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IIpuHOUNBI AMATHOCTHKH
U NIePCOHU(PUIIMPOBAHHOIO JE€YEHHUA
HACJIeICTBEHHbIX (pOpM
KOJIOPEKTAJbHOI0 paKa

Hacaedcmeennvie ghopmvl KOAOPEKMANbHO20 PAKA GKAIOUAIOM UeAYI0 ePYRNY PA3HO0OPA3HbIX 3a00nesanuil, cpedu KOmMopulx Haubosee 4acmo
ecmpeuaromes cunopom Jlunua u cemeiinvlii adeHomamo3 moacmoil Kuwiku. Y 004bHbIX ¢ N0003peHuemM Ha OauHble CUHOPOMbL HE0OX00UMO
8bINOAHEHUE MUAMENbHOU KAUHUYECKOU U MOACKYAAPHO-2eHeMUYecKoi QuaeHOCMUKU, a @ cayiae no0meepiucoenus 0uaeHo3a HacaeocmeeHHou
@opmbl 3a604€6aHUS NOKA3AHA NEPCOHUDUUUPOBAHHAS MePANnUsl, NOCKOAbKY CIAHOAPMHOe AeHeHUe Y HUX He MOJCem CUUmMamucs 00Cmamo4yHo
agpexmugnvim. [lpu smom evineaeHue HacAeOCMBEHHOU Mymayuy y nayuenma yKassieaem na Heoobxooumocms nposedenus /[ HK-ouaenocmuku
¥ eeo podcmeennukog. Juuy ¢ maKom cayuae 6ce Hocumenu NAMOLEHHOU eepMUHANHOU MYMAYUU Mo2ym Obimb 6KAIOUEHbL 8 epyNny pucka. Jlas
Hocumenet Mymayuu 6 mupe yice paspadomatsvl a120pummsl KAUHUYECK020 MOHUMOPUHeA, ONepamugo2o Aevenus. B amoii cen3u yeavio dannoil
pabomul cmano oceeujeHue NPUHYUN0E OUACHOCMUKY U NepCOHUDUUUPOBAHH020 Ae4eHUs DONbHBIX HACAEOCBEHHVIMU HOPMAMU KOAOPEKMANbHO -
20 paKa ¢ yuemom Mupogulx U 0meuecmeeHHbIX peKomMenoayu.

Karouesvie caosa: cunopom Jlunua, cemeiinvlii adeHomamo3 moacmoll KUK, MUKpOCAmestumHas HecmabuabHOCMb, 2eHbl CUCeMbl Penapayuu
JHK, een APC.

(Maa yumuposanus: 1lykanos A.C., lllensirun K0.A., Aukaco C.U., ®ponos C.A., KamnrukoB B.H., KysbMunoB A.M., ITukynos /1.10.,
Llyoun B.I1. [IpyHOMTIBI AMATHOCTUKY U TIEPCOHU(DUIIMPOBAHHOTO JIEYCHU ST HACIEACTBEHHBIX (POPM KOJTOPEKTATbHOTO paka. Becmuui
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BBenenne

K nacmenctBeHHBIM (hopMaM paka TOJCTOM KUIIKHU OT-
HOCSIT CYIIECTBEHHOE KOJMYECTBO 3a00JIEBAHUII: CUHIPOM
JluHya, ceMelHBI ameHOMaTo3 TOJICTOM Kuiuku, MutYH-
acCOIMMPOBAaHHBIN TMonumo3, cuHapom I[leittia—Erepca,
IOBEHWIbHBIN Toumo3, cuHapom Koymena u ap. OmHako
Hanbosee vacto (mo 75—80% ciyuaeB) y OGOJNBHBIX BCTpe-
YaloTcsl UMEHHO cuHApoM JIMH4Ya M ceMelHbIil ameHoMaTo3
toscroii kumku. B 2017 r. B8 Poccum OBLIO BriepBBIC OAMa-
rHocTupoBaHo 6ojiee 70 000 cirygyaeB KOJIOPEKTAIBEHOTO paKa
[1], u3 KOTOpPBIX 0KOJIO 4% MOTJIO GBITH OOYCIOBICHO STUMU
IIBYMSI CHHIpOMaMu |2].

AKTyaJbHOCTb MCCJIEIOBaHUSI CUHApoMa JIMHYa U ce-
MEIHOTO aJIcHOMAaTo3a TOJCTOW KUIIKK OOYyCJIOBJIEHA ILie-
JIBIM psiToM (DakTOpOB: TIPEXae BCEro, KOJOPEKTaTbHbII
pak mpu oTux dopmax 3aboyieBaHUST MOXET BO3ZHUKHYTh
y 6osibHOTO B Bo3pacTte n10 40—45 mer, 4TOo TOpa3go paHb-
e, YeM CIOpaauvecKuil pak; BO-BTOPBIX, HMATHOCTUPO-
BaHUE HACJIEJICTBEHHON (OPMBI KOJOPEKTATbHOTO paka
y MalMeHTa yKa3blBaeT Ha LEJIeCO00pa3HOCTh MPOBEICHUS
JHK-I1arHoCTUKU y BCEX €r0 POACTBEHHUKOB C IIEJbIO
BKJTIOUEHUSI BCEX HOCUTEJIeH MaTOreHHBIX MyTallMil B TPYII-
Iy pUcKa; KPOME TOr0, BOBHUKHOBCHUE paka Yy HOCUTEJsI
repMUHATBLHOTO BapMaHTa IpeAroJiaraeT paciliupeHHbII
00bEM OTEPaTUBHOTO BMEILATEIBCTBA C YIETOM BBICOKOTO
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pUCKa METaXpOHHOTO paKa B OCTABIIUXCS OTAETaX TOJICTOM
KAIIKA [2].

Takum o6pa3om, ST TIPOBEICHNUST CBOEBPEMEHHOM nua-
THOCTUKU U TIEpCOHU(DUIIMPOBAHHOTO JICUSHUSI HACTECTBEH-
HBIX (OPM paka TOJCTONW KUIIKMA HEOOXOOWMO CO3IaHue
W TUHAMUYECKOe TIOTIOJTHEHWE PerucTpa Kak CaMUX Iaiv-
€HTOB C CUHIpOMOM JIMHYA WM CeMEWHBIM afeHOMaTO30M
TOJICTOM KWIIIKU, TaK ¥ MX KPOBHBIX POJNCTBEHHUKOB. B aTOM
cilyyae BCe BHECEHHBbIE B 0a3y MJaHHBIX OOJbHBIE OYMyT Mpo-
XOIUTh TEePUOANYECKOe DHIOCKOMMYEeCcKOoe 0OCienoBaHme
TOJICTOM KWTITKY JJIST BBISIBJIEHUST BO3MOXKHOTO 3JI0KaYeCTBEH-
HOTO HOBOOOpPA30BaHUS, BEPOSITHOCTb DPAa3BUTHSI KOTOPOTO
cocrasisietr 75—80% mnipu cunapome Jlunya u no 100% mpu
ceMefHOM afieHoMaTo3e ToJICToU KUk, Kpome Toro, y mo-
MOOHOTO poja MAIMEeHTOB MOXET BO3HUKHYTh paK U APYTOit
JIOKAJTM3alliK, 9TO TUKTYEeT HEOOXOAMMOCTh TTPOBEICHMST pac-
MMPEHHOTO KIMHUYECKOTO MOHHMTOPWHTA BCEX BO3MOXKHBIX
OpraHOB-MUIIIEHE! Ha TIPOTSKEHWW XKMU3HU TanueHTta [2].
TonbKo Takol MOAXOJ TTO3BOJIUT PE3KO CHU3UTH BEPOSITHOCTD
MUATHOCTUPOBAHUS paKa TOJICTON KUIIKHU U JAPYTUX OPTAaHOB
Ha TIO3HUX CTaausX U, CIeNOBaTeIbHO, CYIIECTBEHHO YBe-
JITIUTH TIPOAOKUATENIEHOCTD XU3HU OOTBHBIX U YMEHBIIUTD
9KOHOMUYECKOEe OpeMsI I71sT O0IIIeCcTBa B IIEJIOM.

DTHOJIOTHS ¥ TATOTeHe3 HACIeACTBEHHBIX Gopm
KOJIOPEKTAJIBHOIO paKka

K Hacrosimemy MomeHTy ¢yHIaMeHTaTbHbIE HayJIHBIE
OTKPBITHS B 001aCTH HACIEACTBEHHOTO PaKa TOJICTOM KUIITKU
TTO3BOJIWIIA YCTAHOBUTD MPUIMHBI BOSHUKHOBEHUSI CUHIPOMA
JlvH4a 1 ceMeitHOTO ameHOMaTo3a TOJICTOU KUTITKH.

B 90-e roner XX Beka B CEMBbSIX MAITUEHTOB CO CIIyIasiMU
HEeTIOJUTIO3HOTO paka TOJCTON KHWIIKU ObUTM yCTAaHOBIIEHBI
TeHBI, HACTEICTBEHHbIE MyTAllUM B KOTOPBIX 00YCIOBIUBAIOT
pa3BuUTHe 3a00JeBaHUSI. DTU TEHBI YUACTBYIOT B CHCTEME pe-
napanuy ommnbovIHo criapeHHBIX ocHoBaHuit JIHK [3, 4]. Cu-
crema penapauuu JJHK vcnpapiseT omimoKu, BO3HUKAIOII1E
mexny Hykiaeotuaamu npu asvxkeHun JHK-moaumepassb
B TIpoliecce peruinkanuu. Takum o6pa3om, Hanbosee BaskKHbI-
MU QYHKIMSIMUA CUCTEMBI peTiapaliii SIBJISTIOTCST BBITTOTHEHUE
OITYXOJIEBO CyTIpecCcuy, a TaKxKe ToAIepKaH!e 1IeIOCTHOCTH
reHoma [5]. K reHam cucreMmbl penapaiuy HeclapeHHbIX OC-
HoBaHUi1 otHocIT MSH2, MLHI1, MSH6, PMS2 v np. B Haun-
GOJIbIIIEM KOJIMYECTBE ciiydyaeB (OKoJo 95%) y MalueHTOB
¢ cuHapoMoM JIMHYa TepMUHAIBHBIE MYTAlIMK BBISIBIISIIOTCSI
B reHax MSH2, MLHI, MSH6 [6]. IIponykrel reHoB MSH6
u MSH?2 o6pa3yloT KOMITIEKC, KOTOPBIi TIPpU IBWKCHUU TI0
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mosnekyine JIHK merektupyer yyacTku ¢ meemusiMu/uHCep-
IUSIMU, TIOSIBIISTIOIIMMIUCST BO BpeMs perummkammu. K mecrty,
T7e TaHHBII KOMIUIEKC OOHApyKWBaeT OIIMOKY B TOCIENO-
BaTEIbHOCTU HYKJIEOTUIOB, TTOAXOMUT APYTOW TeTepomumMep,
cocrosimuii u3 6ea1koB MLH1 m PMS2 (puc. 1). [anee
K KOMIUIEKCY, BKITIOUAoIeMy yxe Bce 4 Oenka, M0OaBIseT-
Cs1 9K30HYyKJIea3a, KOTopasi COBMECTHO C HUM U WCTIPABIISIET
omnbku JHK [7].

Heob6xomnmo oTMETHTD, UTO B cliydae WHAKTUBALIMY JTIO-
00T0 M3 TEHOB, YYACTBYIOIINX B CUCTEME perapaluu, B OITy-
XOJIM pa3BUBaeTcs (heHOMEH MUKPOCATEJUIUTHON HeCTaOUITh-
HOCTH, KOTOpast TpencTaBisieT coboil yMeHbIIeHne (JacThliit
BapuaHT) WM yBelwdeHUe (penKkuii BapyaHT) KOJUYeCcTBa
HYKJICOTUIOB B MUKPOCATEJUTUTHBIX TIOBTOPAxX (TaHAEMHBIX
MOBTOpax ¢ maroM oT | J0 6 OCHOBaHMIT) Ha BCEM IPO-
TskeHun mosekynsl JIHK B omyxonu GosnbHoro. PasButue
MUKPOCATEJUTUTHOW HECTaOWJIBHOCTH B OITyXOJIM TAllMeHTa
BBI3BAHO TEPMUHATBHOI MyTalluell B OMHOM aJijiesie JTI000ro
reHa cucrembl penapaimu JHK u wHakTtuBammeit BToporo
aJIJIesis 9TOTo ke TeHa. [Ipy ToM MexaHn3M pa3BUTHUS MHAK-
TUBAlIMM BTOPOTO AJUTEJISI MOXKET OBITh Pa3TMYHBIM: Hanbo-
Jiee 4aCTO — METUJIMPOBaHMEe MPOMOTOPHOTO ydacTKa TeHa;
OoJbIlIast Aeelust; BO3MOXHBI U TOYKOBBIE MYTAIlUU, XOTS
STOT BapuWaHT BCTpedaeTcsl KpaitHe penko [8]. [lockombky
6osee 95% onyxoseit GONBHBIX CHHAPOMOM JIWMHYA Xapak-
TEPU3YIOTCS HAIMYUEM MHUKPOCATEJUINTHOU HECTaOMIbHO-
CTH, BBITIOJNHITH TEPBUYHYIO MOJIEKYJISIPHO-TEHETUUECKYIO
MWArHOCTUKY NaHHOTO 3a00JIeBaHUS TOBOJBHO yIOOHO. Prck
pPa3BUTUSI KOJIOPEKTATHLHOTO paka y HOCUTENST MYTalluM CO-
crasisiet 10 75—80% [9]. K dakropam, MOBBIIIAIOIIIM JTaH-
HBII PUCK, OTHOCSITCS M30BITOYHAST Macca Teia 1 Kypenue [ 10,
11]. BecbMa 3(p(heKTUBHBIM MPODWIAKTUICCKUM MEPOIIPHUSI-
THEM TI0 CHIKEHUIO PUCKA Pa3BUTHS paka TOJCTOU KUIIKU
Yy HOCUTeJIeil TepMUHATBHBIX MYTALIUI SBIISIETCST €3KeTHEBHBII
mpueM acrimprHa. OMHAKO ero OKOHYATeTbHAsI CyTOUHAs 1032
JOJIKHA OBITH YCTAHOBIIEHA B MPOBOAUMOM 110 2027 T. MyJTb-
TULIEHTPOBOM KIIMHWYECKOM WCCIIEIOBAHNMN Yy HECKOJIBKUX
TBHICSIY YEJIOBEK, UMEIOIINX HACTEeACTBEHHBIE MyTalliU B TeHAX
cucreMbl penaparuu JJHK [12].

B 1991 r. mpu aHanm3e CUEIUICHUS B CEMBIX C CeMeil-
HBIM aIeHOMAaTO30M TOJICTOM KWINKW OBLT KapTUPOBAH TeH-
cynpeccop omyxoau — APC [13]. Myrauum 3TOro reHa
BCTpeyaroTest mpuMepHo y 70—75% malueHToB ¢ CeMeHbIM
aJIcHOMAaTO30M TOJICTO# KUKu [14]. [IpomykT maHHOTO reHa
TPUHIMAET HETIOCPENCTBEHHOE yIacTHe B arlloNTo3¢e, alre3nu
KJIETOK, PETYJISIINU TPAHCKPUIIIINU W KOHTPOJIE KIETOUHOTO
mkia. OnHako Hanbosee BAXKHBIM SIBJISIETCS] 3HAUEHMEe TeHa
APC nng HeratuBHOU peryiasaiun Wnt-miytu [15]. [pomykT

Puc. 1. Cxema cuctembl periapaliuu HecriapeHHbIX ocHoBaHumii JJHK
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Puc. 2. Cxema curdaiapbHoro Wnt-myrtu .

reHa APC BKIIOYeH B KOMIUIEKC OEJIKOB, OTBEUalONINil 3a
cBsI3bIBaHUE Oeika [3-catenin. Takum oGpa3oM, ITPOMCXO-
IIAT PETYJISIIUS KOJTMYecTBa Oeska [3-catenin, y4acTBYIOIIETO
B aKTUBAIlMM TPAHCKpUNIUKW. B HeM3MEeHEHHBIX KIEeTKax
6emok GSK3[3 (rmpu OTCYTCTBUU CUTHAJIOB) TIPUBOAUT K (hoc-
dopunmpoBanmnio KoMmruiekca 6enkoB APC/[-catenin/Axin,
YTO B WTOTE BBI3BIBAET paspyllieHWe B TpoTeacoMme Oenka
[3-catenin (puc. 2).

B Tom ke ciyuae, Korma MPOWCXOMWUT akTuBaus Wnt-
IyTH, ¢ ToMoIIblo Wnt-curHajua [3-catenin He dochopuim-
pyeTcst, YTO TIPUBOAWT K €ro HAaKOIUICHUIO B IIUTOILIa3Me.
Janee [-catenin o6pasyet ¢ 6enkom TCF4 xomriekc, Ko-
TOPBIN MTOCTYTAET B SIAPO KIETKH, U TIPOUCXOIUT aKTUBALIHS
TPAHCKPUIIIIUY OOJBIIOTO YUC]A TEHOB, CPeaud KOTOPBIX
Ephrins, cyclinD, c-myc n ap. [15]. AKTUBUPYIOIIUM 3BEHOM
Wnt-yTi MOXeT OBITh He TOJIBKO CUTHAJI, HO U TePMUHAIb-
Hast mytanus B reHe APC. I1pu 3ToM HEOOXOIMMO CKa3aTh,
YTO JIOKAJIW3alWsl HACIeNCTBEHHOW MyTauuu B reHe APC
MOXeT OTIPeNeISITh BApPUAHT KIMHUYECKOTO TEUCHUST CeMeli-
HOTO aleHOMAaT03a TOJICTOI KWINKU. Tak, IMpu TSXKeIoM Ba-
praHTe 3a00JIeBaHUS, KIMHUIECKUM TPU3HAKOM KOTOPOTO
SIBJISIETCST HAIMYME HECKOJTBKUX THICSY ITOJTUIIOB B TOJICTOM
KUIITKe OOTBHOTO, a TAKXe BO3PAaCT pPa3BUTUS KOJOPEKTaIb-
HOTO paka o 35 5eT, MmaToreHHbIe MYTallid B OCHOBHOM
pacrionaralorcsi B peruoHe rera ¢ 1250-ro mo 1464-it ko-
noHbl. [1pu aTOM M3BecTHO, 4TO MyTauus B KomoHe 1309
reHa APC, Hauboiee 4acTO BBISIBIsIEMast Y €BPOIEMCKIX
OOJBbHBIX, BBI3BIBAET KOJOPEKTAIBHBIM pak MPUMEPHO Ha
10 net paHbIe, YeM OCTaJIbHbIE TepPMUHATbHBIE BapUAHTHI
[16]. Yro Kacaercst KiiacCM4eCKOR (DOPMBI MOJUIIO3A, IS
KOTOPOIl XapaKTepHBI COTHU TTOJIMIIOB YW BO3HUKHOBEHUE
KOJIOPEKTAILHOTO paka B Bo3pacTe m0 40 JeT, To, CoTIacHO
TMAaHHBIM 3apyO0eXHBIX UCCIeq0oBaTeel, OHA BBI3bIBACTCS Ha-
CIIeICTBEHHBIMU MyTallUsIMK B yuacTkax reHa APC co 157-to
o 1595-1 komoH, 3a uckioueHueM pernoHa ¢ 1250-ro mo
1464-it xomonsl [17]. OngHAKO MPHU KIMHUKO-TE€HETUIECKOM
HCCIIeIOBAaHUY, TIPOBEIEHHOM Y POCCUICKUX TTAIIUEHTOB, HE
00HApYKEHO CTAaTUCTUYECKU 3HAYMMBIX OTIMYMI B BO3pac-
Te pa3BUTUS KOJTOPEKTATHLHOTO paka y OOJBHBIX, MMEIOIINX
TepMUHAIBHYIO MyTanuio B KomoHe 1309 u mpyrux yyactkax
reHa, 4TO MOXET OBITh OOYCIOBIEHO HAJIMYUEM IIOITyJIsI-
LIMOHHBIX T€HETUKO-(EHOTUITMUECKUX OocoOeHHOocTei [18].
Takum o6pa3om, I POCCUNCKUX TAIIMEHTOB HEaKTyallb-
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HO BBIIENIeHNE TsaXenoit (GopMbl 3aboieBaHUs, a y BCEX
6onbHBIX, UMeomux 6osee 100 KOTOpeKTaTbHBIX TOJIUTIOB,
HY>XHO TUarHOCTUPOBATH TOJTHKO KJIACCUYECKYIO opMy 3a-
6oneBanus. KpaiftHe BakHO OTMETUTH, YTO PUCK Pa3BUTHUS
KOJIOPEKTATBHOTO paka MpU HAJTWIUU HACTEICTBEHHOUN My-
tauuu B reHe APC y naunenTta cocrasisiet 100%. I1pu aTom
3¢ dekTUBHON KOHCEPBATUBHOUW MPOGUIAKTUKY 3a00yieBa-
HUS K HACTOSIIIIEMY MOMEHTY He TIpeIoKeHO [2].

le/lHHHHI)I JAUATrHOCTHKH
HACJIEICTBCHHBIX CHHAPOMOB

JuarHoctuka cuHapoma JluHya BKJtoyaeT B ceOs mep-
BUYHBII OTOOp MAIIMEHTOB COTJIACHO Pa3pabOTaHHBIM K Ha-
CTOSIIIIEMY BPEMEHM KPUTEPUSIM, a TakKXkKe NalbHeHIee BbI-
TOJTHEHWE MOJIEKYISIPHO-TEHEeTUIECKUX WCCIeTOBaHU,
IMOCKOJIBKY TOJBKO BBISIBIEHHAsI T€PMUHAIbHAS MYyTallus
B OOHOM U3 TeHoB cucTembl pemapaimvu JJHK mosBomser
YCTAHOBUTH OKOHYATETbHBIN nuarHo3. Ha maHHBINT MOMEHT
IJIST TIEPBUYHOTO OTOOpA TMAIMeHTOB Hanbojiee 4acTo TMpH-
MeHsIoTcs kputepuu Amcrtepaam Il u mepecmoTpeHHBIE
pexomenmanuu berecna [19]. AMcrepnamckue kputepuu 11
BKJTIOUAIOT HECKOJIBKO ITyHKTOB, KOTOPBIE TOJKHBI OTpesie-
JISITHCST OMHOBPEMEHHO C TIeJIbI0 TTOCIIEAYIOIETO TPOBENCHUS
MOJIEKYISIPHO-TEHETUYECKOTO UCCIEIOBAHUS TeHOB CUCTe-
mbl penapaunu JAHK [20]: mpu uau 6oaee kposvix podcmeer-
HUKO08, U3 KOMOPbIX 00UH UMeem nepgylo cmenenb podcmea no
OMHOWEHU K 08yM Opyeum, ¢ HAmMomMopghosoeuvecKu noo-
meepIuCcOeHHbIMU PAKAMU MOACMOL KUWKU, SHOOMempUsl, MOH-
KOl KUWKU, MOYeMOUHUKA, NOYeUHOU AOXAHKU, PAK 00AdNCeH
UMembscsi He MeHee uem 8 08YX NOKOAeHUsX; paK 00axceH Obimb
xoms 0vl ¥y 00H020 60AbHO20 6 803pacme 00 namudecsmu nem;
doaxcen Obimb UCKAIOYEH CeMeUHbll a0eHOMAamo3 moacmoll
Kuwky. YyBcTBUTENbHOCTh KpuTepueB Amcrepnam 11 mis
oTOOpa MalMeHTOB ¢ CMHApoMoM JluHua coctasiser 22%,
a cneruduuHoct — 98% [21, 22]. Pekomennauuu berecna
B OCHOBHOM TIOBTOPSIIOT NaHHbBIE KPUTEPUM, MOTIOJTHUB WX
yKazaHUeM Ha HeoOXOIMMOCTb TPeIBAPUTEIHLHOTO HCCIe-
MIOBAaHUS OIMYXOJIM HAa MUKPOCATEJUIMTHYIO HECTaOWIHLHOCTD
[23]. x ayBcTBUTENBHOCTD cocTaBmiia 82% mpu crierudua-
Hoctu 77% [24, 25]. TIoCKONBKY 4yBCTBUTEIBHOCTh OIH-
CaHHBIX 3apyOeXKHBIX peKoMeHaaluii Obuta MeHbine 100%,
a COOTBETCTBEHHO, HE TIO3BOJISIIA BBHISIBISATH BCEX OOTBHBIX
¢ cunapomoM Jluaua, B ®PI'BY «'HUK um. A.H. Peokux»
MunznapaBa Poccun 6bUTM TIpensioskeHbI ABa HE3aBUCHMBIX
KpuTepusi 0TO0pa OOTBHBIX: K010PeKMAanbHblil paK y NAyueH-
ma 6 eospacme 00 43 sem (uyecmeumenvrocmo 88,9%, cneu-
ugpuunocmo 82,9%); Hapsady ¢ KoAOPeKMANbHBIM PAKOM euje
2 unu 6onee cayuaeg paka A0060U A0KaAAU3AUUU Y NAYUEHMA
UAU e20 KposHbIX poocmeeHHUuKo8 (uyecmeumenviocms 100%,
cneyuguunocmo 64,7%) [18]. Tlpu 3TOM y MAIMEHTOB, KO-
TOpBIE COOTBETCTBYIOT MPENJIOKEHHBIM KPUTEPUSIM, B LEISIX
SKOHOMUM BPEMEHU WM CPEICTB 1LIeJIeCO00pa3HO B KayeCTBE
MEepBOTrO dTala TMPOBECTU TMOUCK MHUKPOCATEITUTHON He-
CTaOMIIPHOCTA B 00pasiie OMyXOJW, W TOJBKO B CIydae
ee obHapyxeHus1 ocyuiecTBasaTh JHK-nuarnoctuky reHoB
MSH2, MLHI, MSH6 n np. [Ipudem y TTallieHTOB pPOCCHIi-
CKOWl TIOTMYJISIIUY MOJIEKYJISIPHO-TEeHETUUECKOe MCClIeIoBa-
HHUE HEOOXOOMMO HayMHATh ¢ u3ydeHuUs reHa MLHI, tak
KaK MyTallii B HEM BCTPETWINCH 0ojiee YeM y TTOJIOBUHBI
60sbHBIX cuHApoMoM JInHya [18]. Korna marorenHast MyTa-
s y 60JbHOTrO OyaeT oOHapyXeHa, J0JKeH ObITh TPOBeIeH
ee TOUCK Y KPOBHBIX POICTBEHHUKOB marmeHTta. M B ciy-
yae 0OHapyXKeHUST aHAJIOTUYHOTO TePMUHAIBLHOTO BapuaHTa
Yy POINCTBEHHHWKA HaHHBIE O HEM 3aHOCSITCS B PETUCTp Ta-
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IIMEHTOB C HACJIEACTBEHHBIMU (hOpMaMU KOJIOPEKTATHHOTO
paka, a caMOMYy HOCHTEJTIO TIPOBOIUTCS TIOXU3HEHHBIN K-
HUKO-IUArHOCTUYCCKUIT MOHUTOPUHT [26].

CuTtyanust ¢ IMarHOCTUKOM CeMEITHOTO aleHOMAaTO3a TOJ-
CTOI KWINKM CYyIIECTBEHHO Tiporre. JIsi MOCTaHOBKW aua-
THO3a CEMEWHOTO aleHOMAaT03a TOJICTON KUIIKN HEOOXOTUMO
ycraHOBUTh Hanmmuue Oosnee 100 ameHOMATO3HBIX TOJIUIIOB
B TOJICTOI KUIIIKe y OOJIBHOTO B Bo3pacTe 10 45 et [2]. Takum
00pa3oM, MMEHHO TIPOBEAEHNE SHIOCKOMMIECKOTO 0bcie-
NOBAHUS SIBIISIETCSI OCHOBHBIM JMATHOCTUYECKUM METOIOM
HapsIIy C MOJIEKYJISIPHO-TEHEeTUIeCKUM MCCIIeIOBAaHUEM TeHa
APC. T1lpu o6HapyXeHUN MyTalIMU JOJKHBI OBITH 00CIeI0Ba-
HBI BCe KPOBHBIE POJICTBEHHUKY ManveHTa. B maHHOM ciyuae
HOCUTEN TePMUHAIBHOU MYTAIlUU BKIIOYAIOTCS B PETHCTP
¥ TIPOXOISIT PETYNISIPHBIN KIMHUIeCKUYT MOHUTOPWHT. Ecim
K€ TIPU MOJIEKYJISIPHO-TEHETUYECKON NTUAarHOCTUKE y OOJb-
HOro He BbIBisieTcst myrtauuu B reHe APC (25—30% wna-
OJTIOIEeHNIT), TO BCE €TO PONCTBEHHUKU TaKXKe OJIKHBI OBITh
BHECEHBI B PETUCTP W TIPOXOIUTH PETYISIPHBIN KIMHIUECKUI
MOHUTOPHUHT [26].

IlepconuduuupoBanHoe jJeyeHne NAUEHTOB
¢ cuaapomom JInnua

Haubomnee xapakTepHbIM OpPraHOM-MUIIEHBIO DPa3BUTHS
paka npu cuHnpome JIMHYa KaK y 3apyOeskHBIX, TaK U POCCUIA-
CKUX TAlIMEHTOB SIBJISIETCS TOJICTAasl KUIIKA. TakuMm obpa3om,
B TIEPBYIO OYepeqb Y BCEX HOCHUTENEN MaTOTeHHBIX MYyTallit
B reHax cucteMbl pernapauuu JJHK HeoOxonumo npoBeneHue
SHIO0CKOTTMYECKOTO 00CIeTOBAHMS TOJICTOM KUIITKU HE pexe
1 pa3a B 1—2 roma, HaunHas1 ¢ Bo3pacta 20—25 ner. Eciu xe
B CEMbE MMeJICS XOTh OIWH CIydail pa3BUTHUST KOJTOPEKTaTh-
HOTO paka B Bo3pacTe Mo 22 JIeT, TO HauMHATh 00cIeqoBaHue
POICTBEHHMKOB HEOOXOAMMO 3a 3 Toma 0 3TOr0 Bo3pacTa
[9]. KpaitHe BaxXHO MTOXYEPKHYTh, UTO TTPOBEACHUE PETYJISP-
HBIX KOJIOHOCKOTIMII y HOCWTENel MyTalluv TO3BOJIUJIO Ha
65—72% CHU3UTH Y HUX CMEPTHOCTh OT paka IO CPaBHEHUIO
C HOCUTENSIMM MYTallWif, OTKA3aBIIUMUCS OT TIPOBENEHUS
nucnaHcepusanuu [27]. Ecim y maumeHTa 1py BBITTOJIHEHUHT
KOJIOHOCKOTIUM OOHAPYKUBAIOTCS TIOJMUIIBI C TIPU3HAKAMU
MaJUTHU3ALNN W PaK TOJICTOM KWINKUA, €My ITOKa3aHO
BBITIOJTHEHNE KOJIKTOMUY ¢ (DOPMUPOBAHUEM WIICOPEKTATh-
Horo a"actomo3a [9]. CTOUT OTMETUTH, YTO y TAIUEHTOB
poCCUICKO# monyasiiuu ¢ cuHapomMoM JInHua B 29% ciydaeB
MEepBBI paK OOHApYXMBaJCSI B MpsMoil Kumke [18], 4To
SIBJSUIOCH TIOKA3aHUEM K BBITIOTHEHUIO KOJTIPOKTIKTOMUU
[19]. Bei6op maHHBIX 0OBEMOB OTIEPATBHOTO BMEIIATETHCTBA
00yCIIOBNIEH BEICOKMM PUCKOM Pa3BUTUSI METaXPOHHOTO paka
B TOJICTOW KWIIKE TPU BBIMTOJTHEHUU CETMEHTAPHBIX Pe3eK-
umii. [1pu 3TOM ecnu TiepBasi OIyXOJIb Y HOCUTENST MyTalliu
pasBuBaeTcsi B Bo3pacte mocie 60 JieT, TO BO3MOXHO BbI-
TOTHEHUE OTepaly B CTAaHAAPTHOM OOBEeMe TIPU yCIOBUU
TPOBENCHNST NATbHEHIIEro eXeroqHOTO SHIOCKOIMMYECKOTO
ob6cnenoBanus [9]. OmHAKO CTOUT MOMYEPKHYThH, UYTO OKOHYA-
TeJbHOE pellleHre TI0 00beMy OTIepaTUBHOTO BMEIIATEThCTBA
BCerJa OCTaeTCs 32 CAMUM TallUEHTOM.

JI0BOTBHO YacTO KaK y POCCHUICKUX, TaK U y 3apyodex-
HBIX HOCUTENe MyTalWil pa3BUBAEeTCS paK Tela MaTKU
[28]. B cBsI3M ¢ 2TUM BCeM HOCUTEIBHUIIAM TMATOTEHHBIX
MyTalnii TOKa3aHO eXeroqHoe 00cienoBaHne y THHEKOI0-
ra, a TakKxe yibTpasBykoBoe uccienosanue (Y3U) matku
¢ IpuIaTKaMu, HaunHast ¢ Bo3pacta 27—30 net. Eme oqHuM
TOBOJIOM [IJISI AMHAMUYECKOTO HAOJMIONEHUS B YKAa3aHHOM
pexkuMe SIBJISIeTCS TTOBBIIIEHHBIN PUCK Pa3BUTHUS paKa Sud-
HUKOB [29].

REVIEW

VY poccuiickux MalunreHToB ¢ CMHAPOMOM JIMHYA pak ke-
JIyIKa 3aHUMaeT BTOPOE MECTO TI0 YacTOTE BCTPEUAEMOCTH.
B 37011 CBSI3M W 0TeUeCTBEHHBIX HOCUTENIEN MyTaINii TIpei-
JIOKEHA eXeroMHasi CKPUHWHTOBAsI TacTPOCKOMus yxke ¢ 27
net [18]. B ciyuae BuisiBnenust Helicobacter pylori HeoOXommmo
TIPOBOIUTH CTIEIMGUIECKYIO TEPAITUIO, YTO TTO3BOJISIET CYIIe-
CTBEHHO CHU3WUTDH PUCK Pa3BUTHS paka xemynka [9].

JdpyrumMu MWIIEHSIMU IJIsT BO3HUKHOBEHUS paka TIpu
cuHapome JIMHYA SIBISIOTCSI OPTaHBI MOYEBBIIETUTETHHON
cucTeMbl. B OOJBITMHCTBE clydaeB pak 3TOU HO30JIOTUH pa3-
BUBAETCS y JINI, UMEIOIINX MyTaluio B reHe MSH2, moatomy
HOCUTENISIM MYTAIINil B 9TOM TeHe PeKOMEHIOBAHO €KETOTHOe
BBITIOJIHEHNE OOIIEKITMHUIECKOTO aHaIM3a MOYM U 00cie-
IOBaHUE OPTAaHOB MOYEBBINEIUTETHHOW CUCTEMBI, KOTOPOE
HYXHO BBITIOJTHSITE y3ke ¢ Bo3pacta 32 ser [9, 30].

Hemnb3sa He yrmoMsaHyTh TOTO (hakTa, YTO POCCUMCKUM TIa-
IMeHTaM ¢ CUHApoMOoM JIMHYA, UMEIOIM MYTAINIO B TeHE
PMS1, cnenyeT BBITIOMHATH 0OCIeNOBaHNE IIUTOBUIHON XKe-
JIe3bl, HaunHas ¢ Bo3pacrta 40 JieT, a Ipu HaTUIUKW MyTallun
B reHe MLHI — TIpOBOIUTH €XETOAHYIO MarHUTHO-PE30-
HAHCHYIO TOMOTpadUIo TOIOBI, HAYWHAas C 22 JIET, B TOM CITy-
Yae, KOT/Ia XOTs ObI y OMTHOTO POACTBEHHNKA B CEMbE NMEJIach
OITyXOJIb TOJIOBHOTO Mo3ra [18].

[Mammentam ¢ cuanpoMom JIMHYA, Yy KOTOPHIX BBISBIEHO
OTIAJIECHHOE MEeTacTa3upOBaHUE, MOXKET OBbITh MPUMEHEHO
TYMaHU3WPOBAaHHOE MOHOKJIOHAbHOE AHTUTENI0, KOTOpPOe
OsokupyeT B3aumoneicTBue Mmexay peuentopom PD-1 Ha
noBepxHocTH T-kietok u nurangamu PD-L1 u PD-L2, Ha-
XONSIIMMUCST Ha KJIETKAX OIYXOJIU U €€ MUKPOOKPYXKEHUSI.
JlaHHOEe aHTUTENO OJOKUPYEeT CUTHAIBHBIA TYTh MpPOTpam-
mupyemoit kinerouHoit rudenu (Programmed Death 1, PD-1,
PATHway) [31]. [IponeMOHCTpUpPOBAaHO, UTO YacTOTa OO0b-
€KTUBHOTO OTBETA TP €ro MCIoib30BaHUM cocTaBuia 40%
y OOJbHBIX METACTaTUIeCKUM pedhpakTepHBIM K TPEIbIIyIIe-
My JIEYEHUIO KOJOPEKTAIbHBIM PAKOM C MUKPOCATEJUTUTHOMN
HeCTaOWIbHOCTBIO, YTO XapakKTepHO sl cuHAapoma JInHua,
¥ COBEPIIEHHO OTCYTCTBOBAJIA y TAIIMEHTOB C MUKpOCaTel-
JINTHO-CTAOMJIBHBIMU OIyX0JiaMu [32].

IlepconucunupoBanHoe Je4eHNE MANIMEHTOB
C CeMeiiHBIM aJIeHOMATO30M TOJICTOI KHIIKH

ITocKOIbKY PUCK Pa3BUTHUST KOJIOPEKTAILHOTO paKa y Tma-
IIMeHTa C CEeMEWHBIM aleHOMAaTO30M TOJICTON KWIIKU CO-
craBnsiet 100%, KpaiiHe BaXXHO MPOBOAUTH CKPUHUHTOBBIC
MEPOTIPUATHUS ISl paHHEH TUarHOCTMKU 3a0oseBaHus. W3-
BECTHO, YTO PUCK BO3HMKHOBEHHUSI pakKa TOJICTOW KHILIKU
KpaitHe BbIcOK (50—70%) y maiueHToB, KOTOPhIM JMarHO-
CTUPOBAJIIM CEMEIHBINA aleHOMATO3 TOJICTOIM KHIIKU TIOCTe
obpallleHHsI 10 TIOBOY CUMIITOMOB 3a00JIeBaHMsI, B CPaBHE-
HUU ¢ OOJTBHBIMU, MTPOXOAUBIIUMU KIMHUYECKUIA MOHUTO-
PUHT KaK YYaCTHUKHU HAlMOHAJIbHBIX PETUCTPOB TOJIUIIO3a
(3—10%) [33]. ExerogHoe 3HIOCKOMUYeCKOe 00CIeI0BaHNE
y HocuTesst MyTaluu B reHe APC HeoOX0IMMO MPOBOAUTH
B MEPUOJI TTOJIOBOTO CO3PEBAHUS WJIM C TOTO MOMEHTa, KOTIa
MOSIBJISIIOTCSI CUMIITOMBI — OOJIM B XMBOTE, XpPOHUYECKAS
nuapest win KpoBoteueHne. CUTMOCKOIIUIO HYKHO TTPOBO-
nuTh ¢ Bo3pacta 10—12 et y geteit 10 TOrO MOMEHTa, TIOKa
He Oy/IeT AMarHOCTUPOBAH XOTsI ObI OMH IOJIUI, a TIPU €ro
0o0HapyXXeHUU ITToKa3aHa KoyioHockorus [34]. CormacHo
MPOBEIEHHOMY KJIMHUKO-TEeHETUYECKOMY MCCIIEIOBAHUIO,
Y POCCHUIICKMX TAIMEHTOB YCTAHOBJIEH TMpPEIC/bHbBIA BO3-
pact, B KOTOPOM JIOJIKHA BBITIOJMHATHCS PO UIaKTUIECKAsT
orrepaius 1o yaaJeHUo TOJACToi KUk — 25 net [18]. D1o
00YCJIOBJIEHO BHICOKUMHU PUCKAMU CKPBITON U SIBHOW MaJUT-
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HU3alMU, HAYMHAs UMEHHO ¢ yKa3aHHOTO Bo3pacrta |18, 35,
36]. MeTtonoM BbIGOpa SIBIISIETCSI KOJIMPOKTIKTOMUS ¢ (hop-
MUpOBaHUEM J-00pa3HOTO TOHKOKWIIIEYHOTO pe3epByapa
U UJeoaHaJIbHOTO aHacToMo3a [37]. [Ipu HaTuYnu B IpAMOI
kuike MeHee 20 10OpOKaYeCTBEHHBIX MTOJUIIOB BO3ZMOXKHO
BBITTOTHEHNE KOJTIKTOMUY € POPMUPOBAHNEM UIIEOPEKTATb-
Horo aHactoMo3a [38, 39]. [Ipu 3ToM prucK BO3SHUKHOBEHUS
paka B OCTaBIICHCS MPSIMOI KUIIIKe cOCTaBisieT 4% B mep-
Bbie 10 jer mocne omnepauuu u 26% — uvepes 25 et [40].
BonbHBIM, Yy KOTOPBIX TUATHOCTUPOBAH MECTHOPACIIPOCTPA-
HEHHBIN paK HIDKHEAMITYJISIPHOTO OTIesIa TIPSIMOU KWIIKH,
IMOKAa3aHO BBITIOTHEHUE KOJIMTPOKTIKTOMUU, MIIEOCTOMUU TI0
Bpyky [41].

N3sBectHO, uTo y 50—90% malreHToB ¢ afeHOMAaTO3HbIM
TTOJINTIO30M TUATHOCTUPYIOTCSI TTOTUITBI IBEHAMIIATUTIEPCTHOM
KUK [42]. B 601bIIMHCTBE 3apyOesKHBIX UCCIICTOBAHUIA TSI
OIIEHKHU TSKECTH TIONMUII03a IBEHANIATUTIEPCTHON KUK
npuMeHsieTcst Kiaccudukamms L nirensmana, Kotopast yau-
THIBAE€T KOJIMYECTBO TIOJUIIOB, UX pa3Mep, TUCTOIOTMUECKOe
CTpPOEHUE U CTeNeHb AucIiasuu [43]. Y GOJbHBIX CeMEITHBIM
aJIeHOMAaTO30M TOJICTOM KUIIIKY PUCK paKa IBEHAIIATUTIEPCT-
HOM KuIIku gocturaet 4,5%. OmHAKO 3TOT PUCK CYIle-
cTBeHHO Bhilie (7—36%) y mauueHToB ¢ 3—4-ii CTeNEeHbIO 10
MpeTOXKEeHHOU Kimaccudukanuu |34, 44]. BeiaBieHne TakKux
OOJTBHBIX HEOOXOAMMO, TaK KaK IMO3BOJISIET TUATHOCTUPOBATh
y HUX 3JI0KaYeCTBEHHYIO TpaHCGhHOPMAIINIO TIOJIUTIOB Ha PaH-
Heil cramuu. COOTBETCTBEHHO, BCEM TMAllMEHTaM ITOKa3aHO
BBITIOJTHEHNE TaCTPOMYOJeHOCKONIMHU yxXe ¢ Bo3pacrta 25—30
JIET, TIOCKOJBbKY CIy9an BO3HUKHOBeHMs paka mo 30 jer
KpaifHe penku. B ToM ciydae, korma y 60JIbHOTO CeMeTHBIM
aJIeHOMAaTO30M TOJICTOM KUIIIKK TIPH TaCTPOMYONEHOCKOITUN
MMAaTHOCTUPYETCST 1-s CTereHb 3a00JIeBaHUs, eMy TTOKa3aHO
BBITIOJTHEHME TIOBTOPHOI MPOTIeyphl uepe3 2—3 roxa, st 2-it
crerieHu — 4depe3 1—3 roma, mist 3-i1 crereHnn — 4epes 6—12
MecsI1IeB, s 4-11 CTeTeHn TT0Ka3aHo OTNepaTUBHOE JeUeHUeE.
Ecnu monursl ipu 1iepBoM 00CIeIOBaHUY He OOHApPYKEeHBI,
TO MAJBHEWIYI0 TacTPOAYOIEHOCKOIINIO MOXKHO BBHITIOTHSITH
crrycts 4 rona [34].

Oxkojio 10—15% mnauuMeHTOB ¢ aJeHOMATO3HBIM TOJIH-
IMO30M WMEIOT IecMoumHbie omyxomn. Pakropamu pucka
pPa3BUTHSI 3TUX HOBOOOPA3OBAHUI SIBISIOTCS XUPYpPrUUe-
CKUe BMEIIaTeThCTBAa Ha OpraHax OpIOIIHON TMOJIOCTH, ce-
MeifHasi OTSTOIIeHHOCTh, Hanmwuue Mytanuu B reHe APC
nmanpiie 1444-ro xomona [45]. JlecMOMBI, KakK IIpaBUIIO,
pa3BUBAIOTCS BHYTPUOPIOMIMHHO MU B OPIONTHON CTEHKE.
OHU [WaTHOCTUPYIOTCS TIPU TPOBEAEHUU KOMITHIOTEP-
HOW WJIM MarHUTHO-pe30HaHCHOW Tomorpaduu. Takxke
MOTYT BBISIBJISITBCSI CIIy4aifHO y OOJBHBIX TPU BHITIOTHE-
HUW XUPYPTUUECKOTO BMellIaTeNlbcTBa. JledyeHue MOIKHO
OBITh KOMILIEKCHBIM C WCIIOJIb30BAHWEM HECTEPOUIHBIX
MIPOTUBOBOCITAINTENBHBIX TPETIapaToOB, aHTUACTPOTEHOB,
XUMUOJYIEBOU Tepanmuu U ONEePaTUBHBIX BMENIATEIHCTB
[46]. KpoMme TOro, onucaHbl peikue KIMHUIECKUE HAOII0-
NEHUsI CTIOHTAHHOW pPEeTrpeccuy NeCMOM TIPW OTCYTCTBUU
Tepanuu [34].

VY 12% GoJbHBIX ¢ aICHOMATO3HBIM TOJIMITO30M BO3HUKA-
€T paK LIUTOBUIHOM Xee3bl. B GonbiimHcTBe ciaydaes (80%)
IMaTHOCTUPYIOTCS JIOKAJIM30BaHHBIE Y376l [47]. B ocHOBHOM
pak pa3BUBaeTCs y OOJTBHBIX, UMEIOIINX MyTaluio B reHe APC
B pernoHe co 140-ro mo 1309-ro komona. CpenHuii Bo3pact
pasBuths paka cocrasiser 28 (12—62) ner. Haubosee yacto
pak pa3BUBaeTCs y XeHIUH. [ McTomornyeckn onpenensieTcst
MAMWUTSIPHBIN TUTT oTTyX0JH [48]. OCHOBHBIM MEPOTIPUSITHEM
10 CKPUHWHTY paka y OOJIbHBIX CeMEWHBIM aTeHOMAaTO30M
TOJICTOM KWIIKU SIBsieTcsl exeromHoe Y3W mmroBumHOM
Xenessl [47].

Annals of the Russian Academy of Medical Sciences. 2019;74(2):118—124.

VY HeGoJbinoi yactu mauueHToB (1,5%) ¢ ameHOMaTo3-
HBIM TIOJIUTIO30M MOTYT Pa3BUBAThCS TenaTodIacToMbl. B oc-
HOBHOM OHU TUArHOCTUPYIOTCS Y MAJIBYMKOB B BO3pacTe IO
5 ner [49]. Takum 0Opa3oM, B KauecTBe KIMHUIECKOTO MO-
HUTOPWHTA TI0Ka3aHO BbiMoiHeHne Y3UW meyeHu u aHamms
a-derornporenHa y neTeii 10 5 jaer kaxnbie 3—6 mecsies [50].

Y manuneHToB ¢ ceMeTHBIM aTeHOMATO30M TOJICTOM KHUTII-
KU OTMVCHIBAJIUCH PEIKUE CTydand pa3BUTUSI aIeHOM MU paka
MTOKEJTyTOUHOM KeTe3bl, XEeMTIHBIX TPOTOKOB, a TaKxke
KeJT9HOoTro Imy3bIps [51, 52]. Tem He MeHee Ha TaHHBIN MO-
MEHT KJIWHUYECKOTO MOHWTOPWHTA 3TWUX 3a00JieBaHU He
TIPETIOXKEHO.

3akaouenne

[Mpu momo3peHnn Ha OMHY U3 HACTIENCTBEHHBIX (hOPM KO-
JIOPEKTAJIbHOTO paKa y MalUeHTa U ero KPOBHBIX POICTBEH-
HUKOB JTOJXKHBI ObITh BBIMIOJHEHbBI MOJIEKYJISIPHO-TEHETUYE-
CKHE U IpyTrvMe AUArHOCTUYECKUE U JIeUeOHbIe MEPOTIPUSTUS
B noiHOM oObeMe. [1pu 3ToM nmonoOGHbIe NeCTBUS AOJIKHbBI
OCYILECTBIATBCS B CHELUATU3UPOBAHHBIX HAYYHO-MEIU-
LIMHCKUX LIEHTPaxX, UMEIOUIUX OOraThlii OMBIT TMATHOCTUKHU
U IEPCOHU(ULIMPOBAHHOTIO JIeYeHUs OOJIbHBIX C CHHIPOMOM
JIuHYa ¥ ceMeHBIM aIeHOMATO30M TOJICTOU KUIIKU. Bax-
HBIM aCHEKTOM MPOGUIAKTUKM PA3BUTUSI MO3IHUX CTaAUN
KOJIOPEKTaJIbHOTO paKa y MAlMEHTOB SBJSIETCSI BHECEHUE
NaHHBIX O caMMUX OOJIbHBIX U MX KPOBHBIX POICTBEHHMKAaX
B PETUCTpP HACJIEICTBEHHBIX (POPM KOJIOPEKTAJbHOTO paka.
Tonpko mpoBeAeHUE MOXU3HEHHOTO PETYJISIPHOTO KIMHU-
YECKOr0O MOHUTOPUHIA MALIMEHTOB MO3BOJIUT CYLIECTBEHHO
CHU3UTb YACTOTY PAa3BUTHUS MO3AHUX CTAAUN paka TOJCTOM
KUIIKU W IPYTUX OPraHOB W, CJIENOBATEJIbHO, YBEJIWYUTH
MMPOIOJLKUTEILHOCTh UX XU3HHM. B yactHoctu, B ®I'BY
«'HUK wuMm. A.H. Pspkux» MunsnpaBa Poccum co BTO-
poit mooBuHb 2017 T. BemeTcs paboTa MO MPOCIIEKTUBHO-
MY BHECEHUIO KJIMHUKO-TEHETUYECKUX NAHHBIX MaleHTOB
C CUMHAPOMOM JIMHYa U ceMEHHBIM aJlcHOMAaTO30M TOJICTOM
kUK B Peructp OONMBHBIX HAcIeNCTBEHHBIMU (hopMaMu
KOJIOPEKTaJbHOTO paka, pa3pabdOTaHHBII B paMKaxX rocy-
IapcTBEHHOTO 3anaHus. [lonydeHHble TNpeaBapuTeIbHbIE
pe3yabTaThl paboThl PerucTpa cBUAETENBCTBYIOT O BO3MOX-
HOCTHM MCIIOJb30BAaHUS MOJYyYEHHOIO OMNbITA [JIs1 PA3BUTHUS
PETMOHAJIIBHOTO Y, BO3MOXHO, HAlLIMOHAJIIBHOTO MPOEKTa MO
BBISIBJICHUIO U MPO(PUIAKTUKE HACIEICTBEHHBIX (POpM paka
TOJICTOU KHUIIKH.

JononnuTebHas HH(OPMATIHS

WUctounnk dunancupoBanus. [louckoBo-aHanuThyeckas: pa-
0oTa, TMOATOTOBKA W MYOJIWKAIIMSI CTAThbU OCYIIECTBICHBI Ha
JIMYHBIE CPEJICTBA aBTOPCKOTO KOJIIEKTHBA.

KondaukT uaTepecoB. ABTOPBI TaHHOIM CTaTbU MOATBEPIUIN
OTCYTCTBHE KOH(DINKTAa MHTEPECOB, O KOTOPOM HEOOXOTUMO
COOOIINTD

YuacTue aBTOPOB: KOHLICTILIMS U AU3aliH 0030pHOI paboThl —
Llensrua KO.A., AukacoB C.U., ®ponos C.A., KamrHu-
koB B.H., Ky3pmuHoB A.M.; cbop u ob6paboTka marepua-
nma — Hykanos A.C., [Tukynos /1.}O.; moaroroBka pyKornucu
crateu — llykanoB A.C., [TukyHos /1.10. PenaktupoBanue —
Llensrun F0.A., ®pono C.A., Lllyoun B.I1. Bce aBTOphI
BHECJIIM 3HAYMMBIN BKJIAN B TIOATOTOBKY CTaTbU, MPOWIN
1 on00pwiIn (PUHATBLHYIO BEPCUIO A0 MyOJIUKALIUU.
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