAT K MOBBIIIEHHOMY
PUCKY PA3BUTHA PAKA TOJICTOU KUIIKH, HAMPUMED Y (PHH-
HOB [16] n moTmananes [17]. OnucaHHAA CUTYAIUS CBU-
JIETENBCTBYET O HEOOXOAUMOCTH YYUTHIBATD MOMYJIAIIOH-
HbIE OCOOEHHOCTH NTPU U3YYECHUHU TETEPO3UTOTHBIX MyTa-
1uit B reue MYH. Hanbonee 4acTo MyTaluu pactoioxe-
Hel B 7 1 13 3k3oHax (Y165C u G382D). Dtu myraruu
BCTpEYaIoTCd B 85% cirydaes 3a60neBanusd. Hapsaay ¢ no-
BBIIIEHHBIM PUCKOM pasBuTus PTK npu Myranusax B rexe
MYH, TIOBBIIIIEH PUCK PA3BUTHA PdKa JIBEHAAIIATUIIEPCT-
HOH kuiuky [22]. Jledenue npu MYH-aCcCOLUUPOBAHHOM
TIOJIMIIO3€ COOTBETCTBYET AHATOTUYHOMY IIPU OCTA0JICH-
Hot hopme CATK.

B pesysrare IpoBeAEHHOIO HAMU UCCTIEA0BAHUA HACIE]-
CTBEHHBIE MyTalluH B reHe MYH ObUIN BBIABIEHE Y 5 YEJIO0-
BEK C KOMMYECTBOM TTOmMNOB MeHee 100 (3 GuamienbHbIx
MYTALUK U 2 MyTALKU B T€TEPO3UTOTHOM COCTOAHNY). MH-
TEPECHBIM ABJAETCA TOT (DAKT, YTO Y OAHOM IALUEHTKU C
KOJIMYECTBOM TTONHUINOB Gonee 100, 6€3 BbIABIEHHON MyTa-
1mu B reHe APC, 6blna 06HapyxeHa MyTanusa G382D B rene
MYH B 1€T€pO3UTOTHOM COCTOSHUU. BBUIM UCCIEL0BAHBI
focrynHeie 06pasip! [IHK ee 6mpkaiimmx pojiCTBEHHUKOB.
PopocnosHas cemby (PUC. 2) NPEANOIATrdeT dyTOCOMHO-0-
MUHAHTHBIN TUI HACJIEJOBAHUSL.

Bt nposeen nouck Myranuu G382D B KOHTPOJIBHON
BHIOOPKE 106 MAIIMEHTOB, U HU Y OHOTO 310POBOTO YeIOBe-
K4 OHA HE BCTPETUIACD. [T0TyYE€HHbIE JAHHBIE YKA3bIBAIOT HA
3HAYMMOCTD I€TEPO3ZUIOTHBIX MyTALUY B rene MYH i puc-
K4 pasutys MYH-aCCOLUUPOBAHHOIO MOMUII03A Y POCCUN-
CKUX GOJbHBIX.
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Puc. 2. PogocnoBHasi ceMby € HaclegoBaHUeM MyTauumn
G382D B reHe MYH

raMapTOMHbIe noinno3Hble
CUHAPOMDI

K ramaproMHOMY IOJIUIIO3y OTHOCATCA CUAPOM [lerna-
Erepca, 10BEHWIBHBII NTOIUII03 U CUHAPOM KoyzeHa. CyM-
MApHAs 9ACTOTA BCEX ITUX CUHAPOMOB HE IIPEBIIACT 1%
ot Beex cyvyaes PTK. Cunapowm Ileria-Erepea — 310 pej-
KO€ 32060JIEBAHUE C dYTOCOMHO-JOMUHAHTHBIM THIIOM HA-
CTEI0BAHYA, XAPAKTEPUIYIOMECECA HAMMINUEM I'AMAPTOMHBIX
TIOJIIIOB B JKETYJOYHO-KUIIEYHOM TPAKTE, IPEUMYIIE-
CTBEHHO B TOJICTOM MJIM TOHKOH KHUIIKE. TAKKE IOJIMIIBI
MOIYT PACIIONAraThCA B OPOHXAX, MOYEBOM U KETIHOM ITy-
3bIpAX ¥ MOYeTOUHHUKE [10]. [ToMoraer B HOCTAHOBKE KIIu-
HHUYECKOTO IMATHO32 MOABIECHUE B ICTCTBE KOKHO-CIIU3HU-
CTO¥ IUTMEHTALMH, KAK [IPABUIIO, I'Y0 U CIU3UCTON 060-
JIOUKH IIEK. PUCK pa3BUTHA paKa TOJICTON KUIIKU COCTAB-
JseT 39%, 2 Kakoro-nmuoo gpyroro paka KKT moxer goctu-
rathb 70%. Taxke MOBBIMEH PUCK PAKA TTOLKETY0UHOM Ke-
71e3pt — 36% [40]. Oxono 70% ciydaes JAHHOTO CHHIPOMA
06YCIIOBIEHO MYTAUAMHA B T€HE CEPUH/TPEOHUH KUHA3DI
STK-11. Hocurenu MyTaIyu J10LKHBI IPOXO/IUTH KOTOHOC-
KOIIMIO KLK/BIE 2-3 TO/d, HAYMHAS C 18 JIET; YIBTPA3BYKO-
BOE 00CTIEIOBAHIE IUTOBUIHOM JKEJE3bI €KerogHo ¢ 30 JIeT;
330(paroracTpoAyOAEHOCKOINIO KAKblE 2-3 TOfia C 8§ JeT
[22]. B cirygae 06HAPYKEHNS TOUIIOB PEKOMEH/IOBAHBI H-
JOCKOIMYECKAA TTONMUITIAKTOMUS WX UCCEYEHUE HOBOOOPA-
30BaHuU. B Poccuu Hamu Briepblie ObLIA BBIABIEHA HACIE/-
CTBeHHAs MyTaiws €.595-1G>A B rene STK-11 y manuent-
KU ¢ cunzpomoM Ileina-Erepca.

BTOpBIM raMapTOMHBIM CHHPOMOM SABJIAETCS I0BEHUIb-
HBII OMMNO03. OH XaPAKTEPU3YETCA PAZBUTHEM MHOKE-
CTBEHHBIX IIOJIANOB Y HECOBEPIIEHHONETHUX Ha MPOTIKE-
Huu Beero JKKT 1 mpuBosiuT K yBeandeHHOMY /10 40% prcky
Pa3BUTUA KOJTOPEKTAILHOTO paKa. TakkKe MOBBIEH PHUCK
PA3BUTHUA PAKA XKEMYIKA ¥ PAKA TOHKO! KUIIKH, KOTOPBIE MO-
I'yT BO3HUKATb B PAHHEM BO3pacTe [22]. KOBEHWUIbHBII 110-
JIUTIO3 HYKHO MOJ03PEBATD Y JIUL] C KOIMYECTBOM I0BEHUIb-
HBIX TIOJIUIIOB 3 ¥ 00JIeE B TOJICTOH KUIIKE, MHOKECTBEHHBI-
MU TIOJIATIAMH B JKENYJKE U TOHKOU KHUIIKE, HATMIUEM HE-
CKOJIBKUX I0BEHWIBHBIX [OJIUIIOB Y MAMEHTA C OTATOMIECH-
HBbIM CEMEIHBIM aHAMHE30M [21]. Kpome Toro y nanueHTos
MOTYT OBITh ITEMOPPATUYECKUE WU KOKHO-CIM3UCTBIC TEJE-
AHTUIKTA3UHY, CEPAACYHO-JIETOYHBIE U IPYTUE AHOMAUH.
FOBEHWIBHBIA CHHAPOM UMEET ayTOCOMHO-JOMUHAHTHBII
TUI HACTEAOBAHNA U B 40% CIIy4aeB BBI3BAH MyTALVAMU B
reHax SMAD4 v BMPR1A. HocuTensaM MyTaliu OKA3aHbI KO-
JIOHOCKOIIMS U I'ACTPOAYOAEHOCKOHA C 18 JIeT Kak/ple 2-3
roga. [Ipy OGHAPYKEHNN NTOJIUIIOB PEKOMEHIOBAHO UX 3H-
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JOCKOIIMYECKOE YAAIEHUE, B HEKOTOPBIX CIIyYasdX OKA3AHbI
KOJIKTOMHUSA WU TACTPIKTOMUA [22].

Eme ofiHO!M HACIENCTBEHHON (POPMOI I'AMapTOMHOTO
TOJIUII03a ABIAETCA CUHAPOM KoyzeHa, pr KOTOPOM I'aCT-
POMHTECTUHAIBHBIE MOIUIIBI COUETAIOTCH C PA3TUYHBIMU
HOPKEHUAMU KOXKH. LIEbI pAll OHKOMOTUYECKUX 3a0071€-
BAHUI CBA3AH C ITUM CUHAPOMOM, B TOM YHCIIE MOJIOYHOH,
IIUTOBUHON XKeNe3bl, SHAOMETPHA U PaK KOXu. I1pu cunj-
pome Koyzena onucans! Kak JOOPOKAYECTBEHHELE, TAK U 3710-
Ka4eCTBEHHBIE OIYXOJIU TOICTON KULIKH [37]. OZHAKO PUCK
passurtnsa PTK npu cunpipome KoyaeHna oueHs C1oxHO pac-
CYMTATD U3-32 €TO PEAKOY BCTPEUaeMOCTH. THIT HACIEOBA-
HUs AyTOCOMHO-JOMUHAHTHBIN. [IprurHa BOSHUKHOBEHUS —
HACJIEACTBEHHDIE MyTauuu B rene PTEN. Hocutenam myra-
1K PEKOMEHOBAHO SHIOCKOINYECKOE UCCIEIOBAHIE OfJUH
pa3 B 3-5 JieT, HAYuHAaA C 35 Jer [22].

HacnepcTBeHHbIN pak Xenyaka

Cornacto naccudurarmu Jayper (P. Lauren) ot 1965
rofia pax xenygka (PK) nogpaspenserca Ha MHTECTUHATIb-
Hbll (70%) 1 auddysnblit Tans! (30%) [25]. Ecmu Hacnen-
CTBEHHO-O0YCJIOBIEHHBIE CTY9al UHTECTHHATBHOTO PaKa
BCTPEYAIOTCH, KAK TIPABKJIO, B COCTABE JIPYTUX CHHIPOMOB,
TO YaCThb CIy4aes AU pyzHoro PK BbI3BaHA COOCTBEHHBIM
HACJIC/ICTBEHHBIM CUH/IPOMOM. TaK, P UCCIE/IOBAHNN Ce-
ME C HAKOIUIEHHEM c1ygaeB auddystoro PXK B 1998 rozy B
paitoHe 16-i1 xpoMocoMbr 16q22.1 6T KaPTHPOBAH T'EH
CDHI, orevaromuit 32 kietounyto aaresuto [11]. C atoro
MOMEHTA 3TOT T'€H CTAIN CYUTATh TEHOM-CYIIPECCOPOM I(D-
(bysHoro HacnezcTseHHoro PXK. [ moucka cemert, uMero-
IUX HACKEACTBEHHbIE MyTauuy, B 1999 rogy MexayHapos-
npiM KoncopuuymoM 1o Paxy XKenyaxka (IGCLC) 6butu BBe-
JIEHBI KPUTEPUH HACJIEICTBEHHOTO IM(PPY3HOTO PAKa KEMy/I-
Ka [18]:

1. IBa crygas ;udy3HOTO paKa XKemyaka y pojiCTBEHHI-
KOB 1-2 cTeneHu posicTsa (Y OFHOTO U3 GONBHBIX PAK 107
KEH OBITh IMATHOCTUPOBAH B BO3pACTe 710 50 JIeT).

2. Tpu (nm 6onee) cydas AUPPY3HOTO paKa KEyIKa y
POACTBEHHUKOB 1-2 CTENEHN POJCTBA, HE3ABUCUMO OT BO3-
pacra.

OJIHAKO JaHHBIE KPUTEPUHU HECKOMBKO PA3 IEPECMATPH-
BAJIUCh U B OJIHOM M3 NOCJIEHUX BAPUAHTOB OBUIN JI0TIO-
HEHBI IIYHKTAMU 00 HHJUBUIYAILHOM CIIydae IU(Py3HOrO
PJK B BO3pacre 710 40 71eT, a Tarke caydaeM auddysnoro PXK
y OfJHOTO POJICTBEHHUKA M CJIy4deM JIOJBKOBOTO PaKa MO-
JIOYHOM KeNe3bl y APYTOro (IIPU TOM, YTO XOTA OBl OfJUIH U3
HUX BO3HUK B Bo3pacre 10 50 zer). PUCK pasButus paka
JKENyaIKa y HocUTes MyTanun B rede CDHI cocrasiset 80%
1 60% PUCK PA3BUTHS JIOJBKOBOTO PAKa MOJIOYHOI JKEJe3bl
[18]. Taxke ONUCAHBI CTy4au, KOT/IA Y HOCUTENEN MyTaIlN
passusainca PTK. IIpu nccnenosannu rena CDHI Heo6xo0-
JVIMO YUUTBIBATD, YTO B PA3HBIX IOMYJIANMAX YACTOTA HACE]I-
CTBEHHBIX MyTaIuit Bapsupyer ot 0 10 40% [14]. K nacro-
ALIEMY MOMEHTY B MUPE Ha#ieHO OKOJIO 120 Hac/IeACTBeH-
HBIX MYTAIIUM, PACTIONATAIONMXCA HA TPOTSUKEHUH BCETO
reHd. C y4eToM BBICOKOI'O puCKa passurud PAK y Hocureneit
MYTAIlUK B PAHHEM BO3PACTE BOIPOC O MPOBEACHNAH TPO-
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(PMTAKTHYECKON TACTPIKTOMUY BECbMA aKTyasleH. Tak uIam
crapuue 20 e, IMEIOIMUM HACIECTBEHHYIO MyTALIUIO B TEHE
CDHI, peKOMEH/IOBAHO TIPOBEAEHUE MPOPUIAKTHICCKON
racrpakromuu [12].

B pesyinbsrare mpoBeIEHHOTO HAMU UCCTIEA0BAHUS M-
€HTOB € IU(PPY3HBIM PAKOM JKEMy/IKA BIIEPBBIE B Poccuu Obuta
HarijicHa HacneACTBeHHad MyTanus ¢.1005delA B rene CDHI
Y MOTOAION MarueHTKu ¢ PXK. Ota e myranus 6bu1a Harizie-
HA'y €€ POJCTBEHHULIBL, TAKAKE TOPAKEHHOM AP y3HBIM PIK,
KPOME TOTO €Ie 2 POJICTBEHHUKA CTPAIAIN AaHAJOTMYHbIM
32607€eBaHMEM. HaCTOTA MyTaIH Y POCCHIICKUX MAIEHTOB
¢ au¢dysubm PXK cocrasuma 11% [5].

Kax yxe 6110 CKa32HO, CITy4ay TEHETHUYECKU-O0YCIIOBIEH-
HOTO PJK; mpenMymecTBeHHO MHTECTMHAIBLHOTO THITA, MO-
TYT BCTPEYATHCA B CEMBAX C PA3HBIMU HACTEICTBCHHBIMU
cuHapoMamu. Tak omucaHa BCTPEYaeMOCTb 60/bHBIX PIK B
2 paza IpEBBIIAIONAS CPEHENONYIAMOHHYIO, B IMBE/CKHAX
CEMbAX C HACIEACTBEHHBIMY MyTALMAMY B TeHaX BRCAL/2,
KOTOPBIE B OCHOBHOM TIPUBOJAT K BO3HUKHOBEHUIO PaKa
MOJIOYHOM KeJe3bl ¥ ANYHUKOB [13]. B Poccuu Taxke nony-
YEHBI JIAHHBIC, KOTOPBIE YKA3BIBAIOT HA BCTPEUAEMOCTh P/K
IPUMEPHO Y 3% HOCUTENEH MyTALIMHU B reHe BRCAI, 4To jaeT
BO3MOKHOCTb YCIIENHOTO MPUMEHEHNA Y HUX IUTATHHOCO-
Jepammux npenaparos [1]. [1o Hamum COOCTBEHHBIM JIaH-
HBIM OT 1 10 3 CJIy4d€B PaKa KEyKa BCTPEUAETCA B KAKION
BTOPOI POCCUUCKOM CEMbE ¢ CUHAPOMOM JInHua [2].

HacnepcTtBeHHbIN pak
I10}J,)KEJ1yJJ,0‘-IHOI?I xXene3bl

HaciieCTBEHHBIN PAK MOKENYAOUHON JKENE3bl MOKET
BCTPEYATBCA B CEMBAX C PASMMYHBIMU CUHAPOMAMHU. OKOJIO
5-10% Bcex Cy4aeB paKa HOPKENYA0UHON XKEE3b! BCTPEdaeT-
A B CEMBAX C TEPMUHAIbHBIMY MyTALUAMY B 'eHaX BRCAI/2
i PALB2, KOTOPbIE B OCHOBHOM HPUBOAAT K BO3HUKHOBE-
HUIO PAKA MOJIOUHOM KEJE3bl U AMYHUKOB [35]. B KauecTse
JUATHOCTHYECKUX CPEACTB Y HOCUTE/EH MYTALUH, B CEMBAX
KOTOPBIX BCTPEYAIUCD CIYYAX PaKa NOLKEIYI0YHOM JXKelle-
3bl, PEKOMEHJYETCS Y/IBTPA3BYKOBOE OOCIENOBAHUE U IIPO-
BEJICHUE MATHUTHO-PE3OHAHCHON TOMOrpaduu. B ciydae
Pa3BUTHA 3000IEBAHIA HYKHO YIUTBIBATH BOSMOAKHOCTD YC-
TIEMHOTO MPUMEHEHUS NPENAPATOB TUIATUHBI § TAKUX Ia-
1ueHToB [1]. Takke pUCK pa3BUTHA PaKa MOKENYAOYHON
JKeJe3bl Ha 179% MOBBIMEH Y GONBHBIX C MYTALMAMU B T€HE
CDKNZ24, ipu cuHApPOME HACJIECTBEHHON METAHOMBI [42].
Kpome Toro 60mpHbIE 3TUM 3200/1EBAHUEM MOTYT BCTPEYATD-
¢4 11pu cuHzpoMe JInHYA, CeMEeHOM [IeHOMATO3€ TOJICTON
KULIKY 1 HEKOTOPBIX APYTUX CUHAPOMAX [35].

HacnepcTBeHHbIN pak nuweBoaa

JlaHHBIE IO HACTECTBEHHOMY PAKY ITHUIICBO/A CAUHIY-
HpL TaK, K HACTOAMEMY MOMEHTY U3BECTHO MeHbie 10 ce-
MEI1 B MUPE C CUHJPOMOM KEPATO/ICPMUN 1 PAKa TTUIECBO/IA,
B KOTOPHIX ObUTH OOHAPY/KEHBI HACTEACTBCHHBIE MyTAI[MH B
rene RHBDF2. Tun HAaCNEI0BAHNA ayTOCOMHO-JOMUHAHT-
HBI], 4 BCE MyTAl[N OB MUCCEHC-BAPUAHTAMH, HAXO/A-
mUMUCA B perrone co 186 no 189 koponst [34]. B kauectse
JUATHOCTUYECKUX MPOIEAYP WICHAM TAKUX CEMEH MOKHO
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PEKOMEH/IOBATh IEHETUYECKOE KOHCY/IETHPOBAHUE U TIOUCK
HACTIC/ICTBEHHON MyTAIIMH, 4 B C/Iy4a€ €€ BLABNCHHUS HEOO-
XOJIUMBI PETYISPHBIE HAOCKOMUYECKUE OOCTIEIOBAHNS TH-
IIEBOJIA.

3akno4yeHue

OnuncaHHag KapTUHA HACAEACTBEHHBIX pakoB JKKT sB-
JAETCS APKUM IPUMEPOM JJOCTIKEHUI KITUHUYECKON U MO-
JIEKY/IAPHON OHKOT€HETUKY. BHEAPAIOTCA KIMHUYECKUE Pe-
KOMEHJIAIMH IO OTOOPY MAIIUEHTOB C HACIE/ICTBEHHO-00YC-
NoBNeHHBIM pakoM JKKT, TpouCXonT NCCIeI0BAaHNE TEHOB-

A.C. Llykanoe u coaem.

KAH/IUJIATOB, MyTAIIUK B KOTOPBIX MOTYT OOBACHUTD TE MO-
JIEKYIAPHO-TEHETHYECKHE POOETIBL, KOTOPHIE B HACTOSIICE
BPEMSL UMEIOTCS TPAKTUYECKU B KAKIOM HACIECTBEHHOM
PaKoOBOM CHUHZIpoME. KpoMme TOro UCCreAyloTces MEXaHN3-
MBI, 10 KOTOPBIM B CEMBE C ONPEACIEHHBIM CUHIPOMOM
BO3HUKAIOT PAKK PA3HOI JIOKATNU3ALNY, Pa3pabaThiBaIOTCS
KPUTEPUH, TIO3BOJISIONIHIE OTOOPATh BCEX (WX IIPAKTHYC-
CKH BCEX) MAIIUEHTOB, UMEIOMUX I'EPMUHAJIbHBIE MYTAIINH.
[IpOBOANTCA MOUCK TPENAPATOB TAPIETHON TEPANUU, KO-
TOpBIE OYAIYT PAOOTATh UMEHHO NPU HACIEACTBEHHBIX Pa-
Kax JKKT.
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