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MEAWAUNA rAZETA

Cungpom Nuwya: cygbba, Komopoii HENb3n u3Gexams?

H Halen cemben AOBNEeT PoK...

« GA Bce ymupaior monopabimu.

Moii geaylwika ymep ot paka 0604,04YHON KULLKKY
B Bospacre 40 net, moeit mame B 51 rog yaanunm
MATKy U3-3d paka 3HAOMeTpUs, ogHaKo B 58 ner
OHO CKOHYANACh OT PAKA BOCXoadLiein 060404HOM
KULLKK; Y 6para moeit mambl B Bospacte 49 ner
AVIArHOCTUPOBAJIN PAK MPSAMON KULLKW, CYCTS rog
oH ymep. Ceituac mHe 37 nert, u 91 He Xo4y
NMOBTOPUTb CyAbOY MOUX POACTBEHHUKOB.

Yro mHe genarb?»

Hexutpblit paccka3 malMeHTKY, IPUILENIICH Ha KOHCYTb-
TaTUBHBIN MPUEM K OHKOJIOTY, MOXET 3aCTaBUTh 3ayMaThCsl
JIaKe CaMOTO OTBITHOTO Bpava. Kak TpakToBaTh JaHHYIO CUTY-
allnio W 4TO TIOCOBETOBATh XeHInHe? JlaHHbIe qoKazaTesb-
HOW MEIUIIMHBI TOMOTYT HATH OTBET HA 3TOT HETIPOCTO BO-
npoc.
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[Mepenatoiumiicst U3 MOKOJIEHUS B TOKOJIEHUE PaK TOJICTOTO
KUIIIeYHUKA W/WIU MaTKU, KIMHUIECKA MaHU(bECTUPYIOIIHIA
B JIOCTaTOYHO MOJIOJIOM BO3pAcTe, SIBJISIETCS OMHUM M3 XapakK-
TepHbIX NposiBieHuit cuHapoma Jiunva (CJI), wnu Hacnencr-
BEHHOTO HETMOJIMIIO3HOTO KojiopekTanbHoro paka (KPP).
Bosnuknosenne CJI cBSI3BIBAIOT C MyTalMeil TeHOB mismatch
repair (MMR), oTBeTCTBEHHBIX 3a MPOILECCHl pernapaiuu
(BoccTaHoBJeHUST) eheKTOB U pa3pbiBoB B Mosiekynax JJHK,
KOTOpBIe UMEIOT MECTO KaK B XOJie HOPMaJIbHOTO GMOCHHTE3a
mosekynsl JIHK, Tak u B pesynbraTe maTroreHHOTO BO3IEHCT-
BUS husmueckux,/xuMmmuyeckux GaktopoB. OCHOBHBIMU 3a/1a-
yaMu reHoB MMR SBISIOTCST BOCCTaHOBJIEHUE CTPYKTYPHI
JHK u nonnepkaHue ctabuIbHOCTA TeHOMa. MyTaiusi XoTst
OBl OJTHOTO M3 TEHOB KOppeKIMoHHO# penapauuu JJTHK mpu-
BOJUT K yrHeTeHuo pyHKnu MMR 1 HakorieHuo MyTaiuii
B KOIMPYIOIIMX U HEKOAMPYIOIIUX MUKPOCATEJTUTaX (TTOBTO-
psiiommxcs mocienoBatenbHocTax JHK, cocrosmux us
1-5 Hykneotunos). Bo3Hukalomas MUKpocaTeJUINTHAsI HeCTa-
OMJIBHOCTB UTPAET BEMYINYIO POJIb B MHULIMALIMK W TIPOTPECCH-
POBaHUHU OIyX0JeBoro mpouecca. Takum odpazom, CJI — 310
ayTOCOMHO-JIOMUHAHTHOE 3a0o0JieBaHUE, OOYCIOBIEHHOE JIe-
dexTom omHoro u3z renoB MMR (MLHI1, MSH2, MSHS6,
PMSI1 unu PMS2) u compoBoxiatoieecs: MUKpOCaTeUIAT-
Hoil HectabmibHOCTRIO (H. Vasen m coasrt., 2013). Pacmpo-
CcTpaHeHHOCTh MyTanuii reHoB MMR Bapbupyet: Haubomee
yacTo Bcrpevaercs aedekr rena MSH?2 (50% ciyuaes), usme-
Hennst MLH1 u MSH6 BBISBIISIIOT He TaK 4acTo (COOTBETCT-
BeHHO B 30-40 u 7-10% ciryuaes), PMS2 — emie pexe (<5%
ciaydaeB). OTHOCUTENIBHO HEIaBHO ObLIa OTKpBITA €Ille OHA
MyTalusi, crocobHast mpoBoupoBaTh pazsutrie CJI. Okasbi-
Baetcd, B 1-3% cinyuaeB repmuHanbHas neneuns EPCAM mo-
JKET TIPUBECTH K TMOoJaBIeHuno skcnpeccun MSH?2 (snurene-
tnueckuit caitneHcunr) (K. Tutlewska u coast., 2013).

Pill:lll]l][:llll]ﬂHl!HHll[:lllh

CJI gBnseTcs OMHMM M3 CaMbIX PAcIpOCTPaHEHHBIX Ha-
CJIEICTBEHHBIX CUHIPOMOB, CBA3aHHBIX C MOCJEIOBATETbHBIM
BO3HUKHOBEHUEM HOBOOOPA30BaHWU DPA3NIMYHBIX JOKAIU3A-
uwmii (puc.). [To olleHKaM 3KCNepTOB, Cpeau xuteneir EBporb
okoJio | MiH Hocutenelt nedekTHbix reHoB MMR.

CJI — xoBapHas reHerudeckas nartojorusi. HecMotpst Ha
OTHOCHUTENIEHO HeOobIyIo pacrpoctpaneHHocTh CJI (1 ciy-
yaif Ha 1-2 ThIC. HaCEeNIeHUsI), 3TOT OMACHBI CUHIPOM TPO3UT
HOCHTEJISIM MyTaHTHBIX T€HOB He TOJIBbKO pa3ButeM KPP, Ho
W TIOSBJIEHWEM HEOTUIa3uil pasiMyYHbIX JOKATM3AIUiA
(tabn. 1).

Ta6nuua 1. PUck paseuTMS paKd B TEYEHUE JKU3HM B CEMbSIX
¢ mytaumeit MMR (H. Vasen, 2007)

HoBoo6pasosanus Puck passutus, %
KonopextanbHbii pak (MyxunHbi) 28-75
KonopektanbHbii pak (XeHwwmHbi) 24-52
Pak sHgomeTpus 27-71
Pak snunmkos 3-13
Pak xenyaka 2-13
Pak MouesbiBOAALLMX NyTeEM 1-12
Pak ronosHoro Mo3ra 1-4
Pak xenuesbiBoAsWMX NyTei / XenyHoro ny3bips 2

JNluazHocmuyeckue Kpumepuu

B nacrostmee Bpemst mist auarHoctuku CJI Mcob3yroTest
Awmcrepaamckue kputepuu Il v mosoxeHus: 0OHOBJIEHHOTO
pykoBoacTBa Bethesda (H. Vasen u coasr., 2007). B kaxmoii u3
9THX OUPEKTUB IOAYEPKMBAIOTCSI TaKWe OTIMYUTEIbHBIE
cBoiictBa CJI, Kak pa3BUTHE HEOIIa3uil B paHHEM BO3pacTe,
BO3HHUKHOBEHUE OITyXOJIe B HECKOJbKMX ITOKOJIEHUSIX U T10-
SIBJICHIE€ MHOXeCTBEHHBIX HOBOOOpA30BaHUII Y OMHOTO TAllM-
eHra (Tabi. 2).

Ta6bnuua 2. Auarsocruueckue kpurepuu CJ1 (H. Vasen, 2007)

Amcrepaamckue kputepun |l

MmeeTcs no kparten mepe 3 poactsertmka ¢ KPP unm
HOBOOBPA30BaHMsMM, accouunposatHbiMu ¢ CJ1 (pak sHAOMETPMS,
TOHKOTO KMLIEYHWUKA, MOYETOHHUKA/ IOXAHKU NOYKH):

® OAMH NALMEHT BOMXKEH BbiTh POACTBEHHUKOM NEPBOM CTENEHW POACTBA
ANs ABYX APYTHX;

o 3060neBaHME FOMKHO NPOSBUTLCA NO KPAMHEN Mepe
B ABYX NocneayowuXx noKosieHHsX;

o x0Ts 6bl OfHA OMyX0sb KOMKHA BbiTh AUArHOCTUPOBAHA B BO3pACTe
no 50 ner;

o B cnyyae KPP Heobx0anMo UCKNIOUMTb AMArHO3 HACNEACTBEHHOTO
QAEHOMATO3HOTO NOMMMO3G;

® OMyx0”nb FOMKHA BbiTb BEPUBULMPOBAHA NPU MOMOLLM
TMCTONIOTMYECKOTO MCCNEAOBAHMS.

O6HosneHHble kputepun Bethesda

1. KPP puarHoctposaH y naunenta monoxe 50 nert.

2. BosHukHOBeHHE (HE3ABMCHMO OT BO3PACTA) CHHXPOHHOTO,
metaxponHoro KPP unu apyrix HoBoobpasosaHui, cesaanHbix ¢ CJl.

3. Hannuue y naupenta monoxe 60 net ¢ KPP unnyHom ructonoruyec-
KOM KAPTMHbI MUKPOCATENNUTHOM HECTABMUIBHOCTM BEICOKOM CTENEHM.

4. Maupent ¢ KPP, kotopeii MMeeT popCTBEHHMKA NEPBOM CTENEHM POACTBA
¢ HoBooBpa3oBaHMem, accoupmporarHbiM ¢ CJT (npu atom opHa
13 onyxonen AoKHA BbiTb AMarHocTMposata B Bospacre <50 ner).

5. Maupenr ¢ KPP, umetowumit >2 poactBeHHUKOB NEPBOH M BTOPOH
cTeneHu PoAcTBa (HE3ABUCMMO OT BO3PACTA) C HEOMAACTUYECKUMM
obpasosaHuamu, accounmnposanHbiMy ¢ CJ1.

Onyxonu, accounnporantsie ¢ CJ1: KPP, pak sHaoMeTpHs 1 IM4HUKOB,
XEeNyAKA, XeN4eBbIBOASLMX MYTEH M NOAXKENYAOYHON Kenesbl,
MOYETOYHMKA M NTOXAHKM MOYKM, FONIOBHOrO MO3rA M Q,EHOMbI COsbHBIX
Xenes, a TaKXe KEPATOGKAHTOMA M KAPLMHOMA TOHKOTO KULIEYHMKA.

Knunuveckue ocobennocmu

Tpamummonno CJI cassiBaroT ¢ KPP, pakoM sHmoMmerpust u
amaHuKkoB. OnHako y mamueHToB ¢ CJI yarmie, yem B oO1ieit
TOMYJISIIMY, BO3HUKAIOT APYTM€ HOBOOOpPA30BaHMS, TaKue
KaK pak XejyaKa, MOYETOUHUKA/TIOYeK M TOJIOBHOTO MO3ra,
JKETYEBBIBOISLIMX YT M TOHKOTO KUIIEYHUKA, TOKENTy-
TTOYHOM KeJIe3bl U KOXHU. 3a CUeT MHOXECTBEHHOI JIOKaIr3a-
LIMH OITyXOJIEBBIX IpoIleccoB KimHndYecKas KaptuHa CJI ume-
€T PsiJi HIOAHCOB.

KoAaopekTaAbHbIi pak

OT/IMYNTENHHON YEePTON 3TOr0 BUAA HEOIUIA3UU SIBIISIETCS
6oJjiee yactoe BO3HMKHOBeHUE Y MyxXuuH (74-100%; y keH-
mH — 30-54%). Eme onHoit oco6eHHocThio KPP y 601bHBIX
CJI aBnsercs xapakTepHas JOKaIM3alysl OIMyXOJU: B OOJb-
IIMHCTBE CJTy9aeB HEOIUIaCTUYECKWI TIPOIIeCC 3aTparuBaeT
JIEBBIE OTENbI KMIIEUHUKA.

K coxanenuio, Helb3sl yMEHBIIUTh BEPOSITHOCTh BO3HUK-
HOBEHUSI KoJopeKTanbHOil ameHoMbl mipu CJI mocpencTtBom
npreMa pa3InIHbIX AMETHUECKUX J00AaBOK (OTHOCHTEIbHBIN
puck — OP —1,18;95% I 0,80-1,73). Dtu cBeaeHust 06 0CO-
oenHocTax TeueHns: KPP Obuim momyyeHbsl B KOTOPTHOM HC-
canenoBanun GEOLynch, B KOTOpoM NpUHSUIM ydacTHe
470 nocureneii necpexktHoro reHa MMR (R.C. Heine-Broring
u coaBT., 2013). MccnenoBaTenn yTOUHWIN, YTO TIPUEM MYJIb-
tusutamuHoB (OP 1,15; 95% 1N 0,72-1,84), Buramuna C
(OP 1,57;95% AW 0,93-2,63), npenapatoB, COASPXKAIIMX Kalb-
uuii (OP 0,69; 95% AN 0,25-1,92) unu peiowmii xxup (OP 1,60;
95% U 0,79-3,23), Takke He OKa3bIBAET 3HAUMMOT'O BJIMSHUS
Ha 9acTOTY TMOSIBJIEHUS KOJOPEKTATLHOMI aieHOMBI.

Pak sHAOMeTpuS

Ilo manubemMm M. Crispens (2012), prcK BO3HUKHOBEHMUS
HeoIlIa3uy SHIOMeTpus B TeueHue xu3Hu y i ¢ CJI cocras-
nsteT 42-54%, Toraa Kak B oOIIeid MOMYJISIIMKY 3TOT T0Ka3a-
Teab He mpeBbimaeT 2,62%. CpeaHuii Bo3pacT AMarHOCTUKU
3TOTO 37I0KaYeCTBEHHOI0 HOBOOOpa3zoBaHus y XeHimuH ¢ CJI
He npeBbimaeT 48 neT. HecMoTpst Ha BOSHMKHOBEHUE OITyXOJIN
B IOCTATOYHO PaHHEM BO3pacTe, paK IHIOMETPUS He SBIISIeT-
Cs1 OMHOM M3 CaMBIX PACTIPOCTPAHEHHBIX MTPUYMH JIETATBHOTO
HCXoma y HocuTeabHuUIl MyTaHTHOro reHa MMR. T1o nanHbIM

Y MYXUUH ¥ KEHLWMH TONLKO Yy XeHWMH
) O,

e >25% Pt o 20
C CMHAPOMOM C CMHOpOMOM ' 0 ronam
Nunua 82% Nuwva  71%

K 70 ropam K70 ropam
Pucksobwed  02% 50 ronam Prick 8 obueh 0.2% Kk 50 ropam
nonynaum 2% x 70 ropam nonynsunn 1,5% K 70 ropam
Puck Puck
¢ cuHgpomom 439, ¢ cuppomom 429,
JNluHua K70 ropam JIuHuya X 70 ronam
Pros obush % 70 roname Prck 8 o6ueh 5% w70 ronad
Tpn
TaKKe YBeIMBaeTCA PHCK
Torsonh ke 7.2%;
Movesse NyTh 4%; ronosHoR moar 3,7%;
Kenveeweonsme NyTv 2% K 70 rogam
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Vasen u coasr. (2013), Tonbko 12% mnaimeHToK MorudarT ot
OMYXOJIM MaTKM; TMPU 3TOM TOKa3aTedb S-JeTHel BbIKUBae-
MOCTH Yy OOJIbHBIX PaKOM 3HIOMETPUSI, acCOLMUPOBAHHBIM
¢ CJI, He oTaMYaeTcsi OT TAKOBOTO Y MALIMEHTOK CO CIOpaau-
YECKUM PAKOM 3TOH XKe JIOKaIu3alun (COOTBETCTBEHHO 88 U
82%; p=0,59).

J.M. Helder-Woolderink u coaBrt. (2013) cuuTaror, uTo jy4-
LIMM CIIOCOOOM BBISIBJIEHUSI paKka SHAOMETPUS SIBIISIETCS exe-
TONHBINM TMHEKOJOTUYECKUI CKPUHUHL K Takomy BbIBOmY
y4YeHble TPUILIM, MPOAHATU3UPOBAB PE3yJabTaTbl MHOTOJIET-
Hero HaOmoneHus nauueHToK ¢ CJI. Ha nepBoM 3Tane MOHU-
topuHra (2003-2007) HocuTelbHMIIAM MYTAHTHOIO TeHa
MMR (n=75) npoBoaMIM TpaHCBarMHAJIbHOE YJILTPA3BYKO-
BO€ UccienoBaHue U onpenessii yposeHb CA125 B cbIBOpOT-
ke KpoBu. [IporpamMma CKpMHUHIA Ha BTOPOM 3Tare Habio-
neHus (2008-2012) Obu1a HECKOJIBKO paclliMpeHa 3a cyeT J0-
MOJHUTEIBHOTO MOJyuyeHuUs1 OMonTaToB aHAOMeTpusl. Ha npo-
TSDKEHUU TEPBOTO 3Tarna MCCieaoBaTeM AMarHOCTUPOBATU
4 mpeapakoBbIX 320071€BaHuUs U | KApUUHOMY SHIOMETPUS, Ha
BTOPOM 3Tare — 2 ImpeapakoBbix 3aboneBaHus. J.M. Helder-
Woolderink 1 coaBT. MOAYEPKHYJIM, YTO KaxkI0€ U3 MPEIOITy-
XOJIEBBIX COCTOSIHMIA ObUIO AMAarHOCTUPOBAHO TOJBKO OJaro-
napst acUpalMOHHON OMOTICUN SHIOMETPUSI.

NHurepecHyio ocobeHHOCTh MoBeaeHus xeHiuH ¢ CJI oT-
Metid A.M. Burton-Chase u coast. (2013). IIpoBenst aHke-
tupoBanue 74 xeHuuH ¢ CJI, yueHble YyCTAaHOBWIJIU, UTO TIO-
napisiioiee OOJbIUIMHCTBO PECMOHAEHTOK OBLIU XOPOILO
OCBEIOMJIEHBI O BLICOKOM PUCKE Pa3BUTHSI paka dHIAOMETPUS
(61% ompoOIIeHHBIX 3HAJIM BO3PACT Havyaja CKPWHWHTA;
75-80% TOYHO Ha3BaJIX PEKOMEHAYEMYIO YacTOTy CKPUHWH-
ra), OHaKO MPUBEPKEHHOCTh K BBIMOJHEHUIO STUX PEKOMEH -
nanuii ObiTa cyoonTUMabHOI (84% OMPOIIEHHBIX HE COTJIa-
IaJTUCh paHee Ha MPOBeeHe OUOTICUY SHIOMETPHS).

Pak sivuHMKoB

PucK BO3BHMKHOBEHUSI 3TOM HEOIUIA3UU B TEUCHME KU3HU
y xeHiuH ¢ CJI oueHuBaercs B 6,7-12% (M. Crispens, 2012).
CpenHMii BO3pacT IUArHOCTUKKM 3a00JIE€BaHUSI COCTaBJISICT
42,7-49,5 net (Ha 16-20 et paHblie, YeM CPeIHUIT BO3pacT
BBISIBJICHUSI CIIOPAIUYECKOro paka SIMYHUKOB). [IporHo3 Ha
PaHHUX CTaIMsX PaKa SIMYHUKOB y manmeHToK ¢ CJI oTHOCH-
TEJIbHO OJIATOTIPUSTHBINA: S-JIETHsISI BBDKUBAEMOCTh B TaHHOM
IPYIIe MPaKTUYECKHU HE OTIMYACTCS OT TAKOBOI OOJIBHBIX CO
CIOPANUYECKUM PAKOM SIMYHUKOB (COOTBETCTBEHHO 64,2 U
58,1%).

HecMoTpst Ha BBICOKYIO PacPOCTPAHEHHOCTh paka 3HI0-
MeTpusl/TMIHUKOB Y xeHiuH ¢ CJI, B HacTosiiee BpeMsi HeT
YEeTKMX TaHHBIX 00 3Gh(GOEKTUBHOCTH XUMUOTPOMDUIAKTUKI
IMHEKOJIOTMYECKUX HEOIUIa3Mid B 3TOM KOTOPTE MallMEHTOK.
B oOiueit momyssiiuy MprMeHEeHHe MepopabHBIX KOHTpa-
LIENITUBOB MO3BOJISIET CHU3UTh BEPOSITHOCTh BO3SHUKHOBEHHUS
KakK paka 3HIOMETpHsl, TaK U paka ssuyHuKoB (M. Crispens,
2012). B 1o e BpeMms B Koropte 601bHbIX CJI HeT cBeaeHu i
00 3¢ dbeKTUBHOCTH U 0E30MaCHOCTU YKa3aHHBIX CPEACTB
B KauecTBe XUMHUOMPOMUIAKTUKA TMHEKOJOTUYECKUX OITy-
XOJICiA.

Pak >xeayaka

DTO TpeThsl MO YaCTOTe BCTpedaeMocTu Heorutasust npu CJI.
KyMyasiTUBHbBIN pUCK BO3HUKHOBEHMS paka KeayaKa cocTaB-
asiet 5%, Tpu 3TOM BEPOSITHOCTh €r0 PAa3BUTHUST Y HOCHUTENEH
mytaiiuu MMR B 3,2 pasa Bblliie, 4yeM B OOILEH TOMYJISILUN
(B. Bansidhar, 2012). ITo muenuto B. Bansidhar, HaGmoneHue
3a quiaMu ¢ CJI 1o/KHO OBbITh HAMpPABJAEHO Ha BbISBICHUE
MPeaPaKOBbIX COCTOSIHUI UJTM OOHAPYKEHUE OIYXO0JIM Ha PaH-
HUX CTaAMsIX Pa3BUTHSI; OMHAKO HE BCE YUYEHbIE COIIACHBI
¢ 9TUM yTBepxkaeHreM. CTOPOHHUKY PaIMKaTbHBIX AIEHCTBUI
MOJIaraoT, uTo HocuteasiM Mytauimn MMR crienyer Bbimos-
HUTb TPOGMUIAKTUUECKYIO TaCTPIKTOMMUIO; TMOCIeN0BaTeNN
NMHAMUYECKOTO HAOIIONEHUST CUUTAIOT JOCTAaTOUHBIM MPOBE-
NIeHUE eXEroHOr0 9HAOCKOMUYECKOTO OCMOTpPa BEPXHUX OT-
NIeJIOB KeMyIOYHO-KUILIEYHOTO TpakTa. B To ke Bpemst eBpo-
MefcKre dKCIEPThl, YIUThIBAS OTHOCUTENLHO HU3KUI PUCK
BOZHMKHOBEHUSI paKa KeayaKa, He peKOMEHIYIOT MPOBOIUTD
PYTUHHBIN CKPUHUHT TOC/EHETO, HO COBETYIOT OMpENeuTh
uHdumpoBaHHocTh Helicobacter pylori ¢ mocienyroineii
opaiuKalueil XeJIuKoOakTepa B clydyae €ro BbISIBICHUS
(H. Vasen, 2013).

Pak M0o4eBbIBOASILLIMX NyTei

D70 OfiHA U3 PACIPOCTPAHEHHBIX BHEKUIICYHBIX HEOILIa-
3uii ipu CJI. B 00111e# MOy IsiiiK BEpOSITHOCTh BOSHUKHOBE-
HUST OMYXOJIM BEPXHUX OTAETIOB MOYEBBIBOASIIMX IMyTEi CO-
craisier 5%, torma Kak npu CJI umeer mecto 20-KpaTHOe
yBEJIMYCHUE pHCKa pPa3BUTHsI 3TOr0 HOBOOOPAa30BaHMS
(B. Bansidhar, 2012). ITo cpaBHeHMIO C APYTMMM BHEKUIIIEY-
HbIMU TTposiBieHUsIMU CJI BEpOSITHOCTh BOSHUKHOBEHMUSI YPO-
TEHUTAJILHOTO paka B 1,6 pasa BbIllle Y My>XUMH, YeM Y KEH-
LIMH; TIPX 3TOM HauOOJIBIIMI PUCK UMEET MECTO Y HOCUTEIei
mytaiuu MSH?2.

TemaTtu4Huin Homep * BepeceHb 2013 p.
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Puick pa3BUTHSI OITyXOJIM MOYEBBIBOISIINX ITyTel B TEUCHHE
JKU3HU cocTapsieT 28 %; Hanbosiee BBICOK OH Y MY>KUMH B BO3-
pacte 50-70 net. [IporHo3 mis MalMeHTOB ¢ ypOTeIMaIbHBIMUI
OTIYXOJISIMU 3aBMCHUT OT CTalMU OIyXOJIeBOTo mpolecca. [1o-
Kaszaresim 5-JeTHel BBDKUBAEMOCTH TPU HEMHBA3MBHOM paKe
cocraBisioT 90%, Torma Kak TpU OITyXOJISIX BHICOKMX T'pajia-
it He ipeBbimaroT 60-70% (B. Bansidhar, 2012).

EBporelickue 5KCnepThl, CIIeHUaTU3NPYIONIMecs] Ha BbISIB-
nenun u JedeHun 6onbHbIX CJI (Mallorca group), cumraior,
YTO LIUTOJIOTUYECKOE UCCIIEIOBAHNE MOYM HE SBISICTCS METO-
IIOM CKpUMHMHIa paka ModeBbBomsammx myteir (H. Vasen,
2013). Kpome Toro, Mallorca group He peKOMEHAYET IIPOBO-
IIUTh crieliaibHoe HabmoaeHue 3a 6osbHbiMU CJI ¢ 11e1b10
BBISIBJICHUS paKa MOUEBBIBOISIINX ITyTEH.

Pak TOHKOro KuLIe4YHHKa

BeposTHOCTB pa3BUTHS paka TOHKOTO KUINEYHUKA Y HOCH-
teneit mytaumiit MLH1 u MSH2 cocrasnsier 5%. Omyxonu
TOHKOTO KulleyHuka y OosibHbIX CJI yaile gokanusyrorcs
B IIPOKCUMAaJIbHOM OTJEJI€ TOHKOro KuiueuHuka (43%), To-
weit (33%) u noas3nouiHoit kumikax (7%). CpenHuii Bo3pact
K MOMEHTY YCTaHOBJIeHU auarHo3a y il ¢ CJI He mpeBbIIia-
et 39 siet (Ha 20 yieT paHblile, YeM B 001Lel TOMyISILUN); T10-
Kaszareslm S5-JIeTHeW BBIXKMBAGMOCTH COCTaBIISIOT Bcero 30-
35% (B. Bansidhar, 2012).

He pexkoMeHmyss TpoBOIUTH AMHAMUYECKOE HaOJIOICHME
IUIST PAaHHETO BBISBJICHMSI paka TOHKOTO KHINEYHUKA, eBPO-
MeficKre 2KCTePThl COBETYIOT MEPUOAMIESCKN OIIEHUBATh CO-
CTOSTHUE TUCTAbHBIX OTHETOB MBEHAALIATUIIEPCTHON KUIITKA
MPY TTOMOIIY SHAOCKOITUYECKOTO MCCIIENOBAHNS BEPXHUX OT-
NIEJIOB KEeJYJOYHO-KUIIIEYHOTO TPaKTa, a COCTOSTHWE TIOJ-
B3IOLIHOM KWIIKKA — BO BpeMs KojoHockormu (H. Vasen,
2013).

Pak npeacTaTeAbHO¥ Xeae3bl

OTHOCHTENIbHO HelIaBHO ObLTM OMyOJIMKOBAaHBI PEe3YIbTAThI
HCCNIeNOBaHU, He TMOATBEPAMBIINX BBICOKYIO BEPOSITHOCTD
pa3BuTHUA 3TOI Heoriazuu B momyisuuu 6onbHbIX CJI. Tlo-
aTOMYy 3KcIepThl Mallorca group cumTalT Hellenrecoobdpas-
HBIM MPOBOJIUTH CKPMHUWHT paka mpoctathl mpu CJI 10 mosiB-
JIEHUS! TaHHBIX, KOTOPbIe MOTJIM ObI OTIPOBEPTHYThH paHee TMo-
nyyeHHble cBenenus (H. Vasen, 2013).

Pak rpyaHo¥ Xeae3bl

Ilo muenmio B. Bansidhar u coast. (2012), XXeHIIUHAM —
HOCHTEIbHULIAM MyTaluii reHa MMR HeoOxomnmo peKoMeH-
JIOBaTh aKTUBHOE YYacTHe B MOMYISIIMOHHBIX CKPUHUHTOBBIX
MpOorpaMMax TI0 BBISIBJIEHUIO paKa TPYIHOM JXeJe3bl; a Mmalu-
eHTKaM cTapiie 45-50 JieT ciemyeT IMpoOBOIUTH MaMMOTpaduio
2 pa3a B TOII.

Pak roroBHOro mosra

B o61meit monynsaimuy puck pa3BUTHS TIEPBUYHOMN OMyXOJIN
FOJIOBHOIO MO3ra B TeueHue Xu3Hu cocrabiser 0,3-0,6%,
B Koropte 60bHbIX CJI 10CTaTOUHO PeIKO MOXET UMETh MeC-
TO 4-KpaTHOe yBeludeHue 3Toro mokasarens (B. Bansidhar,
2012); cpenHuit BO3pacT yCTaHOBJICHUS AUArHO3a KOJIeOIeTCs
B npenenax oT 25 mo 38 set. CrieKTp HeOoIUTaCTUIECKOro Iopa-
SKeHMsI TOJIOBHOTO MO3Ta JJOCTATOYHO IHMPOK: 3TO U ITMo0Iac-
TOMa, acTPOLIMTOMA, MEHMHTHOMA, aKyCTUUeCcKasi HeBpMHOMa
U HelipobiacToMma.

OnyxoAn MHbBIX AOKaAM3aLMi

CJI MmoXeT cOnpoBOXKIATHCS HEOTITACTUUECKUM TTOPAXKEHU -
€M KOXHBbIX MTOKpOBOB. HanboJee yacTo pa3BuBarOTCS OMyXO0-
JIA CaJIbHBIX Xese3 (afeHoMa, dIUTeNMoMa, aqeHOKAPIIMHO-
Ma, KepaToaKaHTOMa, IJIOCKOKJIETOYHasi KapliMHOMA), CO-
MPOBOXIAMOIINECS, KaK MPaBUIO, BOSHUKHOBEHUEM OJIHOM
BUCLIEPAJILHOM 3J10KAYeCTBEHHOM OIMyXO0Ju (racTpOUHTECTH-
HaJIbHOM U YPOJIOTUIECKOI).

Temaronornyeckue 3710KauyecTBEHHbIE HOBOOOpA30BaHMUS
JIOCTATOUYHO penko compoBoxaatoT TedeHue CJI, aTu 3aboe-
BaHMS, KaK MIPaBUJIO, TUATHOCTUPYIOT Y HOCUTENIEH MyTalluu
MSH2 (B. Bansidhar, 2012). HauGonee 9acTo pa3BHUBaIOTCS
JiefikeMust (OCTpasi U XpoHWYecKast), MUeJioMa U HeXOKKMH-
ckas Jumdoma.

Nevenue

B atom romy Mallorca group omy06rKoBaia mepecMOTpeH-
HOE PYKOBOJCTBO, perjlaMeHTUpYIollee HioaHCh JieueHust CJI
(Revised guidelines for the clinical management of Lynch syn-
drome, 2013). OTamanTeIbHOMK 0COOEHHOCTHIO JOKYMEHTA SIB-
JigeTcs popMaT — peKoMeHIAu chopMyITMpPOBaHbl B BUJlE
OTBETOB Ha KJTMHWMYECKKE BOTIPOCHI.

KAtoueBble MoAOXKEeHHUS MepecMOTPEHHOro PYKOBOACTBA
no Aeyenuto CA (2013)

Bompoc 1. Kax MoxHO yayumuth nuarHoctuxky CJI1?

BoiBoap! u pekoMenganun. [ BeIsiBiaeHs manyeHToB ¢ CJ1
MOKET OBITb PEKOMEHIOBAHO OOCJEIOBaHUE BCEX OOJBHBIX
KPP u pakom snnomerpusi B Bo3pacte <70 JieT Tipyu TTOMOIIU
MMMYHOTHCTOXUMUYECKOTO aHaIM3a WA OTPEeTeHUS] MUK-
pocaTeIIMTHOM HecTaOMIbHOCTH (YPOBEHbB T0Ka3aTenbeTs 11b).

MEAWA KA TAIETA

Mallorca group pekomeHayeT BceM 00abHBIM KPP Momoxke
70 JeT TpoBeCTM MMMYHOTMCTOXMMHUUYECKOE MCCIIeI0BaHKe
JUTST BBISIBJIEHUST OTHOTO U3 YeThipeX reHoB MMR wiu ornpesie-
JICHUSI MUKPOCATSJUTMTHON HeCTaOMIBHOCTH (KJTacc peKOMEH-
naruii C). DTU TeCThl JOJKHBI COTIPOBOXIATHCS BBISIBJIEHUEM
aHoMaJbHOTO MeTuaupoBaHus MLHI.

BceM 60bHBIM pakoM 3HIOMETpUsT MoJioxke 70 JieT mokasa-
HO TIpOBeIeHHE WMMYHOTHCTOXUMUUYECKOTO HMCCIeTOBAHUS
WV BBISIBJIEHUE MUKDPOCATEJUTUTHON HeCTaOMIIbHOCTH (KJ1acc
pexkomennmanmii C).

Bompoc 2. KakoB Hanbosee ONTUMAaIbHBINA IIPOTOKOJ Ha-
omonenus npu CJI?

BoiBonp! 1 pekomennamuu. Jloka3zaHo, 4TO TOMYCTUMBIN WH-
TepBaJl MEXIY KOJOHOCKOMUYECKUMHU MCCIETOBAHUSIMU He
IOJDKEH TIPeBBILIATH 3 J1eT (YpoBeHb JoKa3aTeabcTB 11b). Yuu-
ThIBasi BICOKYIO BEpOSITHOCTh BO3HUKHOBeHUst KPP Ha 2-M n
3-M romy mocie MPOBeACHUS MOHHUTOPHHT-KOJIOHOCKOITUH,
PEKOMEH/TYeMBbIii TIPOMEXYTOK BPEMEHU MEXIY KOJOHOCKO-
nusiMu Ut Hocuteseil mytamuii MMR cocrasister 1-2 roga
(xmacc pexomenmanuii C).

Bompoc 3. DddekTrBHO 1M TUHAMUYECKOEe HaOI0ACHUE
B BBISIBJICHMM PaKa dHIOMETPUS U SMYHUKOB?

BoiBoabl ¥ pekoMenmamuu. JlarHocTUdeckass LEeHHOCTb
TUHAMUYIEeCKOTO HAOJIONEHHS C 1IEJTbIO BBISIBJICHUS paKa dH-
JIOMETpHSI TT0OKa ocTaeTcsl HesicHoii. HabmoneHue 3a cocTo-
SIHUEM OHIOMETPHUsS IO pe3yJbTaTaM TMHEKOJIOTMYeCKOTo
o0ciie10BaHMsI, TPaHCBAarMHAJIBHOTO YJIBTPa3BYKOBOTO MC-
CJIeIOBaHMSI M aCTIMPAIlMOHHOM GroTicuu (KoTopas J0JKHA
BBINIOJIHATBCST HaumHas ¢ 35-40-1eTHero BO3pacTa) MOXKET
MO3BOJIUTDH BBISIBUTH TIPEIPAKOBOE COCTOSIHUE U TMarHOCTH -
poBaTh HavyalbHble CTAaAMM paka (YpOBeHb J0Ka3aTeTbCTB
11I); oHO MOKHO OBITH MPEAIOKEHO HOCUTEIISIM YKa3aHHBIX
MmyTanuii (kracc pekomeHgauuii C).

Heo6xommumo o6cymnTh Bce TOBOIBI 32 M TIPOTUB MOHUTO-
puHra (ta6im. 3).

Ta6nmua 3. MOHUTOPMHT IMHEKONOFMYECKOTO PAKA: 3a M NPOTHB

3a Mpotus
BeisiBnenue sabonesanmi, |Heebicokmit puck netanbHoro Hcxoad
NPEeALIECTBYIOLMX PAKY
3HAOMETPHS

TpyRHOCTH BBINONHEHUS ACIMPALMOHHOM
61oncun sHgoMeTpHs

BeisneHme PAaHHUX CTOAMH | Her pokasatenscrs s deKTHBHOCTH B ana-

[SCLCEI ERRILEAy 2TE] THOCTUKE PAHHUX CTAAMH PAKQA SHYHMKOB
(He nokazaHo)
Menxonornyeckas Harpyska

Bompoc 4. KakoBa poib popuIaKTHIECKON TUCTEPIKTO-
MUH C COITyTCTBYIOIIEI 0BapMOIKTOMUEH 1 0€3 TaKOBOIi?

BeiBoapbl. BrinosHeHWEe TMCTEPIKTOMUN U OWIaTepabHOMN
OBApMAKTOMUU TO3BOJISIET TIPEAYNPEIUTh Pa3BUTHE paKa 9H-
IOMETPUS U STMIHUKOB (YpOBeHb noka3ateiabCTB I11). DroT Ba-
PHUAHT JIeUeHUs JOJKEH ObITh MPEIOXKEH HOCUTEISIM MyTa-
muit MMR crapiire 40 nreT, peann30BaBIINM PETIPOLYKTUBHYIO
dynkumio (kmacc pekomeHnauuu C). B caydae ecm 3aruranu-
POBAHO OTEpaTUBHOE BMENIaTeIbCTBO 1o nmooay KPP, cieny-
€T PacCMOTPETH 11€71eCO00Pa3HOCTh OJHOBPEMEHHOTO TIPOBE-
JMEHUS] YKA3aHHOTO MPOGUIAKTUIECKOTO XUPYPTUUECKOTO
BMeIIATeIbCTRA.

Heobxonumo Takke 0oOCYINMTH BCEe MOBOABI 32 W TIPOTUB
(Tabm. 4).

Ta6nuua 4. MpodpunakTueckas ruCTepIKTOMUs
C CAnbNMHrOOBAPUOIKTOMUEH U 6e3 TAKOBOW: 30 U NPOTUB

3a Mpotue

HeBbicokui puck netanbHoro ncxoaa
JleransHoctb npu xupyprideckom emewarenscrse (0,1%)

I'Iepeuecermoe ornepaTtMBHOE BMeLLATENbCTBO HA OPraHax
MQJIOro Ta3a genaet KOJIOHOCKONMUIo 6onee 60ﬂe3HeHHOﬁ,
YTO CHMXXAET BEPOATHOCTb NOJIHOrO OCMOTPA BO Bpems

Mpodunax- MccnenoBaHmUs
THMKa paka
P Menxonornueckue npobnems (10-20%)
3HAOMETPMS
W SMuHMKOR | POHHSIS MEHOMAY3a B 3ABUCMMOCTM OT BO3PACTA

NpoBeAeHUss XMPYpPru4eckoro BMeLLdaTesbCTea

CekcyanbHble npobnemsl, 0BycnosneHHbe
TUCTEPIKTOMUEN U PAHHEN MEHONAY30M

OueHb HU3KMI PUCK PA3BUTHS MEPBUYHOM
NePMTOHEANILHOM KAPLMHOMbI MOC/E OBAPMOIKTOMMM

Bompoc 5. KakoB 3(p(eKTUBHBII ITPOTOKOJ TMHAMUYECKO-
TO HaOTIOEHNS /11 HOBOOOPA30BaHMIA APYTUX JIOKATU3AIii?

BeiBompl. Kak CBHIETETBCTBYIOT pe3yabTaThl HElTaBHO
OTyOJIMKOBAHHOTO MCCIIeNOBaHUs, Hambosiee pacrpocTpa-
HEHHBIMU JIeTATbHBIMA ucxomamu y st ¢ CJI aBisiioTcs
CMepTenbHBIe citydau, obycimoBieHHbie He KPP u He pakom
sHpometpust (61% ciaydaes). K coxaneHuio, mMperMyIiecTBa
CKPUHUMHTA 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHUI IPYTUX JIO-
KaJM3alvil OCTaloTCS TIOKa He M3yYeHHBIMM. [T TIpUHSITHS
000CHOBAHHOTO PEIIeHUsT HEOOXOMUMO OOCYIUTH C TallueH-
TOM BC€ JIOBOJIBI 3a M IPOTHB (Tabi. 5). Ecam Hocutesio MyTa-
[IUU TIPEJIOXKEHO TIPOBEIeHNEe CKPUHWHTA, TTAIIUEeHT JTOJDKEH
MMOHWMAaTh, YTO CYIIECTBYET HEOTPEIeIeHHOCTh B OTHOIIICHUN
MOTEHITMATBLHOTO Bpe/ia W MOJIb3bl TaHHOW TIPOIIEAYPHI.

——

Ta6nuua 5. Mpotokon auHamuyeckoro Ha6nogeHus npm CJl

BepostHas
nokan13auus
paka
HuxHsas
BO3PACTHOS
rPAHMLa
O6cnepoBanue
Wurepsan (net)

KPP 20-25

—
0
N

KonoHockonus

lMpeanoxuTs nonHoe rHekonoruyec-
koe obcnefoBaHMe, TPAHCBATMHANLHOE
YNbTPA3BYKOBOE UCCNEROBAHME,
acnupaupoHHyio 6roncuio
3HAOMeTpHS, 0BCYAUTb BCe 30 U NPOTHB

35-40

—
3
N

Martka/ suunmuku

lMpoeepeHme BepxHei aHAOCKONMM pe-
KOMEHEOBAHO TONLKO 4NEHAM CEMeN
naupentos ¢ CJ1, npoxusarowmm

B CTPAHAX C BLICOKOW pacnpoctpaHen- | 1-2
HOCTbIO paka Xenyaka. Becem Hocutensm
MyTaumi crape 25 net nposoauTs
CKPUHMHT MHekuum H. pylori

Kenynok 30-35

Habnioaenne (umronornueckmin aHanms
MOYM 1 yNbTPa3BYKOBOE 1
MccnenoBaHMe) Ans HocuTenew
MyTaumm reHa MSH2

MovuesbiBoaALMM
TPaKT

30-35

Bompoc 6. KakoBo amekBaTHOE XHUpYpTrUiecKoe JieUeHUe
st KPP?

BouiBombl. YunThIBas 3HAUMTENbHBIN pucK peruauBa KPP
IocjIe YaCTMYHOM KOJIBKTOMMU (YpOBeHb Hoka3aTeabcTB 11I)
1 COITOCTaBMMOE Ka4eCTBO KM3HM KaK TOC/Ie YaCTUYHOM, Tak
1 TIoCJIe CyOTOTaIbHOM KOJISKTOMMHU (YPOBEHD TOKA3aTeNIbCTB
1), co Bcemu GompaBEIME CJI ¢ KPP, ocobernHo momnomoro
BO3pacTa, HeOOXOAMMO OOCYIUTH BCE 3a M MIPOTUB BHITIOIHE-
HUSI CyOTOTaIbHOM KoJI3KTOMMM (Kiacc pekomeHmammii C).

Bompoc 7. Kakoe BimsiHIEe 0Ka3bIBaIOT (PaKTOPHI OKPYKAI0-
el cpeiibl U 00pa3 XXM3HM Ha pa3BUTHE aleHOKAPIIMHOMBI
nmu KPP y mum ¢ CJ1?

BoiBoapl. KypeHue 1 BBICOKMIT MHIEKC MacChl TeJla YBeIr-
YMBAIOT PUCK pa3BuTus ageHokapuuHoMbl 1 KPP y muir ¢ CJI
(ypoBeHb nokasarenbcTB [1b). [TammenTam HeoOXoaMMo coBe-
TOBAaTh MOAIEPKUBATh MAcCy TeJla B Ipejeax HOPMbI M OTKa-
3aThCs OT KypeHus (Kiacc pekomeHmamuii B).

Bompoc 8. Kakosa posib acupuna B neuernun CJ1?

BoiBoapl. PerynsipHbIil MpueM actiiprHa acCOIMUPOBAH CO
CHIXXEHUEeM pactpocTpaHeHHoCTH paka y mil ¢ CJI (ypoBeHb
nmokasarenbeTB IIb). OnmTmManbHas mo3a acmupuHa Oymer
ompeneseHa B paHIOMU3UPOBAHHBIX MCCIenoBaHUAX. Peko-
MeHIYeTCsl OOCYINUTh ¢ HOCUTEJIIMU MYTaHTHBIX TEHOB TIpe-
MMYIIECTBA TIpeMa HU3KHUX 103 acTIMpUHA, a TAKXKe PUCKU U
CYILIECTBYIOIINE OrpaHNIeHNsT (YPOBEHb 10Ka3aTeabCTB 1Ib).

Bompoc 9. KakoBa posb IpeHaTalIbHOM U MPEeUMILIaHTaII-
OHHOIf TeHeTnYecKoi quarHoctuku mpu CJI?

BoiBoapl u pekomennamuu. KoHcyIbTaHTaM-TeHETUKAM He-
00XOIMMO OBITH TOTOBBIMU OOCYIUTH C MAIlMEHTAMU PETpo-
nykTuBHOTO Bospacta ¢ CJI 1esecoo0pa3HOCTh OCYIIECTBIIe-
HUS TIpeHaTabHOW AMAarHOCTUKM, a Takke, TPU HEOoOXOoIu-
MOCTH, TIOCOAEWCTBOBATb B TIPOBEIEHUU PENPOMYKTUBHBIX
TexHosorui (kiacc pekomenmanuii C).

Bompoc 10. KakoBbI ICHXOIOTMYECKIE OCIOXKHEHUS TeHe-
TUYECKOTO TECTUPOBAHUS M TMHAMUYECKOTO HAOI0IeHMs?

Pexomenmanus. [Ipodeccrnonansl JOKHBI OCO3HABATh T0-
TEHLHATbHbIE TICUXOCOLIMAIbHBIC ITPOOJIEMbI, KOTOPHIE MOTYT
BO3HMKHYTb 0 1 [TOCJIE TEHETUYECKOr0 TECTUPOBAHMS, a TaK-
Ke TMpU TPOBEACHUN TUHAMUYECKOTO HAOJIOACHUSI WM K
B XOJI¢ KOHCYJIBTATUBHBIX BU3UTOB. JINUI] C BBICOKUM YPOBHEM
MCUXOCOLMATBHOIO JUCTpecca CJeAyeT HalpaBUThb HA KOH-
CYJIBTALIMIO K TICHXOJIOTY.

Bce yennus moyKHbI ObITh HAIPaBJICHBI HA TO, YTOOBI C/Ie-
JIaTh KOJIOHOCKOTIMIO KaK MOXHO 0oJiee KOM(OPTHOI Iocpe-
CTBOM CeIallMU U JOCTUXKEHUS aleKBaTHOIO KOHTPOJISI OOJIH.

W cHOBA D NAUUBHMKE...

Tak uT0 ke mocoBeToBath mareHTke? [Ipexme Bcero mom-
TBEPAUTh HAIMYME/OTCYTCTBUE MYTAHTHOTO TeHa TPY TIOMOIIN
MOJIEKYJISIPHO-TEHETUYECKOTO MCCeIoBaHus. JIaHHbIi 1ar mo-
3BOJIUT MOJIOIOM >KeHIIHE JIN0O0 3a0BITh BCE CTPAXy 1 CIIOKOITHO
JKUTb JaJIblile, 3Hasl, YTO PUCK PA3BUTHS pA3HOOOPA3HBIX HEOTLIA-
3WiA He TIPeBhIIIaeT OOIIEOMy ISIIMOHHBIIA, JIN0O YIOCTOBEPUTh-
csl B TIPEAPACTIONIOKEHHOCTH K BOSHUKHOBEHMIO MHOXECTBEH-
HBIX OIYXOJIEN 1 YETKO BBITTOJIHATHh PEKOMEH ALY ICHCTBYIOILIE-
T'O PYKOBOJICTBA T10 TIPEIOTBPAIIEHUIO UK PAHHEMY BbISIBIICHUIO
paka. Erie omHO BaxHOE pelieHue sl MalMeHTKU — COTIaCUTh-
sl Ha MOJIEKYJISIPHO-TEeHETUYECKOoe 00C/IeIOBAHNE CBOUX IETEl 1
JIPYTUX KPOBHBIX POACTBEHHUKOB. PazyMHOe OTHOIIIEHUE K CBOE-
MY 3I0POBbBIO TIOMOXET HOCUTENSIM Ne(EKTHBIX T€HOB TIPEIOT-
BPaTUTb 3200JIeBaHUE WM BBISIBUTh €TO HA PAHHEl CTaluu.

YuutbiBasi BO3MOXHOCTH COBPEMEHHBIX METO/IOB INArHOC-
TUKHU U JISYeHUsI, MOXHO cKa3aTh, uTo CJI — 3TO He poK U He
IIPUTOBOP, a Ha4ajI0 OOPHOBI 3a AOJTYIO XKM3HB 0€3 paka.

Moarotosuna Jlaga MareeeBsa

Cnmcok JINTEepPAaTypbl HAXOAMTCS B peAaKuMH.
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