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BBEJAEHUE

Menymnspaslii pak mutoBuaHou sxene3bl (MPLLDK) — penkas xanbUUTOHHH-
NPOAYLHUPYIONIAsl 3JI0KaYeCTBEHHAsI OMyXOJib U3 MapadoUUKyIsIpHbIX uian C-KIeTok
muroBuHOM xkene3sl (LK), CrangapruzoBannsiii World moka3zatens 3a001eBacMOCTH
MPIIK B mupe cocrapister 0,18 — 0,25 ma 100 000 nacenenus [Wells S. A., 2015;
Mathiesen J. S. et al., 2019].

MPIIX xapakTepusyercss MHOrooOpa3ueM KIMHUYECKUX MPOSBICHHM, BBICOKUM
METAaCTaTUYECKUM  MOTEHUMAJIOM U  CKIOHHOCTBIO K  JIOKOPETHMOHAPHOMY
nporpeccupoBanuio, oH coctaBiseT 3 — 10 % Bcex crmyuyaeB paka JaHHOM JIOKaTH3AIHH
u B 14 % cnyvaeB sisiercss npuarHoi cmept ot PIIDK [Modigliani E. et al., 1998;
Wells S. A. et al., 2015; Green K. et al., 2022]. Kinuanueckoe teuenrne MPIIDK mmpoko
BApbUPYET OT UHAOJEHTHBIX (POPM JI0 KpailHE arpeCCUBHBIX BapUAHTOB.

Pe3ynbTaThl 3MMAEMHOJOTUYECKUX UCCIENOBAHUN CBUAETEIBCTBYIOT O TOM, YTO
yacToTa BCTpeyaeMocTu cropaandeckoro Bapuanta MPIIDK kone6nercs ot 56 % 1o
77 %, B TO BpeMsl KaK HacJIEICTBEHHbI BapUAHT BCTpedaeTcs ¢ yactoTor oT 19 % 1o
44 % B pamkax cuHapomoB MOH 2 tuma [Larouche V. et al., 2019]. HaubGonpmas
4acToTa CIIy4aeB pa3BUTHs cropaamueckoro Bapuanta MPUDK mpuxoautcs Ha 5 — 6
necatuietre xu3au [Lloyd R. V. et al., 2017], B To e Bpems 1)1 HACJICACTBEHHOTO
MPIIIX xapakrepeHn 06oJiee MOJIOAOW BO3pacT MaHU(ecTalnu 3a00J€BaHHUS.

Oco6oro BHUMaHUs TpeOyeT pa3paboTka BOMPOCOB paHHEH TMArHOCTUKU TAHHOTO
3a001€eBaHusl U ONTUMM3ALMU XUpypruueckoro jeueHus. B PecnyOnuke benapyce ¢
1986 r. mox pykoBOJACTBOM akajeMuka HarumonanmpHON akamgemun HaykK bemapycu
Hemuauuka E. I1. u unena-koppecnonaenta demuaurka lO. E. 6pi1a HayaTa pabota 1o
m3yuennto PIIK. Ilog ux pyKOBOJACTBOM B KIMHHYECKYIO MPAKTUKY OBbUI BHEAPEH
npuka3 MuHucrepcTBa 3ApaBooxpaHeHus Pecnyonuku benapycs ot 04.11.1997 r.
No 280 «O wMepax 1O BBISBICHHUIO, AUArHOCTHKE, JICYCHUIO, peaOUIUTAlUU U
JTUCIIAHCEPHOMY HAOJIOJIEHNUIO OOJIbHBIX pPakoM M APYIrMMH HOBOOOPA30BAHMSIMU
mUTOBUAHON kene3py (mpukaz M3 Pb Ne 280 — kinMHHYecKHe MPOTOKOJIBI) C
coOJIIoICHUEM €AMHOM Xupypruueckod Taktuku npu PHPK — BBITIOJTHEHUE
TUPEOUIPKTOMHUH C PA3TMUYHBIMU BaprUaHTaMU JUM(OIUCCEKIIHI, UTO OTPAKEHO BO BCEX
MOCJEYIOIUX PEIAKIUIX «AJITOPUTMOB JUATHOCTUKU U JIEUEHHS 3J0KAYECTBEHHBIX
HOBOOOpa3zoBaHuii». Creayer OTMETUTh, YTO B MHUPE HET €AMHOM TOYKU 3PEHHS B
OTHOLIEHUU o0BeMa xupypruueckoro BmemarenbctBa Ha DK u numdatnyeckom
koyuiekTope meu mpu MPIK, B Tom uncie npu ero cemeiinbix dpopmax [Shaghaghi A.
et al., 2022]. He mecHee akTyallbHBIM BOIPOCOM Ha CETOIHSIIHHHA JCHb SBJISCTCS
M3Y4YEHUE SMUAEMHUOJIOTUH, JI€UCHUS U POPUIAKTUKH HacaeAcTBeHHbIX popm MPIIIK.

Benymmm wMeromoM npodunaktuku  HacnenctBeHHoro MPIIXK  ocraercs
CBOEBPEMEHHBIN  MPOPMIAKTUYECKUN  XUPYPrUUYECKUM TMOAXO0J Yy  HOCHUTENel
repMHUHAIBHBIX MyTaluii B ipotroonkorene RET [Wells S. A. et al., 1991]. B nacrosimee



Bpemst RET myrtanuu crparuduuupoBansl Ha Tpu rpymmnsl pucka paszsutus MPILDK
pPa3IMYHOM CTENEHU AarpecCUBHOCTU JUIS OIPEACIEHUS CPOKOB IPEBEHTUBHOU
tupeouadkTomuu [Brandi M. L. et al., 2001; Voss. R. K., 2017].

B 3apyOexHoil nuTepaType BCTpPEYalOTCS MPOTUBOPEUMBBLIE JaHHBIE O
MPOTHOCTUYECKUX (PaKTOpax, KOTOpble BIHUSIOT Ha BbDKMBaemocTh npu MPIIDK:
BO3pacT, moj, craauss TNM, cnopaaudeckoe WM HACIEICTBEHHOE 3a00JieBaHUE,
OT/IaJICHHBIE METACTAa3bl, METACTa3bl B IUM(PATHUECCKUX y3J1aX, YPOBEHb KaJbIIUTOHHHA
u PDOA CBIBOPOTKH KpPOBH, MOJIEKYJSIPHBIA CTaTyC, OTBET HAa HAYaJbHYIO TEpaIlUIo,
cTpatu(UKans PUCKOB pa3BUTHUs peruanBa, oobeMm omneparuu [Kwon H. et al., 2016;
Hassan A. etal., 2018; Opsahl E. M. et al., 2019; Kebebew E. et al., 2000]. B cBsi3u ¢ 3!
HE00XO0IMMO OIIPEIETUTh MPOTHOCTHYECKUE MapKephl BekuBaemocTu mpu MPILDK nis
0eopyCCKOM MOMYISLIHH.

OBIIAA XAPAKTEPUCTUKA PABOTbBI

Cas3b pad0ThI ¢ HAYYHBIMH POrPAMMAaMU (IIPOEKTAMHU), TEMAMHU

PabGoTta BblllONIHEHa Ha 0a3e TOCYJAPCTBEHHOIO YUYPEXKACHHS O0pa3oBaHUs
«benopycckass MeIMUMHCKas  akaJeMus MOCIEAUIUIOMHOTO  OOpa3oBaHMs» U
yupexaeHuss  oOpa3zoBanus  «bemopycckuii  rocyJapCTBEHHBIM — MEIWLIMHCKUUN
YHUBEPCUTET» B paMKax Hay4dyHO-HCCIIEIOBAaTEIbCKOM padoTrel mo Tteme 03.12
«Pa3paboTath W BHEIPUTh METOJ JIUArHOCTUKU MEAYJUISIPHOIO paka IIUTOBUIHOU
JKeJIe3bl W CHUHAPOMA MHOXXECTBEHHOW SHIOKPUHHOW Heorasuu 2A  Tumnay
['ocynapCTBEHHOM ~ HAYYHO-TEXHUYECKOM  MpPOrpaMMBbl «Hay4Ho-TexHnueckoe
o0OecrieueHne KadyecTBa M JOCTYINHOCTH MEAMIIMHCKUX YCIyTr», MOANPOTPaMMBbI
«3nmokavectBeHHbie omyxonu» (Ne rocpeructparmuu 20192717 ot 01.10.2019 r., cpoku
BeimonHerns 2019 — 2023 rr.). HabGop marepmana OCyIIECTBISUICA B YUYPEKACHUU
31paBOOXpaHeHuss «MHHCKAM TOPOJICKOM KIMHUYECKUN OHKOJIOTMYECKHN LIEHTP»
(MI'KOLI).

Tema guccepraiuyu COOTBETCTBYET paszaeny 2 «buonorndeckue, MEIMIIMHCKUE,
(dapManeBTUYECKUE W XUMHUYECKHME TEXHOJOTMM U  TMPOU3BOJCTBA»  NEPEUHS
MPUOPUTETHBIX HAMPABICHUN HAYYHOW, HAYYHO-TEXHUYECKOM M WHHOBALIMOHHOMU
nesitenbHocTH HAa 2021 — 2025 roasl, yrBep)kaeHHoro Yka3om Ilpesuaenra PecyOnuku
bemapyce ot 7 mas 2020 r. Ne 156 «O npHOpUTETHBIX HAIPABICHUSAX HAYYHOW, HAYYHO-
TEXHUYECKON M MHHOBAIIMOHHOM JeaTenbHoCTH Ha 2021 — 2025 roas».

Hean 1 3anaum uccjie10BaHUA

Hean wucciienoBaHusA. TMOBLICUTH A()PEKTUBHOCTH MPOTHO3ZUPOBAHUS HCXOAA
MPIIDK, panHel quarHOCTUKM U MPOGUIAKTUKH HACIEACTBEHHBIX (PopM 3a00sieBaHUS
3a CUYET BBISBICHUS KIWHUKO-IMUIEMUOIIOTHUYECKUX, MOJICKYJISIPHO-TEHETUUECKUX
xapakrepuctuk MPIIDK Ha nonynsunoHHOM ypOBHE.



3apaum uccjie10BaHus

1. 3yunTth mUHAMHKYy moOKa3aTeseil 3aboneBaemMoctd U cmeptHoctd MPIK B
Pecry6muke benapyck 3a mepuoz ¢ 1980 r. mo 2019 .

2. O1eHUTh OTJAJNICHHBIE Pe3yJIbTaThl JIEYCHHUs] KOropThl maruentoB ¢ MPIIK:
nokazatenn obmel BbpkuBaeMocTH (OB), omyxomb-cienmdudeckoit (OCB) wu
oe3penuauBHOM BelkHBacMocTh (BPB).

3. BrwiButh (¢dakrtoppel mporHo3a ucxoda 3a0ofieBaHUS U pa3paboTaTh
porHocTrueckyro moaenb migs bPB mammentoB ¢ MPIHDK mocme xupypruyeckoro
JICYEHUS.

4. W3yuuth dYacTOTy BCTpedaeMocTd HaciencTBeHHbIXx (opm MPIIDK B
oenmopycckoil momyisiiuu. PaspabotaTh anroputMm o00cCIenoBaHUS POJACTBEHHUKOB
epBol JIMHUM pojcrtBa nanuueHToB ¢ MPIH[JK Ha Hanmnune MmaTOreHHbIX MyTalud B
nporooHkorene RET.

OO0beKT HcCIeN0BAHUA. JAHHBIE MEIWLIHMHCKOM TOKYMEHTAlMU ITAIIUEHTOB C
BepuduiupoanabiM MPIIXK B benapycu B nepuosa ¢ 1980 r. mo 2019 r.; nanueHTsI ¢
MPIX u ux poACTBEHHHUKH NEPBOM JIMHHMM POJCTBA, oOcienoBaHHbie ¢ 2016 r. Ha
HOCHUTEJILCTBO MyTaluii B mporooHkorene RET.

IIpeamer wuccaenoBanus: pacnpocrpaneHHocts MPIHDK, oTnaneHHbie
pesyabratsl ieuenus: OB, OCB, BPB, nporaoctuueckue gpaktopsl ncxoaa 3a001€BaHUS.

Hayuynasi HoBu3HA

[IpoBeneno MHOT'OYPOBHEBOE (HOMyISIUMOHHOE, TOCIIUTAIILHOE)
ANUAEMHUOJIOTHYECcKOe uccienoBanue mo MPIK.

[IpoBenen ananu3 >(PPEKTUBHOCTU XUPYPrUUYECKOTO, KOMOWHHUPOBAHHOTO U
KOMIUIEKCHOTO MeTonoB JjedeHuss MPUK ¢ omeHkol OTHaneHHBIX pe3ysIbTaTOB IO
nokazarento 10-nmetneit OCB.

Onpenenensl B Oenopycckod mnomynsiuu  (aktopsl nporHoza it MPIIDK
(pacripoCTpaHEeHHOCTh ~ OMYXOJH, OmpeaeisieMas Mo Jeckpuntopy T, Hajandue
PETHOHAPHBIX U OTJAJICHHBIX MeTacTa3oB), Biustoniie Ha OCB u BPB, Ha ocHoBaHuun
KOTOpPBIX pa3paboTaHa HOMOIpaMma MPOTHO3UPOBAHUS BEPOATHOCTU Pa3BUTHUS
peuuanBa 3a00JI€BaHUS MTOCIIE XUPYPIUUECKOTO JICYEHUS.

N3yuena yactora BcTpeyaeMocTH HacieacTBeHHbIX (opm MPILDK B PecnyOmmke
benapych ¢ HCHOIB30BAaHUEM MOJEKYJISIPHO-TEHETHUECKOTO TECTUPOBAaHUS, pa3padoTaH
aIrOpUTM OOCJEeI0BaHUS POJACTBEHHUKOB MEPBOM JTMHUM poAcTBa nanueHToB ¢ MPILDK
C HCIIOJNIb30BAaHWEM MPOObI HA CTUMYJISLHIO KAJBLIUTOHWHA, M3YUYEHBl PE3YJbTAThl
MPEBEHTUBHBIX THPEOUAIKTOMMUIA.

ITos10:keHHs, BBIHOCMMbIE HA 3aIIIUTY

1. Peructpupyembie cpegHue MSATWIETHHE YPOBHH —3a00JI€BAEMOCTHU
MPIIX B Pecnyonuke benapych B nepuog ¢ 1980 r. mo 2019 r. yBenuuunuce B 8 pa3
(0,03 1 0,24 na 100 000 HaceneHus1) ¥ COMOCTABUMBI B TIOCJICAHUE TOJIbI C TTOKA3ATEISIMHU
3a0071€Ba€MOCTH B JPYTMX €BpONEHCKUX cTpaHax. Mmeercs Bo3pacTHas, MoJIOBas U



TeppUTOPHAIbHAS BapuabenbHOCTh (TOpoj/ceno) B pacmpoctpaneHHoctn MPIXK.
[TokxazaTenb CMEPTHOCTH Ha MPOTSHKEHUH MOCIEAHUX 25 JIET COXpaHsAeT CTaOMIbHOCTD,
Bapeupyst ot 0,03 no 0,04 ma 100 000 nacenenuda. ms OGenopycckoil momyisiiuu
ycranoBiensl nokazarenu OB u OCB mns mamumentoB ¢ MPILDK: 3a mepuog 1980 —
2019 rr. 10-netuss OB coctaBuna 73,242 %, OCB — 84,8+1,6 %. Buenpenne B 1997 r.
KJIMHUYECKHUX MPOTOKOJIOB C COOMIOICHUEM €IMHOM Xupyprudeckoit Taktuku mpu PILDK
— BBIMIOJIHEHUE THUPEOUIIKTOMUU C PA3IMYHBIMA BapuUaHTaMU JTUMGOAUCCEKIINA,
yyummio 10-nmetaroro OCB ¢ 69,6+6,2 % n0 90,0+1,5 % (p<0,001).

2. MHuorodakTopHbIii aHaTU3 pUCKOB, accormupoBaHHbx ¢ OCB nmpu MPIIK,
nokasays HaumbOosiee 3HauuMoe BiusHME Ha OCB pacnpocTpaHEHHOCTH OMyXOJId
(meckpunitop T, p<0,005) wu Hamuuusg oTAaneHHBIX MertactazoB (p=0,005).
He3aBucumbiMu HEOIaronpuaTHBIME NMporHocTUYecKuMU daktopamu 11t BPB sBumuce
pacnpocTpaneHHOCTh onyxonu (aeckpunrop T, p<0,001) m Hanuuue perHOHAPHBIX
metactazoB (Nla B cpaBHenun NO, p=0,005; N1b B cpaBHenmm NO, p<0,001), Ha
OCHOBaHMM JaHHBIX (DaKTOPOB pa3pabOTaHa HOMOIpaMMa BEPOSITHOCTU Pa3BUTHS
peuuauBa 3a0oneBanus y nanrenToB ¢ MPIIDK nocinie xupypruyeckoro gedeHus .

3. I'enernueckn aerepmunupoBanHblii MPIIDK B PecnyOnuke bemapych
ycranoBieH B 19 % oOT Bcex HaOMIOAEHWH W aCCOLMUPOBANCS C MYTalUsIMU B
nporoonkorene RET oTHocsmmmucs B 2 % K «HauOoJiee BBICOKOI» TpyIIEe pHCKa
arpeccuBHOCTH 3a00seBaHus (918 kos10H), B 34 % K «BbICOKOI» (883 1 634 KOIOHBI) U B
63 % K «yMepeHHOI» (Bce oOcTalbHBbIE KOJOHBI) TpymmaM pucka. B pesynprate
IIPEBEHTUBHBIX TUPEOUAIKTOMUN y B3pocnbixX nanreHToB MPILDK BeIsiBiieH 3HaUMMO varte,
4yeM y JeTed U noApocTKoB (cooTBeTcTBEHHO 80 % 1 20 %, p=0,023).

JIMYHBIA BKJIAJ COMCKATEJISI Y4EHOU CTeNeHu

JluccepTaHTOM CaMOCTOSITEJIbHO BbIOpaHa TeMma UCCJIEIOBAHMS, TPOBEICH
NaTEHTHO-MH(POPMALIMOHHBIN MMOUCK, aHAINU3 JTUTEPATYPhl IO TEME, ONPEAEIICHbI 3TaIlbl
uccienoBanus. CoucKaTeaeM COBMECTHO C HAyYHBIM PYKOBOJUTEIEM YCTaHOBJICHBI
1eb U 3a7]a41 UCCIIEIOBaHUS.

Couckarenem caMocTosATenbHO TpoBeAeH aHann3 (00 MeIUIMHCKHUX KapT
amOynatopHoro 0osibHOTO U 6osiee 300 ucropuit 6OJIE3HU MAIUEHTOB, KOTOPHIM OBLIN
IPOBENECHBI PA3IMYHbIE BUAbBl XHUPYPTUYECKOTO, KOMOMHUPOBAHHOTO U KOMIUJIEKCHOTO
nedyenusi. B Teyenun 30 et couckarenb 3aHUMAJCS XUPYPIHUECKUM JICYEHHUEM U
JWHAMHUYCCKUM HaOmomenneM 3a manuearamu ¢ MPIIDK.

ABTOpPOM CaMOCTOSITEJIbBHO NPOBEIECH aHAIW3 M HHTEpPHpeTalus MOTyYEeHHBIX
pe3yabTaToOB, HalKMCaHa AMcCCcepTallMoOHHas pabota, aBTopedepar, chHopMyIUPOBAHBI
3aKJII0YEHUE, MPAKTUYECKHe peKkoMeHaanuu. CTaTUCTUYECKUE pacyeThl IPOBOJUINCH C
KOHCYJIbTATUBHO-METOJUYECKON MOMOUIBI0 U MPU HEMOCPEACTBEHHOM Y4YacTUHU K.T.H.
noneHta Kpaceko O. B. (I'ocynmapctBeHHoe HaydHoe yupexiaeHue «OObeIrHEHHBIH
MHCTUTYT npobseM nnpopmatuku HanmonansHoOM akagemun Hayk benapycuy).



JInuHBIA BKJIAJ COMCKATeNIsl B TOATOTOBKY J0KianoB cocrtaBiser mo 90 %,
nyOauKaiuii B coaBTopcTBe — 110 85 %.

[TosydeHHbIe pe3ysbTaThl OIMyOJIMKOBaHBI B crathsax [1; 2; 3; 4; 5; 6; 7; 8],
MaTtepuaiax koHdpepenmii u tesucax [9; 10; 11; 12; 13; 14; 15; 16; 17]. Couckarenem
COBMECTHO C COaBTOpaMHU IOATrOTOBJIE€Ha TIyiaBa «Pak IIMTOBUIHON JKEJIe3bD B
HallMOHAIbHBIX KIMHUYECKUX MPOTOKONAX «AJTOPUTMBI JHATHOCTUKH M JICUCHHS
3JI0OKAYECTBEHHBIX HOBOOOpa3oBaHUi», riaBa 37, yTBepxkaAcHHbIX [Ipukazom
MunuctepctBa 3apaBooxpanenus PecnyOnuku benapyce Ne 60 ot 6 utons 2018 . B
KOTOPYIO BOIIUTH PE3YJIbTaThl AUCCEPTAMOHHOTO UccieaoBanus [18].

AnpoOauus auccepranu ¥ uHGpopmanus 00 HCNOIb30BAHUM €€ pe3yIbTaTOB

OCHOBHBIE TOJOXEHUS W PE3YyJIbTaThl JHUCCEPTAUMU SBUIUCH IPEIMETOM
JIOKJIaJIOB, TE3UCOB, COOOIIEHUI HA CIEAYIOMUX PECIYOINKAHCKUX U MEKIYHAPOTHBIX
KOH(epeHIUsX: Ha pecyOJIMKaHCKON KOH(PEPEHLINH C MEKTyHApOAHbIM yuacTueM «Pak
IIATOBUHOM >KEJE3bl: MYJIbTUANCIUIUTMHAPHBIA TOAXO0/ K maTojiorun» 2 mapta 2018 r.,
r. Munck; Ha 10-m Cnesne onkomnoros u panuonioroB ctpan CHI' u EBpasun, 23 — 25
anpensa 2018 r., 1. Coum, Poccus; Ha pecrnmyOnMKaHCKOW KoHpepeHIun «23-i
oOpasoBarenbHbI Kypc EBpomeiickoro sHmokpuHoJIOTHYeckoro odmectBay 8§ — 10
HOs10pst 2018 1., 1. MUHCK; Ha peclyOJIMKaHCKOM KOH(EPEHUUU C MEXIYHAPOIHBIM
y4yacTheM «beIopycckuil 3HIOKPUHOJIOTMUECKU (OpPyM: COBpEMEHHBIE JIEYEOHO-
JUArHOCTUYECKUE TEXHOJIOTMM B KJIMHUYECKON mpaktuke» 3 — 4 okrsa0psa 2019 r.,
r. Munck; Ha XXIX PoccMHCKOM CHUMIIO3UYyME€ C MEXAYHAPOJAHBIM YYaCTHEM
«Kamuamackue urtenus» 24 — 27 oxra6ps 2019r., r. Kazams, Poccus, Ha
pecnyOJMKaHCKON HAYyYHO-TIPAKTHYECKOW KOHPEPEHIINH ¢ MEXAYHAPOJHBIM y4acTUEM
«JloCTH>KeHUsI U MEepPCHEeKTHBBI CHEUATM3UPOBAHHOW OHKOJOTMYECKOW MOMOIIM B T.
MuHCKe», TOCBAIIEHHONW  85-1eTnt0 MMHCKOTO  TOPOJCKOTO  KIMHUYECKOTO
OHKOJIOTMYecKkoro aucrnancepa 15 HosOps 2019 r., r. Munck; Ha 22-m EBponeiickom
koHrpecce sugokpunosioruu (eECE) 5 — 9 centsiops 2020 r., r. bpucrtons, AHIIHS; Ha
VI cwesne onkonoroB u paguoisioroB Pecrybnmuku bemapycs, 13 Hos6ps 2020 ., T.
MuHck; Ha pecnyOJMKAaHCKON Hay4dHO-TIpakThyeckod KoHpepenuun «HayuHo-
MPaKTUYECKHUE ACMIEKThl COBPEMEHHOW OHKOJIOIMH, MOCBALIEHHON 60-netnio xadeapsl
orkosioru bemMAITIIO 12 Hos6pst 2020 1., 1. MUHCK; Ha pecmyOJMKaHCKON HAay4YHO-
MPaKTUYECKOM KOH(epeHIHH ¢ MexayHapoaHsiM yuactueM «lIII  benopycckuii
SHAOKpHHOJOTHYECKUA Gopym», 3 wmroHs 2022 1., T. MUHCK; Ha pecIyOJIMKaHCKOM
cemuHape «CoBpeMEHHbIE acCHeKThbl JTUArHOCTUKU W JICYEHHsS paka MIUTOBUIHOU
xenes3p (bemMAIIO, MI'KOL]) 11 HosiOps 2022 r., r. MUHCK; Ha €XEeroJIHOM Hay4YHO-
MPaKTUYECKON KOH(EPEHIIMN OTEYECTBEHHOM IITKOJIbI OHKOJIOTOB « BaxkHewe coObITus
B oHkojorun B 2022 r1.» B I'BY3 «Cankr-lleTepOyprckuil KIMHUYECKUH Hay4HO-
MPaKTUYECKU  LEHTP  CHEUUAIU3UPOBAHHBIX BUAOB  MEIUIMHCKOW  TOMOUIA
(onkosornueckuit)», 25 wmapra 2023 r., 1. Caunkr-IlerepOypr, Poccusi; Ha 25-Mm



EBpomnetickom konrpecce sumokpunonioruu (eECE) 13 — 16 mas 2023 r., r. Munan,
Hranus.

1o pe3ynpTaram quccepTallMOHHOIO UCCIEA0BAHUS MOJIYYEHO 3 CBUIETEIBCTBA HA
pPallMOHAIM3aTOPCKUE  NPEIOKEHHs, KOTOpPbIE  BHEIPEHBI B NPAKTAYECKOE
3[paBOOXpaHEHHE U B YUEOHBII MPOIECC TOCYAaPCTBEHHOTO YUPEXKACHUS 00pa3oBaHUs
«benopycckass MeIMIMHCKAas akageMusl IOCIEeIUIUIOMHOr0 oOpa3zoBaHus» (3 akrta
BHEJPEHHUsA): MeToJ mnpopuiakTuku u panHero BoiiBiaeHus MPHDK mytem
IIPEBEHTUBHOM  THUPEOMIDKTOMHM Yy HOCHUTEJIEW TEpPMHUHAIBHBIX MYyTalMid B
nporooHkorene RET; Meron nporHo3upoBaHMs BEPOSTHOCTH PA3BUTHUS PELUANBA
3a0oneBanuss y nanueHtoB ¢ MPIIDK mocne xupypruueckoro J€deHHs; aarOpuTM
oOcienoBaHusl Ha HAIMYUE NATOTEHHBIX MyTauuid B mnpotoonkoreHe RET 'y
POJCTBEHHHUKOB IIEPBOM JIMHUU poAcTBa nmanueHToB ¢ MPILK.

Ony0/IMKOBAHHOCTH Pe3yJbTATOB JUCCEPTALMHU

[To Teme nuccepTanuu onyoaukoBaHo 18 HaydHbIX paboT, B TOM yucie 8 crareil B
peleH3UPYEMBIX KypHaIaX, COOTBETCTBYIOIMUX MYHKTY 19 [TonoxeHus o npucyxieHuu
YUCHBIX CTCTICHEH M PHUCBOCHUH YUCHBIX 3BaHMi (8,3 aBTOpCKUX JKcTa), 9 myOImKaIuii
B MaTepHrasiax KOHGEPEeHIINI U Te3ucax JIOKIA0B, I1aBa B HAIIMOHAIBHBIX KITMHUYECKUX
IPOTOKOJIAX.

Crpykrypa 4 00beM qUCCEPTALUU

Juccepranusi COCTOUT U3 BBEACHMS, OOLIEH XapaKTEPUCTUKU padOThI, D IJaB,
3aKJIIOYEHMS, CIUCKA MCIOJb30BAHHBIX HMCTOYHUKOB, MNpUioKeHuid. [lucceprarus
uznoxkeHa Ha 103 cTpaHuIlax KOMITBIOTEPHOTO TEKCTa, COACPKUT 46 mmmocTpanuid, 25
Tabnui. BcnomoraTenbHbld MaTepuan (WJUTFOCTPALIMK, Ta0IHUIbI) 3aHUMAET 25 CTpaHMUII.
CrnucoK UCTIOIB30BaHHBIX HICTOYHUKOB COJCPKUT 156 HanMeHOBaHMI HCTIOTh30BAHHBIX
UCTOYHUKOB (12 pycckosi3bunbix, 144 wHOCTpaHHBIX), 18 myOnukanuii conckarens u
3anuMaeT 13 ctpanuil. [Ipunoxenns u3noxxensl Ha 14 cTpaHuIax.

OCHOBHAA YACTb

MarepuaJj 1 MeTOAbI HCCIACAOBAHUS

Ha ocHoBanuum wuHpopmanuu benopycckoro KaHUEp-perucTpa M JIaHHBIX
MEJIUIIMHCKON JIOKYMEHTaluu PecrnmyOIMKaHCKOro IIEHTpa OMNMyXOoJed MUTOBUIAHOM
xene3bl (T. MuHCK) ObUIM CO37aHbl M 3aperucTpupoBanbl «ba3za NaHHBIX MAIMEHTOB C
MEYJUIIPHBIM PaKOM LIUTOBUAHOM xene3by (Ne 1761920314 ot 21.11.2019 1.), «baza
JAHHBIX MMAIIUEHTOB C CHHAPOMOM MHOKECTBEHHOM SHAOKPUHHOW HEOIUIA3UU 2a THUIIA»
(Ne 1762023846 ot 17.11.2020 1.).

Ha 0aze yupexnenus 3npaBooxpaHeHuss «MUHCKHM TOPOJCKON KIMHUYECKUN
OHKOJIOTUYECKUW LEHTP» IMPOBEACHO HCTOPUYECKOE MPOJOJIBHOE HCCIIENOBAaHHUE,

6



BKJIIOUaBIee Bcex 3abonyeBmmx (658 marmentoB) MPIIXK B bemapycu ¢ 1980 r. mo
2019 r. B koropte manreaToB ¢ MPIIK 6ombmryro wacts 69,6 % cocTaBuiIM KEHITUHBI
(n=458), menpmryto 30,4 % (n=200) — my>x4urHbBI. 3a00JICBaHUE BBISIBICHO B BO3PACTE OT
4,5 no 87 net, meauana (Me) 53 rozna, Kak y My»K4HH, TaK U y )keHIIUH. Cpeiy MalueHTOB
OO0JIBIIIYIO YacTh COCTABWJIM TOpojckue xwurenu — 76,6 % (504/658), mo cpaBHeHUIO ¢
cenbckumu — 23,4 % (154/658). Bospact 3ab6oneBmux ropoackux (Me=54 [43; 63]) u
cenbckux xurtenet (Me=52 [41; 61]) ne paznuuancs (p=0,10).

N3yuyaembie Hamu nanueHTbl ¢ MPIIDK Obun cragupoBansl o cucreme TNM
(UICC, 8 penakiuu), npoonepupoBanHeie g0 2017r. — pecTagupoBaHBI.
[Ipoananmu3upoBanbl 00BEMBI oOmepaTuBHOTO JedeHus, kak Ha II[DK, Ttak um Ha
muMdaTruaeckoM amnmapate, npoeaeaue gydeBoi Tepanuu (JIT), xumuorepanuu (XT),
JaHHBIE O IPOrPECCUPOBAHNH 3a00IeBaHMsI (Pa3BUTHE JIOKOPETHOHAPHBIX U OTAATIEHHBIX
METacTa30B).

Hauwnas ¢ 2016 r., y Bcex mammerToB ¢ MPIIDK mpoBoawmiics 3a60p kpoBu Ha
BbIsIBJIEHHE MyTanuii B mpotooHkoreHe RET. Ha 6a3e rocyaapcTBEHHOTO yUpeKIeHUs
«PecnyOnuKaHCKUM HAay4YHO-IPAKTHYECKUI LEHTP OHKOJOTMU W MEAUIIMHCKON
pamumonorun uM. H. H. AnekcanapoBa» npoBENEHBI MOJEKYJIAPHO-TEHETUYECKUE
UCCJIEIOBaHMS IO OIIEHKE MYTAIIMOHHOTO craryca mnpoTtooHkoreHa RET wmertomom
MOJICKYJISIpHOTO cekBeHupoBaHus (N=326). [lpu BBHIABICHHHM IMATOTEHHBIX MYTaIlUH
o0cJeToBaHbI POJCTBCHHUKH MAIIMCHTOB MIEPBOM JIMHUU pojacTBa (N=82).

[IpencraBnen aHanu3 craHaapTu3oBaHHbIX (cTtaHgapT World) u Bo3pacTHBIX
nokasareneid 3aboneBaemocth W cMmepTtHocTd (Ha 100 000 coOTBETCTBYIOLIETO
Hacenenus). KymynaruBnas BepkuBaemocTth (OB, OCB, BPB) paccumrthiBanmace Ha
ocHoBe oreHkn Karmman-Maiiepa. Pa3nuuusg 0o BBDKMBA€MOCTH OLECHHBAIUCH C
MOMOILBIO JIOTPaHTroBOro Kputepus. s MHOro(akTopHOTro aHajiv3a KCIOIb30Bajlach
perpeccuoHHasi MoJelb MPONOPLUUOHAIBHBIX pUCKOB KOKca, OLIEHHBAIOCh OTHOILIEHUE
PHUCKOB JIJ1s1 HCCIIEAYEMbIX (DAKTOPOB, BIUSIOIINX Ha COOTBETCTBYIOILYIO BBIKUBAEMOCTb.

OcCHOBHBIE pacueTbl MPOBOJUIUCH B CTaTUCTUYECKOM TnakeTe R, Bepcus 4.1.
Pe3ynbTaThl aHaNM3a CYATAIMCH CTATUCTUYECKH 3HaUYMMbIMU ITpu p<0,05.

Pe3yabTaThl COOCTBEHHBIX HMCCJIEA0BAHUI

ONUAEMHUOJOTHYECKAS M KJIHMHHYECKAs] XapPaKTePHUCTHKA MNAIHEHTOB C
MeIy/UISPHBIM PAKOM HIUTOBUIHOM Kejle3bl

[Toxazarens 3aboneBaemocty MPUDK B Pecny6muke bemapycs ¢ 1980 r.
yBenuumicst B 8 pa3 (0,03 u 0,24 ma 100 000 HaceneHus) u ocTaeTcsa CTAOUIBLHBIM
nocneanue 15 ner, Bapeupys ot 0,20 1o 0,24 va 100 000 HaceneHus, 4TO COMOCTABUMO
C MOKa3aTesIMU 3a00JI€BAEMOCTH B IPYTUX €BPOMEHCKUX cTpaHax. Tak, 3a001eBaeMOCTh
B Jlanuu u Hopeeruu cocrasmster ot 0,19 mo 0,25 ma 100 000 nacenenus [Mathiesen J.
et al., 2019; Opsahl E. et al., 2019].



Campiii BeICOKHI TOKazaTenb 3abomeBaecmoct MPIIDK B Bemapycu 3a Bech
nepuoj HaOJIOJIEHUST 3apETUCTPUPOBAaH B Bo3pacTHOM rpymnmne 60 — 64 roga (0,96 na
100 000 naceneHus1) ¢ MOCIEAYIOMIUM €ro CHIbKeHHeM. Kak u mpu Apyrux OmyxoJisix
2K sTa dhopma paka yare pa3BuBaiach y keHImuyH (69,6 % Bcex ciydaen).

CrangapTu3oBaHHBIE TOKa3aTeNld 3a00JE€BAEMOCTH TOPOACKOTO HACEJICHHUS B
nepuos ¢ 1980 r. mo 2009 r. 6b11u 3HaUMMO BhIMIe, yeM cestbekoro (0,1 m 0,01 ra 100 000
Hacenenus P<0,05 u 0,23 u 0,15, p<0,01, cooTBEeTCTBEHHO), B TO BPeMs KaK B TIEPHOJT C
2010 1. mo 2019 1. (0,24 1 0,21, p>0,05 COOTBETCTBEHHO) 3HAYUMBIX PA3IUYH B yPOBHSIX
3a00J1eBAEMOCTH HE BBISIBJICHO.

B Pecny6nuke benapyco 3a nepuoa Bpemenu 1980 — 2009 rr. He Habmoganocs
pasnuuMii B CTaHOAPTH30BAaHHBIX TOKazarensx 3aboneBaemoctn  MPIHK mo
teppuropuanpaomy npusHaky (0,01 — 0,20 ma 100 000 nacenenus). B 2010 — 2019 rr.
MOSIBIJIMCH HEKOTOPBIE pa3iuymsi — ypOBEHb 3aboeBaemMocTu B bpecrckoit obmactu (0,31
Ha 100 000 HaceneHus) mpeBbIIaN YpOBEHb 3a0osieBaeMOCTH B ['omenbckoil obiactu
(0,18 na 100 000 nacenenus, p<0,01).

[Tokazatens cmepTHOCTH cocTaBisu 0,02 — 0,06 na 100 000 Hacenenus B pa3Hbie
MIEPUOJIbI BPEMEHH, Ha TPOTSHKEHUU TOCIACAHUX 25 JIeT coXpaHsSeT CTaOMIBHOCTh B
npenenax 0,03 — 0,04.

3a yKa3aHHBIA POMEKYTOK BPEMEHHU BCero ymepio 185 manueHToB, OT MpUYHH,
cBs3anHbIX ¢ MPIK — 95. Me na6mogenuit nanmentoB ¢ MPIIK (n=658) coctaBuna
9,3 rona.

Ha MomeHT ycrtaHoBieHus auarHosa mnaruentel ¢ MPHXK B 41,2 % (n=271)
UMEITM MUHUMaJIbHYIO PaclpOCTPAHEHHOCTh MepBUYHON omyxomu — T1, y 28,6 %
(n=188) marMeHTOB OMyX0JIb COOTBETCTBOBaIA aeckpunropy 12, y 17,5 % (n=115) —
neckpuntopy T3,y 11,9 % (n=78) — neckpuntopy T4, y 0,9 % (n=6) neckpunrtop T He
Obl1 ompenenieH. Meractazsl B pernoHapHbix JuMdarnueckux ysznax (PJIY) Obim
BoisiBiieHBl y 44,1 % (n=289) naruentoB. OTAaleHHbIE METACTa3bl OBLIN BEHISBJICHBI B
5,3 % (n=35) cinyuaeB. Hanbosiee yacTo BCTpeyannch MeTacTasbl B JIerkux — y 45,7 %
(n=16) marmentoB. Y 20 % (N=7) nanueHTOB ObLIH MeTAacTa3bl B KOCTSAX, B TMCUCHH Y
14,3 % mnaruenToB (N=5), CHHXPOHHBIC OTJAJICHHBIC MeTacTa3bl oTMeueHbl y 20 %
MAIMEHTOB: B KOCTAX W MEUYEHU Yy 4-X MAIMEHTOB, B MEYEHU U JIETKUX Y 2-X MAIMEHTOB,
B MEYeHU U KOCTsAX y | mamumenTta. OTAWYMil B pacnpoCTPaHEHHOCTH OTIAJICHHBIX
MeTacTa3oB y ropojckoro (4,8 %, n=24) u censckoro (6,5 %, n=10) HaceneHus
BbIsIBIICHO He 06110 (p=0,34). Y My»X4uH OTIaJIeHHBIC METACcTa3bl BCTPEYAINCH B 2 pas3a
yaire, 4eM y JkeHInuH (cootBeTcTBeHHO 8,0 %, N=16 1 3,9 %, n=18, p<0,026).

B uccnenyemoii rpymme [ u |l cragum 3ab6oneBanus, XxapakTepU3yOIIUAECS Iy IIITM
nporao3oM, otmedeHsl y 53,3 % (n=350) wnabmomaemsrx, Il u IV cramum,
CBHUJICTEJILCTBYIOIINE O 3alyIIeHHOCTH mporecca — B 46,7 % (n=306) cnyuaes.
KonudectBeHHOE pacmpenesieHde TMalMeHTOB M0 CTaausM, TOJAYy W BO3paCTy
COIMOCTaBUMO C UCCIIeI0OBaHUSIMU B Apyrux crpanax [Kuo E. J., 2018].



10-netusas OB y mammentoB ¢ MPIIXK cocraBuna 73,2+2 %, OCB — 84,8+1,6 %.

MPIK y nanmeHTOB, IPOKUBAIOIINX B CEIBCKOM MECTHOCTH, XapaKTEPU30BaJICs
npeo0JIaJaHreM OITyXO0JIM OOJIBIICH pacnpocTpaHeHHOCTH 1Mo Aeckpuriropy T (p<0,001)
u Oojee dYacThIM OKCTPATHPECOUAHBIM PACIPOCTPAHCHUEM, B CPaBHCHHH C
npokuBaronmu B ropogie (32 % u 20,5 % coorBerctBerHo, p<0,01).

Y MyXd4MH dame, 4YeM |y OKCHINWH, BBIABISUINCH OIYXOJMH  OOJIBIICH
pacripoctpaneHHOCTH 10  geckpunrtopy T (p<0,001), ¢ dKCTpaTUpEOHTHBIM
pacnpoctpanenuem (30,7 % u 19,9 % coorBercTBeHHO, p<0,001), ¢ MeTacTazamu B PJTY
(58,0 % u 37,8 %, coorBercTBeHHO, p<0,001), ¢ oTmanennbpiMu MeTactazamu (8,0 % u
3,9 % cootBercTBeHHO, P<0,026). Habmromancs cTaTUCTUYECKH 3HAYMMBIN TpEHI B
MIPOTIOPIUSAX MYXYHH WM KEHIIWH B 3aBUCHUMOCTH OT CTajuu 3a0oJjieBaHWsI — OoJiee
BBICOKHE CTaJiK HAOIIOAANCh Y MY)KYUH B cpaBHEeHUU ¢ xeHmmHamu (p<0,001).

Onyxo/b-cienu(pruyeckasi BbIKHUBAEMOCTh Yy NALMEHTOB € MeAYJISIPHBIM
PAKOM IIMTOBH/IHOI JKeJjie3bl

B nactosiee Bpems sieuenue nanuentoB ¢ MPIIXK npoBoautcs ¢ cobionenuem
CAVMHOM XUPYPIHUECKOW TaKTHUKUA — BBIMOJHEHUE THUPEOUIIKTOMUU C Pa3TUYHBIMU
BapuaHTaMU JMM(OIMUCCEKIINI, KOTOopas BIEPBbIE Obljla BHEApPEHA B KIMHUYECKYIO
npaktuky B 1997 r. (mpuxa3z M3 Pb Ne 280 — kinHUYecKHre MPOTOKOJIBI) U MPOJI0JKEHA
B «AJNropuT™Max AMArHOCTUKHU U JICUCHUS 3JI0KaUYE€CTBEHHBIX HOBOOOpA30BaHMIN) BCEX
penakiuii. MenuaHa Bo3pacta 3a0o0JicBaHHMsS B JONPOTOKOJIbHOM mepuone (1980 —
1997 rr.) y maruentoB (N=63) Obl1a HUXKeE, yeM mocie 1997 r. (N=569), cOOTBETCTBEHHO
Me=47 [36; 60] u 53 [44; 62]; p=0,022; He ObLIO pa3HUIBI B KOJIMUYCCTBE 3a00JIEBIINX
Cpelu TOpOJCKOro uiu cenbckoro HaceneHus (P=0,963), MyXUWH WM >KEHIIUH
(p=0,871). 3anymennocts omyxojaeBoro mporecca (Il u IV craguu 3aboneBanus) B
JONIPOTOKOJIBHOM Tepuojie coctaBuna 74,2 % (n=46) u Obuia 3HAYUMO BBIIIEC IO
cpaBuenuio ¢ 41,8 % (p<0,001) (n=187) y mamueHTOB MOCJE BBEACHUSA KIMHHUUYCCKUX
MpPOTOKOJOB. B  gompoTtokoipHOM TiepHoje Tpeobiananu  OmyXojud  OOJbIIeH
pacnpoctpaneHHoctd  (meckpuntop T, p<0,001) ¢ Oomee  BBIPAKCHHBIM
meTactasupoBanueM B PJIY (cootBetcTBenHO 59,6 %, n=37 u 41,3 %, n=235, p=0,021).
OKCTpaTUPEOUJHOE PACTIPOCTPAHEHHE BBIABICHO Oojee uyeM B 3 pa3a dame B
nonpoTokosbHOM nepuoe (58,1 %, n=36 u 18,3 %, n=104, p<0,001).

VYydiieHue AUMArHOCTUKA HA JIOOTEPALIMOHHOM JTale M €AWHbIC MOAXOABl K
00BEeMy XUPYPTrUYECKOTO BMEIIATEIHCTBA, BBEJICHHBIE C KITMHUYECKUMHU MTPOTOKOIAMH B
1997 r., CyIeCTBEHHO YJIYUIIMIA BEDKHBaeMOCTh manueHToB ¢ MPILDK (pucyhok 1).

OCB 10 BBeAeHUS KIMHHUYECKHX ITPOTOKOJIOB cocTaBmia 69,6+6,2 %, mocie
Beeaeans — 90,0£1,5% (p<0,001). B anamu3upyemol rpymme MalHMEHTOB
MPOOTIEPUPOBAHHBIX W TMOJIYYaBIIUX JICYCHHE B TEPUOJ JCHCTBUA KIMHUYCCKUX
npotokoioB 10-netHsis OCB y myxuun Oblna HiKe, yeM y xeHuH (84,7+3,3 % u
92,1£2.,3 %, p<0,001), y >xuteneii ropojia BbIIIe YeM Y TE€X, KTO MPOKHUBAT B CEIbCKON
MectHocTH (92,2+1,7 % u 82,1+4,3 %, p<0,005).
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Pucynok 1 — OCB nanuentoB ¢ MPILDK, nonyyuBmux seyeHue 10
Y TIOCJI€ BHEJIPEHUSI KIIMHUYECKUX NPOTOKOJOB (1997 1.)

Bospact ycranoBnenuss muaraoza He moBiausui Ha OCB (10-mernss OCB B
Bo3pacte 10 53 net 90,0+£1,9 %, B Bo3pacte 53 roga u crapuie — 90,2+2,5 %, p=0,808).
XapakTepuCTUKH OIyXoJu, onpenensemple o TNM u Hanuuue 3KCTpaTUpPEOHIHOTO
pacnpoctpanenus okazanu BnusiHue Ha OCB: 10-netusiss OCB npu neckpuntope T1 —
99,1 %, T2-93,2 %, T3 - 78,1 %, T4 — 44,0 %, p<0,001; nmpu neckpunrtope NO— 96,4 %,
Nla — 88,7 %, N1b — 77,9 %, p<0,001; 5-netuss OCB npu neckpunrope MO — 91,6 %,
npu M1 — 49,0 %, p<0,001; mpu sxcTpatupeougnom pacnpoctpanenun 10-metuss OCB
coctaBmia 63,9+6,3 %, 6e3 — 95,3+1,2 % (p<0,001).

OnucaHHble  TpyIIbl  MAalUEHTOB  ObulM  HE  cOAJaHCUPOBAHBI IO
pacnpoCTpaHEHHOCTH OITYXOJIEBOTO MPOLECCa, MPOBEACHHBI MHOTO(AKTOPHBIN aHAN3
HUBEJIMPOBAT pazmyus (Tabiuma 1).

MHoro(hakTopHbIil aHaau3 pUCKOB, accoluupoBaHHblx ¢ OCB, mokasai, 4To
3HAUYMMO YXYJLIaJICSd MPOTHO3 3a00JIEBaHMSI C YBEJIMYEHUEM pPaACIPOCTPAHEHHOCTHU
omyxoy 1o aeckpuntopy T — HR T2 no otHomenuto k T1 cocrasun 3,3 (0,9 — 12,3),
p=0,079; HR T3 no orommenunto k T1 — 8,6 (1,9 — 38), p=0,005; HR T4 o oTHOMmIECHUIO
k T1 - 16,6 (3,2 — 86), p<0,001) u Hanuuuio oTaaNeHHbIX MeTacTazoB — HR 4,8 (1,6 —
14,4), p=0,005.

[Ipodunaktuyeckas MeaMacTUHAIIbHAS TUM(POIUCCEKIUS, aTbIOBAHTHAS JTy4YeBas
U XUMHOTepanus He okazaiu BiausHusA Ha OCB: npodunaktuyeckas MeauacTUHAIbHAS
auM@oauceKIns TPOoBoIUIack/He TpoBoawiack, p=0,731; oneparus + JIT B cpaBHeHUM
¢ onepauueit, p=0,285; onepamus + XTJI B cpaBHeHuu ¢ onepauueit, p=0,657; oneparus
+ JIT + XTJI B cpaBHeHun c omnepamued, p=0,111. OTcyTcTBHE NONOKUTEIBHOTO
Bausinug Ha  OCB  mpoBeieHHOW — MPO(MIAKTHYECKOM ~ MeIMacTUHAIBbHON
IUM(OAUCCEKIIUU MTO3BOJUIO OTKA3aThCs OT BBIIIOJIHEHUS TAKUX OIEpalui.
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Tabmuma 1 — MHorodakTopHbIi aHANIM3 PUCKOB, accouuupoBaHHbIX ¢ OCB mis
MAIMEHTOB, NOJIYYaBUIMX JEYEHHUE B IEPUO]T JCUCTBHS KIMHUYECKUX MMPOTOKOJIOB

[Tokasarennb b HR (95 % JA1) p

Bo3spacT ycranoBieHus auartosa, Ha 10 et 0,06 — 0,687
IToJ1 )KEeHCKHUM B CpaBHEHHH C MY»KCKHUM -0,43 — 0,184
MecTo npoXUBaHUs, CETHCKOS HACETICHHE B 0,31 — 0,337
CpPaBHEHHH C TOPOJICKHUM

T2 B cpaBHennn T1 1,19 |3,3(0,9-12,3) | 0,079
T3 B cpaBHeHnn T1 2,15 8,6 (1,9-38) | 0,005
T4 B cpaBHennn T1 2,81 16,6 (3,2 — 86) | <0,001
Nla B cpaBuennn NO 0,71 — 0,218
N1b B cpaBuenuu NO 0,66 — 0,224
M1 B cpaBHeHHH MO 157 |4,8(1,6-14,4) | 0,005
Hanuuue cunxponnoro ITPIIK -1,28 0,214
Hannyure 3KCTpaTUpEONIHOTO pOCTa OMYyXOJIU 0,09 — 0,862
Onepauus+JIT B cpaBHEHUU ¢ oniepanuen 0,55 — 0,285
Onepauus+XTJI B cpaBHEHUH ¢ onepanuen 0,243 — 0,657
Omneparusa+JIT+XTJI B cpaBHeHUH ¢ oneparuen 0,80 — 0,111
Hannane MmennacTiHAIBHON TUMGBOINCCEKITNT -0,14 - 0,731

be3penuauBHasi BbIKHBAEMOCTh Yy MAIHEHTOB € MeEAYJUISIPHBIM PaKoOM
HIUTOBUIHOH KeJie3bl

AHanu3 peruanuBoB 3a00JI€BaHUs ITPOBEJICH B TPYIIIIE ONEPUPOBAHHBIX MAIIIEHTOB
¢ MPIHX B mnepuon ACHCTBUS KIMHUYECKUX TMPOTOKOJIOB 0€3 TMepBOHAYAIBHO
YCTaHOBJICHHBIX OTJAAJICHHBIX MeTacTa30B (N=548). PeruanBb ObLTH BBIABICHBI Y 15,3 %
(84/548) marmenToB. JlokanbHbie peruanBel coctaBuiu 4,0% (N=22), AMCTaHIIMOHHbIE
6,0 % (n=33), coueTanre 06oux BUAOB peruauBoB 5,6 % (N=29) cpenu Bcex 3a00IEBIINX
B M3y4aeMOM TpymIie.

Cpenn manueHTOB C JIOKAJbHBIMH PEIMIUBAMHU Yallle JPYyTUX OTMEYCHBI
peumaussl B PJIY —y 66,7 % (n=34); B moxxe K —y 17,6 % (n=9), uMIiaHTal{iOHHBIC
meTactasel — y 3,9 % (n=2), ux coueranue — y 11,8 % (n=6) namueHToB, C y4eTOM
MaIMEHTOB C COYETAaHHOM (hOPMOM peruauBa.

JluctaHIIMOHHBIC PEIMANUBBI Yaille BbIsBIEHBI B jerkux (33,9 %, n=21), kocTsax
(30,7 %, n=19), neuenn (25,8 %, N=16). Pexe BbISIBICHBI METACTa3bl B TOJIOBHOM MO3Te
(3,2 %, n=2), B msirkux TKausax (1,6 %, n=1), ¢ yueToM MaIMeHTOB C COYETAHHOM (HOpMOii
peruauBa. CodyeTaHne pa3IMuHbIX BHJIOB OTAAJICHHBIX METACTAa30B MPU MEPBUYHON HX
AuarHocTrke otMeueHo B 4,8 % (n=3).

Mennana moOsIBI€HHS JOKaJIbHOro penmauBa cocraBmiaa 28 [9; 101] mec.,
muctanironHoro 40 [14; 82] mec. JlokanbHBIA PENUINB Y MYKYHUH PErHCTPUPOBATICS
panbiie, yem y skeHmuH (p=0,002), B Oonee KOpPOTKHE CPOKH B 3aBUCHMOCTH OT
pacrpoctpaneHHocTH omyxomu (meckpuntop T, p=0,03), mpu >KCTpaTHPECOUTHOM
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pacnpoctpanenun omyxonu (p=0,028), mpu wmeracraTudeckoM mopaxenuun PJIIY,
(p=0,015). C yBenuueHWueM cTaauu 3a00JIEBaHUS BpEeMs TMOSBJICHHUS JIOKAITBHOTO
permauBa cokpamanock (p=0,008). Pasnwma B Me BO3HHKHOBEHHS OTHAJICHHBIX
PEIUANBOB OT M3y4YaeMBbIX MTapaMeTPOB ObllIa HE3HAYUMOM.

10-netusss BPB cocraBmma 81,9+1,9 %. Pasnuumii bPB B 3aBmcumMoctH oOT
BO3pacTa yCTaHOBJICHHS JUarHo3a He 0bu10 (B Bo3pacte o 53 ser 10-netHsas bPB Obina
81,0£2,7 %, B Bo3pacte 53 u crapme — 83,0+£2,7 %, p=0,402). BPB y myxunH Obuta
3HAYMMO HUKE, YeM Yy JKEHITUH (cooTBeTCcTBeHHO 76,1+4,0 % u 84,0+£2,1 %, p=0,026), y
KUTEJICH TOopoaa BHINIE, YeM Yy TeX, KTO MPOXKHBAJI B CEIbCKOH MECTHOCTH
(coorBeTcTBeHHO 84,1+2,0 % u 74,0+4,8 %, p=0,015).

bPB 3HaumMo yXxyjmanach ¢ yBeIWYeHHEM cTaauu 3adojieBanus (p<0,001),
HECMOTPS Ha MPOBOJIMMOE JICUCHHUE U JJOCTATOUHO Bhicokue nokazatenu OB u OCB. Ilpu
IV craguu 3a6oneBanus 10-netuss BPB (61,1+4,4 %) Oblia xysxe B 1,6 pasa, yem mpu |
cramuu (98,4+0,9 %). He Obut0 3HAYMMON pa3HUIIBI IPU CpaBHEHUU MoKasareneld bPB
npu II u I ctamuax MPIXK (coorBerctBenHo 84,8+3,7 % u 79,3+6,4 %, p>0,005).

Bce xapakrepuctukm omyxonu, omnpeneinsieMple no TNM wu  Hamudwue
IKCTPATUPEOUTHOTO POCTA OKA3BIBAIIM CyIlecTBeHHOE BimsiHUE Ha 10-metHioro bPB: mpu
neckpunrope T1 — 95,2 %, T2 — 83,3 %, T3 — 59,4 %, T4 — 31,2 %, p<0,001; npu
neckpunrope NO — 91,9 %, Nla — 757 %, Nlb - 62,5%, p<0,001; mpu
AKCTpaThupeouHOM pocte — 51,559 % u 6e3 — 88,0+£1,9 % (p<0,001). Uem Oosnbiiie
pacupoCTpaHEHHOCTH OMYX0JIEBOTO MPOILIECCa, TEM XYK€ nmoka3arenn bPB.

B pesynbrare MHOrodakropHoro anaiausza puckoB bPB mpoBegeHHoro y
naupeHToB ¢ MPHK, mnpoonepupoBaHHBIX B TMEPHUOJ JNEUCTBHUS KIMHUYECKHUX
IIPOTOKOJIOB, YCTaHOBJIEHO, 4TO Ha bPB BmmsaorT pacnpocTpaH€HHOCTH OITyXOJn
(neckpuntop T) u Haymume pernoHapHbix Metacta3os (11 — VI yposreit) (Tabnuna 2).

Tabmuma 2 — MHOrogakTOpHBIA aHAIU3 PUCKOB, CBsI3aHHBIX ¢ bPB mis manmenTtos,
MOJy4YaBIINX JICUCHHUE B MEPUOJ ICHUCTBUS KIMHUYECKUX MPOTOKOJIOB

[Tokazarenb B HR (95 % JIN) P

Bo3pacTt ycTaHOBIICHHS TMAarHO3a, JIET - 0,011 — 0,152
[Ton >KEHCKHil B CPABHEHUU C MYKCKHM - 0,075 — 0,745
MecTo npoXKUBaHUs, CEIbCKOS HACCIICHHE B 0,45 1,6 (0,99-25) | 0,053
CPaBHCHHH C TOPOICKUM

T2 B cpaBHeHnu T1 0,829 2,3(1,2-45) | 0,017
T3 B cpaBHennn T1 2,03 7,6 (3,1-19) | <0,001
T4 B cpaBHennn T1 2,60 13,5 (4,8 —38) | <0,001
Nla B cpaBHeHun NO 1,01 2,7(1,3-5,6) | 0,005
N1b B cpaBuennu NO 1,28 3,6(20-6,4) | <0,001
Hanuune cuaxponrnoro TTPIK - 0,28 — 0,551
Hanuune KCTpaTupeonIHOro pocTa OMyXOoJH -0,44 — 0,307
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[To pesympraram MHOroakKTOPHOTO aHajdW3a IOCTPOCHA HOMOIpaMMma,
OTIpECIIAIONIAs PUCK PA3BUTHS PEIUAMBA [TOCIIC XUPYPIHUSCKOTO JIeUeHHs (PUCYHOK 2).
Kaxxnomy 3nauenuto psiaa (meckpuntopsl T 1 N) COOTBETCTBYIOT OIpeieiicHHbIC OasUbI,
KOTOPBIC CYMMHPYIOTCS U OTPEICIAIOT PUCK Pa3BUTHS peruauBa depe3 3, S u 10 jer.
[TaniMeHTBl ¢ BBICOKUM PHCKOM Pa3BHTHS PEIUANBA TPEOYIOT IMEepCOHUBUKAIIIH
HAOJIIOICHUS.

Homorpamma BepoATHocTW BPB

2] 18 20 38 46 5@ 60 70 80 98 1ee
L I L L L L L L I L 1

Bannel

pT

la
N

Cymma bannos

3-neTHAA p

@.e5 8.1 @8.15 .2 .25 0.3 9.35 0.40.45

5-netHAs p ‘ . ‘ . . —————
8.85 0.1 8.15 8.2 ©.25 8.3 8.35 9.40.450.50.55

10-neTHAA p

Pucynok 2 — HomorpamMmma BepOATHOCTH Pa3BUTHS peLUINBa 3a00I€BaHMS Y TAIIICHTOB
¢ MPIIDX nocne Xupyprudeckoro Je4eHus

PanHee BbIfiBJIeHHE M XMpyprudeckass NpopuwiakTuka HacJeJICTBEHHOIO
MeIyJUISIPHOTO PaKa HIUTOBHMIHOM Kejle3bl

[locne MONEKYISAPHO-TEHETUYECKOTO HCCIAeNoBaHusd y 326 omnepupOBaHHBIX
MMAllMEHTOB IATOreHHblE MyTauuu B npoTtooHkoreHe RET BeisgBieHBI B 62 cioydasx
(19 %), B TOM umCIe C pa3IMYHBIMU KIMHUYECKUMHU BapuaHTaMu cUHIpomMa MOH-2A
(10 marmentoB), MOH-2B (1 manmenT). Meauana Bo3pacrta MalueHTOB ¢ TEHETHUCCKU
nerepmuaupoBaHHbiM MPIIDK cocraBuna 35 nier, 4To 3HAYMMO HUXKE, YEM B KOTOPTE
narueHToB ¢ MPIIDK 6e3 myranuii B nporoonkoreie RET (53 roma, p<0,001). ¥V
MAlMEHTOB BBISBJIECHBI MyTallMd OTHOCSLIMECS K «HauOosee BBICOKON» IpyIEe pUCKa
arpeccuBHocTH 3a00eBanus (918 komoH) B 3 % (N=2) ciydaes, K «BbICOKOI» (883 1 634
ko/10HbBI) B 34 % (n=21), k «yMepeHHO» (BCe OCTalIbHbIC KOJIOHBI) B 63 % (n=39).

[Ipu KIMHUYECKOM U MOJIEKYJIIPHO-T€HETUYECKOM 00CIIeI0BAaHUN POJACTBEHHUKOB
MalMEeHTOB NEPBOM JUHUM POACTBa (N=82) maTOreHHble MyTaluu B poTooHkorene RET
BBISIBJICHBI y 36 (44 %) desoBek.

C nenbto panHeil quarHoctuku HacieactBenHoro MPUIK u cunapoma MOH 2
TUINA, @ TaKKe€ CBOEBPEMEHHOIO BBIMOJIHEHUSI TPEBEHTUBHONW TUPEOUIIKTOMUU

13



pa3paboTaH anropuT™M O0OCIEAOBaHUS POJCTBEHHUKOB TEpPBOM JMHUH POACTBA
nanueHtoB ¢ MPIHK Ha Hanuume matoreHHbix myTtauuii B mpoTooHkoreHe RET ¢
UCITIOJIb30BAaHUEM MPOOBI HA CTUMYJISILUIO KaJbLIUTOHNHA, IPOBEICHUEM aHAIN3a KPOBU
Ha naparropMoH U Y3 opraHoB OproIIHON MOJOCTH.

[Ipodunaktuyeckue onepamnuu nposeneHsl 20 mareHTaM Ha OCHOBaHUHU JaHHBIX
T€HOTUIIMPOBAHUSA, YPOBHS CBIBOPOTOYHOIO M CTUMYJIHPOBAHHOTO KaJIbIMTOHHHA,
pe3ybTaTOB KIIMHUYECKHUX 00cienoBanuil. [[peBeHTUBHAsA TUPEOUIIKTOMUS BBIIIOJIHEHA
y 10 nmereit m nmogpoctkoB (3 MasibuMKa, 7 JI€BOYEK) B Bo3pacte oT 4 o 15 xer: mo
pe3ylibTaTaM TUCTOJIOTHYECKOTrO UCCIeIoBaHus y 8 manneHToB BblsiBiIeHa C-KieTouHas
ruarnepruiasus, y 2 nanueatoB — MPIK (MukpokapimaOomMb! — pT1aNOMO), B ToM yrcie
y | marmentkn MPUK B couerannn ¢ nanwusipasiM PLLDK. Ilpu npenonepannonHom
oOcneoBaHUM JIeTeld M MOJIPOCTKOB MPHU3HAKOB y310BOM marosnoruu I[K He Obu1o
BbISIBJICHO. [ [peBeHTHBHAS TUPEOUIPKTOMHUS BbiNoJIHEHA 10 manrenTam B Bo3pacte ot 19
1o 51 roga: y 8 marueHnToB nociie onepanuu ycranosieH MPIIDXK (y 6 — pT1aNOMO, y
1—-pTIbNOMO, y 1 —pT1aN1bOMO), y 2 narmentoB — C-kinerounas runepiuiasud. [Ipu
npeonepalmoHHOM 00cCIieIOBaHUM TTPU3HAKOB oryxoJieBoi matosioruu LK He Obuto
BbIsiBJICHO (TADB eauHnunbix 00pazoBanuii IIDK 10 1 cM — nutonoruuecku y3inoBoii 300,
Bethesda 2). V B3pocnbix manuentoB MPILDK BbIsIBICH 3HAYMMO darle, 4eM y JeTed 1
nogpoctkoB  (80% wu  20% coorBerctBenHo, p=0,023), YTO TOATBEpKIAET
HEO0OXOMMOCTb BBITIOJIHEHHSI IPEBEHTUBHOM onepaiuy B 00Jee paHHEM BO3pAaCTeE.

SAKVIIOYEHHUE

OcHOBHBIE HAYUYHbIE Pe3yJbTaThl JUCCEPTALUH

1. Peructpupyemsie cpeqHue nsaTuieTHre ypoBHH 3a0oneBaemocty MPIIDK B
Pecnyonuke benapyce B nepuon ¢ 1980 r. mo 2019 r. yBenuuumnuce B 8 pa3 (0,03 u 0,24
Ha 100 000 HaceneHus1) U CONOCTABUMBI B MOCJEAHHUE TOJIbI C MOKA3aTeIsIMU B APYTHUX
eBporeiickux crpaHax. B BospactHoii rpynme 60 — 64 roma HaOmonmancs Haubosee
BBICOKMI Moka3aresib 3aboneBaemoctd MPIIK B Genopycckoil momyisiiiuu, KOTOPbIN
coctapii 0,96 Ha 100 000 Hacenenms. MenmaHa Bo3pacTta IMAMEHTOB HA MOMEHT
YCTaHOBJICHUsI uarHo3a Owuia 53 roga. 3aboJieBaHUE Yallle PETUCTPUPOBATIOCH CPEIU
xeHimuH (69,6 %), ueM cpeau myxuuH (30,4 %, p<0,001). [Tokazareab CMEPTHOCTH Ha
MPOTSHKEHUU MOCIETHUX 25 JIeT COXpaHseT CTabuiIbHOCTh, Bapbupys ot 0,03 1o 0,04 Ha
100 000 HaceneHus.

[ u Il craguu 3ab6oseBanust nuarnoctupoBanbl y 53,3 %, Il u IV ctaguu y 46,7 %
nanpeHToB. MPIIDK y nanueHTOB, MNpOXUBAIOIIMX B  CEJIBCKOM MECTHOCTH
XapakTepu3oBajics MpeodiaflaHueM  Omyxojedl  OoJbliel  pacnpoCTPaHEHHOCTH
(neckpunitop T, p<0,001), Gosee YacTbIM BKCTPATUPEOUIHBIM PACHPOCTPAHEHUEM
(p<0,01) B cpaBHEHHH C MPONKUBAIOIIUMH B TOpOJie. ¥ MYXXUYUH Yallle, YeM Y KEHITUH
BBISIBISJIUCh  ONYXOJIM,  XapakTepusyloluecs OoJblIed  pacnpOCTPaHEHHOCTHIO:

14



neckpuntopom T (p<0,001), nskctparupeousnbiM pacnpoctpanenuem (p<0,001),
meractazamu B PJIY (p<0,001), otmamenneimu wmetactazamu (p<0,001) u Oomee
BbICOKMMH cTaausamu 3ad0oneBanus (p<0,001). 10-netusist OB cocraBuna 73,2+2 %, OCB
—84,8+1,6 % (p<0,001) [3; 5; 8; 10; 13].

2. Buenpenue B 1997 r. KIIMHUYECKUX MPOTOKOJIOB C COOJIOJEHUEM €IMHON
xupyprudeckod Taktuku npu PIIDK — BeimosiHEeHHME THPEOWIDIKTOMMUHU C Pa3IMYHBIMU
BapuaHTamMu JmMmdoaucceknuii, ymyummiao 10-neraroro OCB ¢ 69,6+6,2 % no
90,0£1,5 % (p<0,001) u cHm3mnO Mokazatenb no3aaer nuarHoctuku (I — IV cragum
3abonesanust) ¢ 74,2 % mo 41,8 % (p<0,001). Haubonee 3Haunmoe Biusaue Ha OCB
OKazaJia paclpoCTPAHEHHOCTh OMyXOJH MO AecKpunTopy T, MpH yBEIMUYEHHH KOTOPOTO
3HAYUMO yXyaumancs nporHo3 3adoneBanus: HR T2 no otHomenuto k T1 cocraBun 3,3
(0,9 -12,3), p=0,079; HR T3 no oraomenuto xk T1 — 8,6 (1,9 — 38), p=0,005; HR T4 mo
otHomrenuto k T1 — 16,6 (3,2 — 86), p<0,001. Hanu4ure oTmaneHHBIX METAaCTa30B TaKkKe
cymectBeHHo yxymnmmio OCB: HR 4,8 (1,6 — 14,4), p=0,005. IlpodurakTiudeckas
MeuacTUHaIbHas JTUM(OIUCCEKINS, aJbIOBAHTHAS JTy4YeBasl TEpanusl U XUMUOTEpanus
He okazanu BiausHus Ha OCB: npodunakTuyeckas MeauacTUHaAIbHAS JTUM(OIUCEKITUS
npoBoAwiIack/He npoBoamwiack, p=0,731; onepauust + JIT B cpaBHEHUU C omnepanuei,
p=0,285; onepauus + XTJI B cpaBHenuu ¢ onepauuei, p=0,657; onepauus + JIT + XTJI
B cpaBHeHUH ¢ onepanueit, p=0,111 [8; 11; 18].

3. 10-netusss BPB B mepuwon aeiictBus mpotokoioB coctaBmia 81,9+1,9 %.
AHanus puckoB, accounrpoBanHbix ¢ BPB, mokazan Hanbosiee 3HaunMoe BIUSHHUE HA HEE
pacrpocTpaHeHHOCTH omyxou: no Aeckpuntopy T —HR T2 B cpaBuenuu ¢ T1 coctaBun
2,3 (1,2 -4)5), p=0,017; HR T3 B cpaBuenuun T1 — 7,6 (3,1 — 19), p<0,001; HR T4 B
cpaBHenun 11 —13,5 (4,8 —38), p<0,001; Hanmuuto peruonapueix Mmeractazos — HR Nla
B cpaBHennu NO coctaun 2,7 (1,3 — 5,6), p=0,005; HR N1b B cpaBuenun NO — 3,6 (2,0
- 6,4), p<0,001). Ha ocHoBanuu gaHHBIX (HAKTOPOB pa3zpaboTaHa HOMOIpPamMMa,
ONpeaeNsIoas PUCK pa3BUTHA peluanBa 3a0oneBanus y naurentoB ¢ MPIK yepes 3,
5 u 10 et nocie xupyprudeckoro jeuenus [8; 11].

4. I'enetnuecku nerepmunupoBanHbeii  MPIIK B PecnyOonuke bemapych
yctanoBneH B 19 % oT Bcex HaOmOIEHWH W ACCOLMUPOBAICA C MYTAIUSIMH,
oTHocsmUMuUCs B 3 % K «Hanboee BRICOKOM» (918 komoH), B 34 % K «BbICOKOI» (883 1
634 xomoHwl) U B 63 % K «yMEpeHHOW» (BCE OCTalbHbIE KOJOHBI) TpymmaM pHUCKa
arpeccuBHOCTH 3a0oneBaHusi. MeauaHa Bo3pacTa TMAlMEHTOB C T'€HETHYECKH
nerepmuanpoBanHbiM MPIIDK cocraBuna 35 siet, 4To 3HAYMMO HUXKE, YEM B KOTOpPTE
narenToB ¢ MPIHIXK 6e3 myranuii B nmporoonkorese RET — 53 roxa (p<0,001). [pu
KIIMHAYECKOM U MOJIEKYJISIPHO-TEHETMUYECKOM  OOCJIeIOBaHUM  POJCTBEHHUKOB
MalMEHTOB NEPBOM JUHUM POACTBa (N=82) maTOreHHbIEe MyTalluu B IpoTooHKorene RET
BbIsSIBJICHBI Yy 36 (44 %) mnamuieHTOB. Y HOCHUTENCH TEPMUHAIBHBIX MYyTallud B
nporooHkoreHe RET B pe3ynbrare npeBEeHTUBHBIX TuUpeoumdkTtomMuid B 50 % ciydaes
BoisiBlicH MPHK u B 50 % C-kierouynasi runepruiaszusi, SBISIONIASACA MPEAUKTOPOM

15



pa3BuTHs 3a001eBaHus. Y B3pociblx narreHToB MPIDK BbIsIBIEH 3HaUMMO Yalle, 4eM y
nereii u moapoctkoB (80% u 20 % coorBerctBenno, p=0,023). B 9/10 cmyuasx
JIMarHOoCTUPOBaHAa OIyXOJib pacnpocTpaHeHHOCThIO T1 (MukpokapuuHoma). Pazpaboran
aJITOPUTM O0CJIETOBaHMs POJCTBEHHUKOB MEPBOM TUHUH pojcTBa nanueHToB ¢ MPIIDK
Ha HaJIMYKE NMaTOTeHHBIX MyTanui B mpotooHkorene RET ¢ ucnonp3oBanuem npooOsl Ha

CTUMYJBIOIHUIO KAJBIUTOHWMHA JII CBOCBPCMCHHOI'O  BBIIIOJHCHMUA HpeBeHTHBHOﬁ
tupeougdkTomuu [1; 2; 4; 6; 7; 9; 10; 12; 14; 15; 16; 17; 18].

PexoMeHaaluM 10 NPAKTHYECKOMY MCII0JIb30BAHUIO Pe3Y/JIbTATOB

1. Menunactunanbayio numpoanccekiuio mnamueHtTam ¢ MPIDK crnexyer
IIPOBOIUTH NMPHU HATUYUH OITYXOJIEBOTO MOPAKEHUS TUMPATHUECKHUX y3JI0B CPEAOCTEHHUS,
MOJITBEPKJAEHHOTO WHCTPYMEHTAIBHBIMA METOJaMH OOCIEI0BaHUS MPU MEPBUYHOM
oOpaleHny MalueHTa WK B IPOIecce ero TMHaMU4IecKoro HabroaeHus [8].

2. Hns cBoeBpemeHHOro BbIsiBIieHUs penuanBa MPIK uenecoobpazno
IPUMEHATH METOJI TPOTHO3UPOBAHUS BEPOATHOCTH PA3BUTHUS PELIMINBA 3a00J€BaHUS Y
nanpeHToB ¢ MPIDK mnocme Xupyprudeckoro JiedeHHWs IyTEM HCIIOIb30BAHUS
HOMOTPaMMBbI, ONPENIEISAIONIEH PUCK pa3BUTHA peuanBa 3a0oseBanus uepes 3, S u 10
net. IlanueHThl BBICOKOTO pHCKa pa3BUTHs peluauBa TpeOyroT 0ojiee aKTUBHOIO
JUHAMUYECKOTO0 HAONIOJIEHUS: ONpPEACIICHUE YPOBHS KaJblUTOHMHA U POA,
BbINIOJIHEHHS Y3W OpraHoB 1ied U OpraHoB OpIOMIHON MOJIOCTH (IIpH HEOOXOJUMOCTH
KT) kaxnele 3 Mecsia, HOCKOJBKY JaHHAasg TpPYIINa XapaKTepU3yeTcs XyIIIUMU
OTJAJICHHBIMU pe3yibTaramu [5; 8].

3. PekoMeHI0BaHO HCHOJB30BATh AJITOPUTM OOCIIETOBAaHUS POJACTBEHHUKOB
nepBoil muHUM pojactBa nauueHToB ¢ MPIIDK Ha Hanuuue matoreHHbIX MyTaluil B
nporooHkorene  RET  mgms  CBOEBpEMEHHOrO  BBIIIOJIHEHUS ~ NPEBEHTUBHOU
TUPEOUIPKTOMHUH. B 3aBUCHMOCTH OT BBIABIEHHOM MyTauMu B IMPOTOOHKOreHe RET
onpenensercs puck passutuss MPIDK pasnuuHold cTeneHW  arpecCUBHOCTHU
3a0osieBanusA. Ilpu Haauumum MyTanuu «HawOoyiee BbICOKOro» pucka (918 komoH)
oOcneayeMblil HAMpaBIseTCA HA XUPYPrUYECKOe JIEUEHUE B BO3pacTe A0 2-X JeT (Wid B
MOMEHT BBISIBJICHUsI MyTanuu). [Ipy Hanuauu MyTanuu «BeICOKOTO» pucka (883 u 634
KOJIOHBI) 00CTIeTyEeMbIil HAIIPABIISETCS Ha XUPYPTrUIECKOE JICYCHUE B BO3PACTE JI0 S JIET.
[Tpy HanuYUK MyTaUu «yMEPEHHOI'0» pUCKa HEOOXOAUMO MPOBECTH JOMOJTHUTEIbHOE
o0cneoBaHUE COIIACHO aJITOPUTMY M, B 3aBUCUMOCTH OT IMOJYYEHHBIX PE3YyJIbTaTOB,
Hocutenb RET MyTranuu npuriamaercs Juisi TMHAMUYECKOT0 HaOJIOACHUS KaxKIble 6
MECSIIEB WIIM HAIPaBIIIeTCsA Ha XUpyprudyeckoe neuenue [1; 2; 4; 6; 7; 9; 14; 17; 18].
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CIIMCOK NMMYBJMKAIIMA COUCKATEJISA YYEHOM CTEIIEHA
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P33I0OMD
Kanapartosiu Bikrap Ansikcanapasiv
HanynsaupliiHbIsA, KJIIHIYHBIA | MAJIEKYJISIPHA-TeHeThIYHBIS XaPAKTAPBICTHIKI
MeayJisipHAra paKy m4bitanago0Haii 3a103sl y PacnyOJike benapycs

KawuaBbisi CJI0BBI. MEIYJUIAPHBI pak ImdbITananoOHai 3amo3sl (MPIII3),
aryipHas BbDKbIBaJbHAcIE (AB), myxiiHa-cnienpidiunas BbDKbIBabHACIH ([TCB),
BbDKBIBAJIbHACIIB O0¢3 pa1bLabiBy (BPB), mpaBeHThIYHAS ThIpIaidKTaMis.

MbTa nacjeaaBaHHsi. MaBHICIIh A(DEKTHIYHACIH MparHa3aBaHHs 3eixoqy MPIII3,
paHHSN ABIITHOCTBIKI 1 MpaduUIaKThIKI CHaAYbIHHBIX (opMay 3aXBOpBaHHS 3a KOIIT
BBISIYJICHHSI  KJIIHIKA-3MIIDMISUIArIYHBIX, MAaJIeKYJISIpHA-TEHETHIYHBIX XapaKTapbICTHIK
MPIII3 Ha namyisibIiHBIM y3pOVHI.

Mampsisii i MeTaabl JacjeJaBaHHA. MaTIPbisJIaM Jaciie/JaBaHHs MMacTy KbUT
nan3eHslst a0 658 manbientax 3 MPIII3, 3aparicrpaBanbix 3 1980 r. ma 2019 r. Pazmiki
MPaBO3IIICS ¥ CTaTBICTBIYHBIM Takele R, Bepcis 4.1.

ATpbIMaHBbIA BBIHIKI i IX HABYyKOBasi HaBi3Ha:

ParicTtpyemslst csipaiHis MALITraaoBeist ¥3poyHi 3axsopBanus MPII3 y PacnyOmike
benapycs y nepoisig 3 1980 r. ma 2019 r. massuniusutics ¥ 8 pazoy (0,03 10,24 wa 100 000
HACEJIBHIITBA), aNOIIHIS 25 Ta/oy maKa3ublk CMAPOTHACII cTablIbHE 1 Bap'ipye azx 0,03
na 0,04 xa 100 000 HacenbHIITBA.

BbikapbicTaHHe KITiHIYHBIX mpatakonay JsusHHA PIHI3 (1997 r.) icrotHa
nayenmbuia [ICB 1 3ni3ina makaszusik 3amymruanacii (11 — IV crageii 3axBopBanHs) 3
74,2 % na 41,8 %. Hait6onpimn 3naunsl yiuiely Ha TICB akazami pacmaycromkaHacib
nyxaiHel  (mackpeintap T) 1 HasyHacb ajafaleHbIXx Meracrazay; Ha bPB -
pacnaycropKkaHacib MyXJIiHbI (I3cKpbinTap T) 1 HasyHACIb PATIsTHATBHBIX METacTasay.

I'enetsiuna maTIpMinaBanbix MPII3 Beisynensr ¥ 19 % an ycix HazipaHHAY 1
acarplipaBaHbl 3 MyTalbisIMi, sKist agHocsia ¥ 3 % na «HanOosbin Bbicokaiy (918
KazioH), y 34 % na «Beicokaii» (883 1634 xkamonsl) 1y 63 % ma «ymepanaii» (yce acTaTHis
KaJIOHBI) TpyHaM PbBI3BIKI arpaciyHacii 3axBOpBaHHSA. Y BBIHIKY MPaBEI3EHBIX
NPIBEHTHIYHBIX Tipeaimpkramiii MPIL3 y mapocnbix marpieHTay BBISYJICHBI 3HAYHA
YacleH, YbIM y JI3S1eH 1 maieTKay.

PakamMenanbli 1a BLIKAPBICTAHHI: MEBISICTHIHATBLHYIO JTIM(aIbICEKIIBIIO BapTa
npaBoA3ilb Tpbl HasSyHACIl MyXJIHHAra NallKOMKaHHA JIM(MATBIYHBIX BY3JIOY
MDKCIIEHHS, pIKaMEH/JaBaHa BBIKAPBICTOYBAIlb METAJl TparHa3aBaHHs BeparoHacIll
pas3BIIIIls PILBIABIBY 3aXBOPBAHHS ¥ MAIbIEHTAY Maclisg XipypriyHara JistadHHS mmpas 3, 5 1
10 ragoy 3 BEIKApBICTAHHEM HaMarpambl; aJirapbIT™ a0ciiejaBaHHs CBAsSKOY MepIai TiHil
cBasuTBa nanpieHTay 3 MPIII3 Ha HasyHAcUp MaTareHHbIX MyTallblid y IPOTaaHKareHe
RET.

BobJacub y:KbIBAHHS: aHKAJIOT51.
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PE3IOME
Konaparosuu Bukrop Asnekcanaposuy

MMOINYJJAIMUOHHBIE, KIMHUYECKHUE U MOJIEKYJISIPHO-
I'EHETHYECKHUE XAPAKTEPUCTUKHN MEAYJIJIAPHOI'O PAKA
U TOBUJIHOM KEJIE3bI B PECIYBJIUMKE BEJIAPYCh

KawueBble cj10Ba: MeAyJUISIPHBIA pak mmToBuaHON xkene3bl (MPILK), obmas
BeDKHBaeMocTh (OB), onmyxonb-cienududeckas BeixuBaeMocts (OCB), 6e3peruanBHas
BbDKMBaeMOoCTh (BbPB), nmpeBeHTHBHAS TUPEOUAIKTOMMUSL.

Leab uccaenoBaHusi: MOBBICUTH 3(PGEKTHBHOCTh MPOTHO3UPOBAHUS HCXO0JA
MPIIX, panHel quarHOCTUKU U MPOGUIAKTUKH HACIEICTBEHHBIX (opM 3a00sIeBaHUS
32 CYET BBISBICHUS KIWHUKO-3IUAEMUOIOTUYECKUX, MOJIEKYJIAPHO-TEHETUYECKUX
xapakrepuctuk MPIIDK Ha nonyiasiinoHHOM ypOBHE.

Marepuaj U MeTOAbI UCCJIETOBAHUA: MAaTEPUATIOM HCCIIEIOBAHUS MTOCTYKHUIH
nanubie o 658 manuentax ¢ MPIK, 3apeructpupoBannbix ¢ 1980 r. mo 2019 r. Pacuetst
MIPOBOJIMJIUCH B CTaTUCTHYECKOM makere R, Bepcus 4.1.

IHonyyeHHbIe pe3yJabTATHI U UX HAYYHAS HOBU3HA:

Peructpupyemble cpenHue MNATUICTHUE YpoBHHM 3abosieBaemoctu MPIK B
Pecnybnuke benapyce B mepuon ¢ 1980 r. mo 2019 r. yBenmmuniucs B 8 pa3 (0,03 u 0,24
Ha 100 000 macemeHus), mociegHue 25 JET IMOKa3aTelh CMEPTHOCTH CTAOWJICH W
Bapeupyet ot 0,03 10 0,04 ma 100 000 HaceneHusl.

Buenpenne kimmHM4eckux mpotokonoB neueHus PHK (1997 r.) cymecTBeHHO
yayumnino OCB u causuiio nokasatens 3amnyiieHHocTd (111 — IV craguu 3aboneBanus) ¢
74,2 % no 41,8 %. Haunbonee 3naunmoe Biausiaue Ha OCB okazanu pacrpocTpaHEHHOCTh
onmyxonu (meckpuntop T) W HaIMuMe OTAAJICHHBIX MeTacta3oB; Ha bPB —
pacrpoCTpaHEHHOCTh onyXxoiu (aeckpuntop T) v HanU4Ke pernOHapHBIX METACTA30B.

['enernueckn nerepmuHupoBandbsli  MPIIXK BeisiBien B 19% or Bcex
HaOMIOACHUI W acCOLMMPOBAH C MyTalMsiIMU, OTHOcsmMMHUCS B 3 % K «Hambolee
BbICOKOI» (918 komoH), B 34 % k «BbIcOoKOi» (883 u 634 xomonbl) U B 63 % K
«YMEpPEHHO» (BCe OCTaJbHbIE KOJOHBI) IPYIIIaM PUCKa arpeCCUBHOCTH 3a0oJieBaHus. B
pe3yJIbTare NPOBEAECHHBIX NPEBEHTUBHBIX TUpeonmdkTomuin MPIIDK y B3pocibix
MaIMEHTOB BBISIBJIICH 3HAYMMO Yallle, 4YeM Yy JIeTel U MOJIPOCTKOB.

PexoMeHanum 1Mo HCHOJB30BAHUIO: MEIUACTUHAIBHYIO JIMM(POIUCCEKIUIO
CleAyeT MPOBOJUTH MPU HAJUYUU OMYXOJEBOIO MOPaXKEHUsS JTUMQPATUUECKUX Y3JIOB
CPEIOCTeHUS; PEKOMEHIOBAHO MCIIOJIb30BaTh METOJ MPOTHO3MPOBAHUSI BEPOSTHOCTU
pa3BUTHUS pelUIUBa 3a00JI€BaHUsl Y MAIMEHTOB MOCJIE XUPYPTrUUECKOTO JICUCHHS Yepe3
3,5 u 10 neT ¢ UCTIOIB30BaHUEM HOMOTPAMMBI; aJITOPUTM 00CTIeIOBaHMS POJICTBEHHHUKOB
nepBol JuHUM pojacrBa nauueHToB ¢ MPIIDK Ha Hanmnune matoreHHBIX MyTanui B
nporoonkorene RET.

Oo6s1acTh NPpUMEHEHUS: OHKOJIOTHS.
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SUMMARY
Kondratovich Victor Alexandrovich

POPULATIONAL, CLINICAL AND MOLECULAR GENETIC
CHARACTERISTICS OF MEDULLARY THYROID CANCER IN THE
REPUBLIC OF BELARUS

Key words: medullary thyroid cancer (MTC), overall survival (OS), cancer-specific
survival (CSS), recurrence-free survival (RFS), preventive thyroidectomy.

Objective of the study: to improve the efficiency of predicting MTC outcome, of
early diagnosing and preventing hereditary forms of the disease by identifying MTC
clinical and epidemiological, molecular and genetic characteristics at the populational
level.

Material and methods of investigation: the material of the study was data about
658 MTC patients registered within 1980 — 2019, the calculations were performed in the
statistical package R, version 4.1.

Obtained results and scientific novelty thereof:

The registered average five-year MTC incidence rates increased 8 times (0.03 and
0.24 per 100000 population) in the Republic of Belarus within 1980-2019, the mortality
rate has been stable for the last 25 years and varies from 0.03 to 0.04 per 100000
population. The introduction of clinical protocol for treating thyroid cancer (1997)
improved TSS significantly and reduced rate of I11-1V stages of the disease from 74.2 %
t0 41.8 %.

CSS was most significantly influenced by tumour spreading (T descriptor) and
distant metastases existing; RFS - by tumour spreading (T descriptor) and regional
metastases existing.

Genetically determined MTC detected in 19 % of all cases and associated with
mutations that were 3 % of "highest" (918 codons), 34 % of "high™ (883 and 634 codons)
and 63 % of "moderate” (all other codons) disease aggressiveness risk groups. As a result
of preventive thyroidectomies, MTC was significantly oftener detected in adults than in
children and adolescents.

Recommendations for use: to perform mediastinal lymph node dissection when
there is a tumor lesion of mediastinal lymph nodes; to use the method for predicting the
likelihood of disease recurrence in patients undergone surgery in 3, 5 and 10 years using
a nomogram; to perform an algorithm for examining first-line relatives of MTC patients
for the presence of pathogenic mutations in the RET proto-oncogene.

Application area: oncology.
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