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POJIb TEHETUYHNX DAKTOPIB

Y CXUNbHOCTI A0 PO3BUTKY NMEPBUHHO-
MHO>XUWUHHUX MYXJVH OPTFAHIB )XIHOYOI
PENPOOYKTUBHOI CUCTEMW

MNpoBeaeHo KNiHiYHI, KNiHikO-reHeanoriyHi Ta MoneKynApHO-reHeTUYHi Aocri-
PIKeHHA 'y 47 xBopux (BikoM Big, 23 A0 83 pokiB) i3 NnepBUHHO-MHOXWHHUMM 3110~
sAKicHuMu nyxnuHamu (MM3IM) opraHis xxiHoyoT penpoaykTnsHoi cuctemm (OXKPC),
y poAaMHax KMX XBopinu Ha pak poawudi | Ta Il ctyneHsa cnopigHeHocri. Mpep-
CTaBNleHO XapaKTepUCTUKY CUHXPOHHUX Ta MeTaxpoHHUX NIM3I1, octaHHi y 75%
BUNapKiB BUHMKann y BiLi noHap, 50 pokis. Cepef, MeTaxXpOHHMUX MYX/INH Y XBOPUX
Ha pak OXKPC HanyacTille piarHocTyBanu pak Tina matku (39,6%), pak se4HMKa
(20,8%), pak rpyaHoi 3anosu (14,6%), Lo Moxxe CBigYNTUN NPO CNifibHi MexaHismMmn
naroreHesy NepBUHHUX i BTOPMHHUX NyXNVH. Pe3ynbraTu kniHiko-reHeanoriyHoro
AocnipKeHHs cBiaYaTh Npo CrnagkoBUi XapakTep XBopo6u y NpobaHAiB: cimenHni
pakoBUI CMHAPOM BCTaHoBNEHo y 12,8% poaoBoAiB 3 arperatii€io y popoBopgax
MyXJIUH pi3HOro reHe3y, y 6% — cnagKoBUN pak ieYHUKa, MaTKW, FPyAHOT 3a503u.
3a pesynbratamMyn MofieKynipHO-reHeTUYHUX AocnipxeHb NyxnuH y 8 (18,2%)
i3 44 06cTeXXEeHNX NaLli€eHTOK BUsiBNieHo MyTaLii 5382insC B reHi BRCA1T1a 6174del
B reHi BRCA2, WO € CBifYEHHAIM poni reHeTUYHUX ¢akTopis y po3BnuTKy MMVI3M
OXXPC. KniHiko-reHeanoriyHun aHanis pofoBoAiB Ta BUABIIEHHSI MyTaLLinl y re-
Hax-cynpecopax BRCATi BRCA2 noTpiGHO po3LiHIOBaTU IK HEBif,'€MHY YacTUHY
KOMIJIeKCHOro 06cTe)XXeHHsSi XBopuX Ha pak OXKPC ansi BUSHauYeHHs reHeTUYHOro
PU3NKY PO3BUTKY BTOPUHHUX MYXJINH Ta po3poOKM NPUHLMUMIB reHeTUYHOT npo-

inakTUKm paky y ix pogunuis.
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BigcyTHIiCTb TEHACHLIT 10 3HUXKEHHS
3aXBOPIOBAHOCTI XXiHOK Ha pakK OpTaHiB
PEMPOAYKTUBHOI CUCTEMU OOTPYHTOBYE
MiABUIICHY yBary Ao Iiiei mpoosemu. st
11 po3B’s13aHHs HEOOXiAHI HOBI IMPOTpamu,
CIIPSIMOBAaHI Ha NPOMIIAKTUKY 1 paHHIO
NMiarHOCTUKY 3JI0SKICHUX HOBOYTBOPEHb,
y TOMY YUCJTi IEPBUHHO-MHOXWHHOI OHKO-
JIOTiyHOI naroJiorii. [lepBUHHO-MHOXUHHI
3n0sKicHi nmyxiaunau (ITM3I1) Hanexarsb
IO MaJiO BUBYEHMX OHKOJIOTIYHUX 3aXBO-
pIOBaHb, X0ua iHTEPEC A0 HUX 3’SIBUBCS
y 70-Ti poku MUHYJIOTO cTOJIiTTS. Haykosi
PO3pOOKHU 100 OCOBIUBOCTEN KITiHIYHOI
kaptuHu i nepediry [IM3I1 BuCBiTIeHO
B psni MoHorpadiit i crareit [1, 2, 8, 12,
14—18].

IIpote, He3Baxkawuyum Ha OGaraTopiyHi
TMOCTIIKEHHS, TOCi BiICYTHS Kiacudika-
1isT IMX TTyXJIMH, iX KOMIUIEKCHA KJTiHiuHa
XapakTepucTUKa y 3B’sI3Ky 3 pi3HOMa-
HiTHicTIO ricTosoriunux tumis [IM3II,
HE pO3pO0JICHO IIPUHITHIILIB iX IIpodiakTh-
KW, HE BU3HAYCHO TAKTUKN MOHITOPUHTY
XBOPMX, HE BUILIEHO I'PYIT PU3KKY LLIOIO

Adpeca:

Hanitivyk Onvea Boaooumupiena

03022, Kuis, 8ya. Bacunskiecoka, 45
Tnemumym excnepumenmansroi namonoeii,
onkonoeii i padiobionoeii im. P.€. Kaseybkozo
HAH Ykpainu

E-mail: oncology@Z2upost.com

Knio4oBi cnoBa: pak opraHiB Xi-
HOYOI penpoayKTUBHOI cucTtemu,
nepBUHHO-MHOXWHHI 3/105IKiC-

Hi yXWHW, CIMENHWE pakoBuvi
CUHAPOM, CraakoBui Pak, reHu
BRCAT1 i BRCA2, myTadiii.

KITMHUYECKAS OHKONOIUS, Ne 2 (10), 2013

PO3BUTKY BTOPUHHUX ITYyXJIUH TCIIS JIiKY-
BaHHS MAlliEHTIB OHKOJOTIYHOTO TTPOdiTIO
[11,13].

PesynbraTt KJTiHIYHUX TOCTIIXEHB
cBiguaTh Mpo migBuiIeHHs yactoty [TM3I1
B OCTAHHI POKM, 1110 MOXHA [TOSICHUTY HU3-
koo oocrauH. [ep 3a Bee, 11e Moxe OyTH
IOB’SI3aHO 3 OITUMI3alli€l0 AiarHOCTUKU
NYXJIMH LUISIXOM YITPOBAIXEHHS HOBUX
METOMiB 0OCTEXEHHST XBOPUX (EHIOCKOITis
i yJIbTpa3ByKOBa IiarHOCTUKA, KOMIT 10TepHA
Ta MarHiTHO-pe3oHaHCHa ToMorpadis, iMy-
HodepMeHTHi, iMyHOMOpPhOIIOTiYHI Ta MO-
JIEKYJISIPHO-TEHETYHi METOIM TOCITiIKSHHST
ornepalitHoro marepiaiy). Kpim toro,
PO3BUTOK BTOPUHHUX ITyXJIMH MOXJIUBUIA
TTiCTIST JTIKYBaHHSI TTALIEHTIB OHKOJIOTIYHOTO
npodiso, 0coGIMBO MOJIOAOTO BiKYy, i3 3a-
CTOCYBaHHSIM XiMiO- Ta IPOMEHEBO] Tepartii,
SKMM TIPUTAMAaHHUN MyTareHHWI BIUIMB
Ha KJTiTnHY oprani3my. LIxigmuBi dpakropn
JTOBKIJUIST, YMOBH ITpalli, iMyHoaediLuT, cro-
Ci0 XUTTS TAKOX € TIEPEAYMOBOIO TS PO3-
BUTKY OHKOJIOTIYHOI TTaTOJIOTil, 0COOIMBO
B JIIOZICH ITOXMJIOTO BiKY, TPMBATICTh XKUTTS
SIKUX 301TBLIYETHCS.




Cuig BKasatyl if Ha CyTTEBE 3HAUCHHS
CTaJKOBUX (HaKTOPiB Y BUHMKHEHHI Je-
KiTBKOX ITyXJIMH Pi3HOTO TeHEe3Y, 1110 MOXHa
TTOSICHUTH TIJIEHOTPOITHOIO €10 MYTAHTHO-
IO TeHa, SIKMI TepellaeThesl 3 MOKOMiHHS
BIIOKONiHHA [3, 22, 26]. [IM3I1 BUHMKAIOTh
3a YMOB I'€HETMYHOI CXWIBHOCTI 10 PO3BU-
TKY 3JIOSIKICHUX TIYXJIMH, sIKa XapakTepHa
JUTS psity CUHAPOMIB (cuHapomu [apaHepa,
Jlinva, Jli-®paymeHi, MHOXHWHHI ¢HI0-
KPUHHI Heoruiasii, MmiIBUIIeHa CIIOHTAaHHA
Ta iHIyKOBaHa JJaMKiCTh XPOMOCOM Ta iH.)
[4, 6]. Bimomi BUITagxu poO3BUTKY BTOPHH-
HUX ITyXJTMH Y XBOPUX Ha XPOHIUHUT NiMbo-
JIefiKo3 abo nimMborpaHyneMaTos, Py IKMX
Bi/I3HAYalOTh BUpaxXeHUil iMyHoxediuuT
[5]. Ha mymMKy messkux aBTOpIB, PO3BUTOK
TIM3II opraHiB XiHOYO{ PEITPOAYKTUBHOL
cucremu (OZKPC) Takox He € Ka3yicTUKOIO
[7, 19,23, 25,28, 30], mpoTe maroreHes i 3a-
KOHOMIPHOCTI iX PO3BUTKY 3aJIMIIAIOTHCS
HEBU3HAUEHUMM.

IIM3I1 3a cTpokaMyU BUHUKHEHHS
MTOAIAIOTh HA CUHXPOHHI Ta METaXpOHHi.
CunxponHi [TM3I1 po3BMBatOTHCS OJHO-
YacHO 3 TIEPBUHHOIO TYXJMHOIO a60 Ipo-
TSATOM TIiBPOKY Ilic/is i1 JiaTHOCTYBaHHS,
a MeTaxpoHHi IIM3I] BusBIsSIOTH Uepes
Ppi3Hi POMIXKHM Yacy Micis 6-MicsSuHOro
TepMiHy Bepubikalii IepBUHHOI JOKai-
3aLii 37I0SKiICHOTO Mpo1ecy.

[Mpu niarHocTyBaHHI MEPBUMHHOI MHO-
SKMHHOCTI IyXJIMH TOCiTHUKH KEPYIOThCS
KpUTepisIMu, siKi Oyau copmyaboBaHi
1ie B 30-Ti pOKM MUHYJIOTO CTOJITTSI. OCHO-
BHUMM [1apaMeTpaMH, sIKi IIIMPOKO BUKO-
PUCTOBYIOTh Y KIIHIYHUX TOCHTiIKEHHSIX,
€ HACTYITHI:

® KOXHAa 3 NIEPBUHHO-MHOXUHHHUX ITyX-

JIMH Ma€ XapakTepusyBaTUCS YiTKOIO

LiCTOJIOTIUHOI0 KapTUHOIO 3J105KicC-

HOCTI;

® KOXHa ITyXJIMHA Ma€ PO3TaIllOBYBATUCS
Ha BilICTaHi OJJHa BiJ OJHOI;
® BTOPMHHA IYXJIMHA HE Mae OyTH MeTa-

CTaTUYHUM YpaKeHHSIM MEePBUHHOT

Ty XJIMHU.

BuBueHHS KJIIHIYHUX 0COOJIMBOCTEIM
[MM3I1 po3Bosuio geranidyBaTu OaHi
KpUTEpii: MePBUHHO-MHOXWHHI TYXJIU-
HU — Ue 2 abo Oinblle MMyXJIUH, AKi po3-
BUHYJNCS B OJHOMY OPraHi3mi; MaioTh
pi3HMIT 200 OJHAKOBUI TICTOTeHE3, Pi3HMUIA
GiooriyHMit moTeHLia (10OPOSIKiCHI, 3710-
sIKiCHi a0o iX KoMOiHaii), pi3Hy abo ogHa-
KOBY TiCTOJIOTIYHY OYIOBY; JTOKATi3yIOThCS
B OJHOMY Oprasi (a6o mapHux opraHax)
OJIHi€T CUCTEMHU, Y PIZHUX OpraHax OJHiel
cUCcTeMU 200 Pi3HUX OpraHax PisHUX CUCTeM
i IPOSIBJISIIOTHCS OTHOYACHO (CMHXPOHHO),
ITOCTiTOBHO (METaXPOHHO) 200 KOMOiIHOBa-
HO (CUHXPOHHO-METaXpOHHO, METaXpOH-
HO-CMHXPOHHO), a TaKOX BiIIOBigaOTh
IpaBWIaM, SIKi BUKJTIOYAIOTh MOXJIMBICTh
PO3LIHIOBATY BTOPUHHY ITyXJIUHY SIK PELI -
B a00 MeTacras.

B ocTtanHi poxu Hala ysara mpuKyTa
10 POJIi TEHETMYHUX (DAaKTOPIB Y BUHUKHEH -
Hi criagkoBux hopm paky OXKPC [9]. Ana-

JI3YIOUM KJiHIKO-TeHeaIOTiuHi JaHi XBOPUX
Ha pak OXKPC, Mu 3BepHy/IM yBary Ha Ha-
SIBHICTh Yy POJOBOJAX MAaLiEHTOK 3 PakoM
tina matku (PTM), rpynHoi 3anosu (PI'3),
sseuHuka (PS) TIM3II, 1110 103BOIMIO BU-
IIJIATH CITAJKOBi, CIMEIHI i criopainyHi
Gopmu paxy.

Mema docaidxwcennsn: pejCcTaBUTHU
KJIIHIKO-MOP()OJIOriuHy OLiIHKY ITyXJIUH-
HUX IPOLECIB Ta KJIiHIKO-TeHEaJOTiuHy
XapakTepucTuKy xBopux iz [IM3I1 OKPC.

MATEPIAJIU TA METOOMU

AOCNIAXEHHSA

YV yuncio 06¢cTeXeHUX BKITIOYEHO 47 XBO-
pux i3 [IM3I1 OXPC, y poanHax ssKux
xBopinm Ha paxk poamui I Ta Il crymens
criopinHenocti. I3 47 nauienrox i3 [TM3I1
y 14 nepBuHHOIO ITyx;iHO0 0yB PI'3,y 13 —
PTM, y 7 — P4. V¥ 3arayibHy KiJIbKicTh 10-
CJIIKEHNX BKJIIOYEHO TaKOX 13 Bumaakis
KOJIOPEKTaJlbHOTO paky, y LUX XBOPUX
nyxauHu OXKPC 0yiu BTOpUHHUMH.
3 yciX HOBOYTBOPEHB BUKIIIOYAIN J100PO-
SIKICHI TTyXJTMHU ¥ TaKi, 1110 MaJIi OAHAKOBY
MOPGhOJIOTito i JIOKai3yBaaucsS B OJHOMY
Oprati >XiHO4YO1 pernpOAYKTUBHOI CUCTEMU.
Ycix xBopux 00CTeXeHO Ta TPOJIIKOBAHO
(xipypriuHe JliKyBaHHsI, TIPOMEHEBE, XiMio-
Teparisi B paMKax KOMIUIEKCHOTO Ta/abo
KOMOIHOBAHOTO CITEeiaJIbHOTO JIiKYBaHHSI)
3TiIHO 3 NiIOUMMU CTaHAAPTaMU, [IPUIAHS-
TUMU B YKpaiHi, Y KOMyHaJTbHOMY 3aKJIami
«Yepkacbkuit 001aCHUIT OHKOJOTIYHMIA
nucnancep» YepkachKoi 06s1acHOT paau
(mani — K3 «4OOd» YOP) B2005—2009 pp.
IMauienTku manu iHbGOpMOBaHY 3roay
Ha BUKOPUCTAHHS KJIiHIYHMX JAHUX TSI
NOCTITHALIBKMX LiTei.

YV BCiX XBOpUX ITPOAHATI30BAHO PE3YITh-
TaTW KJiHIYHUX, JaOOPaTOPHUX, THCTPY-
MEHTAJIbHUX JOCTIIXEHb, @ TAKOX KITiHIKO-
TeHEeAJIOTIUHI JaHi PO KiJbKICTh POAMNYIB,
XBOPMX Ha PaK, Ta CTYIiHb iX CIIOPiAHEHOCTI
3 mpobaHgoM (MpodaHIu — IMali€e HTKKA
3 MePBUHHO-MHOXUHHUMU MyXJIMHAMM),
OJIepXKaHUMU 3a CTIeLiaTbHO PO3POOIEHOI0
AHKEeTOl0, 3alIOBHIOBAHOIO IIiJ yac Gecinm
3 XKiHKaMU.

VY nmiarHOCTHULI TTePBUHHOI MHOXWH-
HOCTI IMyXJIMH MY KepyBaJucs KIiHIUHUMU
1TTaToMOpPMOTOTIYHUMU KPUTEPISIMU, Ha SIKi
MOCWJIANACS Y BCTYII JaHoi myoOsikauii.
Korinivanit giarHo3 BepudikyBaiu 3a 10-
TIOMOT010 MOP(MOJIOTIYHOTO AOCTiAXKEHHST
BUIAIEHUX ITyxJarH. OrepauiiiHuii MmaTepian
TiAgaBaIv KJIACUYHIM TiCTONOTTYHI 00poO1i
3 HACTYIMHUM (hapOyBaHHSIM TiCTOJOTIUHUX
3pi3iB rTeMaTOKCUIIiIHOM Ta €03MHOM Ta OLIiH-
KO0 MOP@OJIOTii MyXJIMH 3a AOIIOMOTOI0
Mikpockorna «Axiostarplus» («Carl Zeiss»,
Himewyunna) npu 36inemenHi 100—400.

I3 Yepkachbkoro o0JacHOIro MaToNO0-
rOaHaTOMIUHOTO apxiBy BimiOpaHo GIOKM
omepalliiinoro marepiany 44 (93,6%)
i3 47 xBopux i3 [IM3I1 OXKPC, Ha sixux
MPOBEJEHO MOJEKYISIPHO-TEeHETUIHE 10~
CJTiIKeHHS Ha HAssBHICTh HAMOTBIII TTOIITH -
PEHUX Y CJIOB’SIHCBKIl MOIMYJIsILii MyTaliit

OHKornHekonorus

yreHax BRCAITta BRCA2 (J1Y «Pedepenc-
LIEHTP 3 MOJIEKYJISIPHOI giarHocTHKU» MO3
VYxpainun, Kuis). JlocniikeHHS BKIIOYAIO
pumineHHs JHK 3 ricTosoriyHux 3pi3iB
IMMyXJAUH, aMIITi(ikawio 1ocHiIXeHNX
dparmentis JHK (amenscreumndiuyna
Ta KJaCU4Ha), eJeKTpohopeTuyHnii po3-
IMoAT aMIuTihikamitHux ¢hparMeHTiB abo
aHaJli3 pecTpuKLiHUX hparMeHTiB y 1,5%
arapo3HOMY Telli.

PE3VYJIbTATU OOCNIOXXKEHH4A

TATX OBrOBOPEHHSA

3a naHuMMuU kaHuep-peectpy K3
«HOOd» YOP, npotsarom 2010—2012 pp.
Ha AucraHcepHuit oomik B3sTo 1012 XBO-
pux pi3Hoi crati 3 [IM3I1, 3 gKux XiHOK
oymo 580 (57,3%). 13 3araipHOI KiNBKOCTI
xkiHox (7103 ocobu), ski nepedyBanu
Ha JIMCTaHCepHOMY 00Ky 3 IIPMBOILY OH-
KOJIOTIYHOT'O 3aXBOPIOBAHHS Y BKa3aHWI
riepioz, 6ys10 580 (8,2%) xBopux i3 [IM3I1
pi3HOrO TeHesy. I3 wiei KUTPKOCTI matieH-
ToK y 193 (33,3%) miarHoctoBano ITM3T1
OXKPC (tabxn. 1). I3 HaBegeHOI TabIUIIi BU-
nHo, 110 yacroTa [TM3IT OXKPC 3a BkazaHi
POKM JOCTOBIPHO HE 3MiHIOBaJIACH i KOJIH-
Bayacs B Mexax 32,1 i 34,7%, 1m0 MoxHa
MOSICHUTHU MIOPIYHMMHU KOJMBAHHIMM
OHKOJIOTIYHOI 3aXBOPIOBAHOCTI XKiHOK.

Cepen IIM3II Haitbinpm yactoo
natosorieto 6yB PI'3 (53,9%), Toni sik yac-
tora PTM i P4 BusBumacsa HUx4ow —
33,21 12,9% BinnosinHo. BigznaueHo Bapi-
a0eNIbHICTh KiJTBKOCTI ITYXJIMH Y Pi3Hi pOKH,
sxa craHoswia 4,0% — nnsa PI'3, 7,7% —
it PTM 14,3% — s PA (1aba. 2).

AHani3 KIiHIYHUX JaHUX [TOKa3aB,
mo B 7 (14,9%) i3 47 xBopux [TM3I1 Gynu
cuHXpoHHKUMH, y 40 (85,1%) — MeTaxpoH-
HUMM. 3arajioM BiK XiHOK IIpH AiarHOC-
TYBaHHI MEPBUHHOI MYXJIMHU KOJUBABCS
Bim 23 1o 83 pokiB, cepenHill Bik CTAHOBUB
49,9+4 4 poky, Memiana Biky — 50 poKiB.
OpepxkaHi pe3yIbTaTyl 30iraloThCs 3 JAaHUMU
sliteparypu. Tak, 3a OMHUMY JaHUMU, CEPeJi-
Hilt Bik xBopux Ha cuHxponumit PS i PTM
cTaHOBUB 49 pokiB, 3a iHIIUMU — 47,3 poky
[18, 22]. Binblu getanbHUil po3noain nati-
€HTOK 3a BiKOM (puc. |) CBITUUTD, 1110 HaM-
OusTpLIa KiTbKicTh XBOpUX (78,7%) 3 1iepBUH-
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Puc. 1. Po3nogain xsopwux i3 NMM3T
3a BikoM
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HOIO MYXJIMHOMW0 Oysia y BIKOBOMY iHTepBai
31—60 pokiB, 3 METAXPOHHOIO IYXJIUHOIO
(60%) — 51—70 pokiB.

OO0YMCIeHHS MPOAEMOHCTPYBAH,
1o BiK XBOpUX i3 cunxponHumu [TM3I1T
KosuBaBcs Bin 39 10 74 pokiB, CTAHOBISIYN
B cepeaHboMy 57,61+5,6 poky, MeaiaHa
BiKy — 57 pokiB. MiHimMaibHU#l BiK ma-
mieHTOK i3 MetaxpoHHumu [IM3I1 6yB
MeHIUM (23 poKkM), MaKCUMaJbHUNA —
Oinburum (83 pokm), Mpu LbOMY CepeHii
BiK (48,6%6,1 poky) i memiana (50 pokiB)
MaJv TeHIEHLIo 10 3MeH1ueHHd (p>0,05),
NOPiBHSAHO 3 TaKUMHU Yy T'PYIi XBOPUX
Ha CUHXPOHHU pakK.

TpuBanicte nepiony Mix giarHoc-
TYBaHHSM I[MEPBUHHOT Ta METaXPOHHOI
MyXJIMH Oyjia pi3HOIO i KoauBasacs Bil
3 po 27 pokxiB. HaitGinbwuiit TepMin
(27 pokiB) Bim3HayeHo y xBopoi Ha PTM
(repBUHHA NyXJIMHA Y Billi 50 pokiB), y siKo1
B MOJaJbIIOMY BUHUKIU 3 METaxpOHHI
NyXJIUHU (paK MpsIMoi KULITKU, UIKipH,
niMboma XomxKiHa).

3ajiexHo BiJ yacy BUHUKHEHHS BTO-
PUHHUX ITyXJIUMH (CUHXPOHHI Y1 METaXpOH-
Hi) it MOPGhOTOTIYHOTO AiaTHO3Y IEPBUHHUX
MYXJIMH yCiX XBOPUX PO3MOAiIEHO Ha 4 Tpy-
nu: rpyna [ — nmauientku 3 PI'3 (14), rpyna
II — PTM (13), rpyna Il — P51 (7), rpyna
IV — 3 pakom ToBcroi kuuku — PTK (13).
OCHOBHI KJIiHiKO-MOPGOIOTiuHi 0co0mU-
BOCTI XapaKTepu3yBaJIu OKPEMO, BiIIOBiI-
HO 10 uuX rpy1. KiiHiuyHi XapakTepucTuku,
pe3yJibTaTu KJIiHiKO-TeHeaJoTivHOTO 10~

CITKEHHST 1 MOPOIIOTIYHI 0COOTMBOCTI
CUHXPOHHUX ITyXJIMH [MOAaHO B Ta01. 3.

SIk BugHO (nMB. Ta671. 3), CHHXPOHHOIO
NyXJIuHOW0 y XxBopux Ha PI'3 6y PTM,
y nauientok 3 PTM — P4 i PTK, y xBopoi
Ha PSI — PTM, y xBopoi Ha PTM — P4,
IPU LIbOMY, 3a KJIIHIYHUMU JAHUMU, Y BCIX
[iarHOCTOBAHO NEPBUHHUI 3JI04KiCHUHN
npouec y I cranii. CUHXpPOHHI MTyXJTUHU
MaJIM iHUIY TiCTOJIOTIYHY CTPYKTYpY, HiX
MepBUHHA ITyXJIUHA, W y OibLIOCTI XBO-
pHX, 32 BUHSITKOM BUIAQIKiB paKy MpsMoi
kumky i P4, Takox BcraHoBiaeHo I cramito
npouecy. Ciix 3ayBaxXuTH, IO B MaLli€H-
Tok i3 PI'3 i PTM BusiBneHo 370s51KicHi
MYXJIMHU TOTO CaMOTo abo iHILOro TeHe3y,
o iy ix ponwyok I ta Il cTynens cro-
PIIHEHOCTI, 110 BKJIAZAETHCS B MOHSTTS
ciMeHMIT pakKoBUI CUHAPOM (CUHAPOM
Jlinya IT) [19, 23].

PesynbraTit KIHIYHUX, MOPGhOIIOTIY-
HUX Ta KJIIHIKO-TeHeaToTiYHUX JOCTiIKeHb
y XBOPUX Ha METaXPOHHUI paK MpeacTaB-
sieHi B Ta0u1. 4. Bik mauienrok 3 [IM3I1 ko-
JnuBaBcs Bin 23 10 83 pokiB, MPH LIbLOMY Ce-
penHiit BiK i iforo MeniaHa Oyau MEHITAMU
y xBopux Ha PSI. ¥ uiit rpymi Oyia oqHakosa
KIJIBKICTh OOCTEXEeHUX Y Billi 10 i moHam:
50 pokiB, ToAi sik y rpynax I ta [1 6ymo 6ib-
mre y Biti <50 pokis, a y rpymi IV — xBopux
BikoM >50 pokiB. Y mamieHTOK yCiX TpyI
IIpY MIEPBUHHOMY 3BEPHEHHI 10 OHKOJIOTa
niarHoctoBaHo [—III cramito myxXJaMHHOTO
npotecy. 3a TaHUMU MOPMOIOTIYHOTO J0-
CJIIKEHHSI ITyXJIMH BCTAaHOBJIEHO, LLIO Y XBO-

TaGnuusg 1. Yacrota 3axsoptoaHocTi Ha [MM3[1 3a 2010-1012 pp. (3a paHumm K3 «400[» HOP)
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pux Ha PI'3 HasitBHUI1 TPOTOKOBUI paK i CKip
(G1 ta G2 cTyninp audepeHuitoBaHHS),
y nauieHTtok 3 PTM — ageHokapunHoma
(GO 1a G1), 3 PSI — B OCHOBHOMY CepO3Hi
dopmu paky (G3), y xBopux Ha PTK — Haii-
yacritre ageHokapunuomMa (G2).

IHTepBa 10 1iarHOCTYBaHHS METaXPOH -
HMX ITyXJIMH KOJuBaBcs Bix 2 10 31 poky.
Ha BinMiHy Big CUHXPOHHUX MYyXJUWH,
OUTBLIICT METAXPOHHUX AiaTHOCTYBAIU
y xBopux y Bii >50 pokiB (30/75%) i nuie
B 10 (25%) BTOpUHHI MyXJTMHU BUHUKATIU
y Bili <50 pokis.

MeraxpoHHi IyXJIMHU Oyu Pi3HUMU
3 TiCTOJIOTIE0, TIPU LILOMY Y JESIKUX XBOPUX
Ha PI'3, PTM, P{l BusiBjisuiu 1o 2 myxiju-
HU. BTOpUHHI MyXJIWHU AiaTHOCTOBAaHO
Ha [—III cTaznii HeoIUIaCTMYHOTO IIpoLIECy.
Bpaxosyrouu, 1o PS1, PT'3, PTM (niepBuHHi
MYXJIUHU) € TOPMOHO3YMOBICHUMMU, MOXHA
MIPUTTYCTUTH, 110 PO3BUTOK METaXPOHHUX
MYXJIMH Y LUX XBOPUX TAKOX IOB’SI3aHUI
3 TinepecTporeHieo, sgKa 3alisgHa B Me-
XaHi3Max IaToreHe3y ropMOHO3YMOBIIE-
Hux nyxauH. OctanHi cepen 47 MyXiauH
3araqoM ctaHoBuiu 36 (75%), 3 AKuUX
PTM — 19 (39,6%), PI'3 — 7 (14,6%),
PS — 10 (20,8%).

JloCUTh BaXJIUBUMU 3 MOTISAAY POJIL
CMagKoBUX (HaKTOPiB Yy POIBUTKY MyXJTHH
i CiMEITHOTO PaKOBOTO CUHAPOMY BUSIBU-
JIUCS KJIIHIKO-TeHealoriyHi AaHi, 3TiAHO
3 skumu y 40 pogoBogax XBOPUX i3 MeTa-
XPOHHUMU 37T0SIKICHUMU HOBOYTBOPEHHSI -
MU BUSIBJICHO 74 POJWYIB Pi3HOTO CTYITCHS

Moka3Huku

KinbkicTb XBOpPUX, N/%
2010 p. 2011 p. 2012p. Ycboro

3aranbHa KiflbKiCTb XiHOK, B3ATUX Ha AMCNaHCEpHMIA 06k
3arasbHa KinbKicTb XiHok 3 MTM3[1, B3STUX Ha AucnaHcepHuid 0bnik
3aranbHa Kinbkictb XiHok 3 TM3[1 OXPC, B3sTux Ha AucnaHcepHuii 061ik

2322/32,7 2375/33,4 2406/33,9 7103/100
181/31,2 204/35,2 195/33,6 580/100
67/34,7 64/33,2 62/32,1 193/100

TaGnuusg 2. Yacrorta 3axsopioaHocTi Ha [TM3M OXPC 3a 2010-1012 pp. (3a aaHumu K3 «400[» YOP)

KinbKicTb XBOpUX, N/%

MokasHukw 2010p. 2011p. 2011p. Ycworo
3aranbHa KinbKicTb B3SITUX Ha AMCNaHcepHuii 06nik xBopux Ha PM3 (nepBUHHA NyXnuHa) 35/52,2 36/56,2 33/53,2 104/53,9
3arasbHa KinbKicTb B3TUX Ha AMcnaHcepHuin 06ik xeopux Ha PTM (nepBuHHa nyxnuHa) 24/35,8 18/28,1 22/35,5 64/33,2
3arasbHa KifbKicTb B3TUX Ha AucnaHcepHuit 067ik xeopux Ha PH (nepBuHHA NyxsuHa) 8/11,9 10/15,6 7/11,3 25/12,9
Ycboro 67/100  64/100  62/100 193/100
Tabnuug 3. Pe3ynbtath KNiHiYHUX, MOPGONOTIYHUX Ta KAIHIKO-reHeanoriyHux AOCMILXEHb Y XBOPUX HA NEPBUHHO-MHOXMHHMIA CUHXPOHHMIA pak (n=7)

I'pynu XBOpMX i XapakTepnucTKa nepBUHHUX NYXJIUH

XapakrtepucTtuka Ipyna | Ipyna ll pyna lll lpyna IV
MepBuHHI NyXnuHn PM3 PT™M P4 PTK
KinbkicTb XBOpUxX 2 3 1 1
Bik xBopux 39; 54 53; 68; 74 58 57
Cragpis | la, I, I lllc |
NatomopdonoriyHnit fiarHo3 MpoTOKOBUN iHINLTPYIO- AzeHoKapLuHoMa Cepo3Ha afeHokapLy- MyumrHO3HWIA pak
4w, ckip Homa
CTyniHb AndepeHLiloBaHHS NyXAnH G2, G1 G0, G1, G1 G3 G2
BTOPUHHI NyXIMHK Y rpynax XBOPUX Ha CUHXPOHHMIA pak
BTOpWHHI NyxanHu PT™M PA (2), PTK (1) PTM P
KinbkicTb xBOpUX 2 3 ] 1
Crapis la Ic—IIB 1B llc
CTyniHb andepeHLitBaHHs G0, G2 G2, G2, G2 G1 G3
Natomopdonoriynnii giarHos AneHokapunHoma ExpometpioigHwii, ce- AneHokapuuHoma CeposHa aneHokapuy-
PO3HWIA NaninApHUiA pak, HoMa
afieHoKapLuyuHoMa

3n05KiCHI NyXMHK y poauyiB npobaHpis Pr3y cectpu, 6abyci PTMy noukw i matepi, PI3 y marepi Pak wuitku matku y ce-

PI'3y cectpw, pak TOBCTOI
KuLuku y Gparta, pak nereHi
(2) y pipycis

cTpu
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CIOPITHEHOCTI, IKi XBOPLITU Ha paK Pi3HOTO
reHesy. I3 74 poanyiB 3M04KiCHI MyXJIMHU
oynu y 38 (51,3%) ponuuis I crynens
(16 matepiB i 14 6aTbKiB, 3 104KH, 2 OpaTiB
i5cecrep)i 36 (48,7%) pomuuis 11 cryre-
Hs cniopigHeHocTi (17 TiToK i 4 AsiABKIB,
12 6abycp i 3 migis). 3arasoMm, 3a KIiHiKO-
reHeajgorivHuMu ganumu, y 6 (12,8%)
3 47 poAVH BCTAHOBJIEHO CiMeUHMU
PaKOBUI CHHIPOM 3 arperaii€io myXJIuH
S€YHUKA, TPYAHOI 3aJI03U, Tijla MaTKu

1 IUTYHKOBO-KMITKOBOTO TPAKTY Ta MyXJIUH
iHLIOTO TeHe3y, Y 3 XBOPUX — CITaJKOBUA
pak (P4, PI'3, PTM). 3a nanumu nirepa-
Typu [19], cimeliHy icTopito paky y XBOpHX
Ha PTM i P4 Big3HavaioTh y OiIbIIOCTI
xBopux (28%).

Y 5 xBopMX i3 3arajbHOI KiJIbKOCTI
obcTexxeHuX OyJIo IeKiJibka MeTaXpPOHHUX
myxauH (tabsa. 5). e Oyau maiie HTK®
3 PI'3 (2), PTM (2) i P4 (1). XapakTepHo,
1II0 B YCiX CITOCTEpeXeHHsX, KpiM No 42,

3a KJIIHIKO-TeHeaIOr i YHUMU JaHUMU MOX-
Ha KOHcTaTyBaTu cuHpoM Jlinva I1.

SIK BUOHO 3 HaBEOEHUX Pe3yIbTaTiB
JOCTIKEHHST, y 6araTbOX XBOPHMX 3 TIEPBUH-
HOIO TOPMOHO3IEKHOIO IMyXJIMHOI CUHX-
poHHA ab0 MeTaxpOHHAa MyXJIMHU TaKOX
€ TOPMOHO3AIEKHUMMU, 110 MOXKE CBITIUTHI
IO CIiIBbHICTB IXHBOTO ratomMopdosy. Crin
BII3HAUUTH, 11O Y PO3BUTKY 3TOSIKICHOTO
pOCTy, KpiM TOPMOHAJbHUX TMOPYIIeHb
i TeHETUYHOI CXWJIBHOCTI, MalOTh 3HAaYEHHST

Tabnuus 4. Pe3ynbtatit KNiHiYHUX, MOPHONOriYHNX Ta KNiHIKO-reHeanoriyHnx A0CHiAXeHb Y XBOPUX Ha NEePBUHHO-MHOXUHHWIA METaxXpOHHWIA pak (n=40)

Fpynu XBOpUX i NepBUHHI NYXJIMHN

Fpynu xBopux I rpyna il rpyna Il rpyna IV rpyna

Myxnuun PM3 PTM PA PTK
KinbkicTb xsopux 12 10 6 12
Bik xBopux (KonmBaHHs), ce- 33-83 33-78 23-67 26-68
penHiit Bik/mepiaHa Biky (Me) 49,2/45 48,3/46 43/40,5 50/52
Kinbkictb xsopux fio 50/nic- 8/4 6/4 3/3 3/9
15 50 pokis
Crapis la-lllc la-lllB la=lllc I-lllc

MNatomopdonoriynmin fiaro3

MpOoTOKOBWIA IHINLTPYIOYMIA

AfeHokapLmHoma

CeposHuit naninapHuid pak (3), AnenokapuuHoma (8), myuu-

pak, ckip Cepo3Ha afleHoKapLMHoMa (2),  HO3HWiA (2), kapunHoig (1),
nmarepminoma (1) 6a3abHO-KNITUHHWIA pak (1)
MeTaxpoHHi nyXnuHn
IHTEpBan A0 AiarHOCTyBaHHS 2-22 poku 4-27 pokis 3-31 pik 3-19 pokiB
METaxXpPOHHUX MYXIWH
MeTaxpoHHi nyxauHu PTM (6), P4 (6), 6inatepanb-  PIIK (6), PI'3 (3), PA (2), pak  PTM (3), Pr'3(3), pak wayH- PTM (10)
HuiA PI'3 (1), capkoma (1), pak  waykka (1), pak wkipw (1), ka (1) P4 (2)
wuronogibHoi 3ano3m (1) nimdoma Xoaxkina (1)
KinbKicTb nyxnuH/KinbkicTb 15/12 14/10 7/6 12/12
XBOPUX Y rpyni
KinbkicTb xBopux fo 50 po- 4/8 2/8 3/3 1/11
kiB/nicns 50 pokis
Crapis la—lllc I-llB la—IlB la—lla
CTyniHb andepeHLitoBaHH PTM (G0-G2) PMK 6 (G1-G2) PTM (GO-G1) PTM (G0-3)
P4 (G2-G3) Pr3 (G1-G3) Pr3 (G1-G2) P4 (G1-G2)
PI'3 6GinarepanbHuii (G2) P4 (G2) Pak wnyHka (G1)
Capkoma (G3) Pak waynka (G3)
Pak wuronopibHoi 3ano- Pak wkipwn (G1)
3un (G1) JNlimdoma XoaxkiHa

MNatomopdonoriynmin fiarHo3a

AfieHoKapLIMHOMa, NPOTOKO-
BUN iHQINbTPYIOUMIA pak, ce-

AneHokapuuHoma, NpoToKo-
BUIA iHOINbTPYIOUMIA pak, Ba-

pO3Ha afileHOKapLMHOMA f1eii0-  3aNbHO-KNITUHHWIA pak, naoc-

Miocapkoma

3arasbHa KiflbKicTb 3N105KICHNX
NyX/MH y POA0BOAAX/Y POANYIB
| cTynens cnopigHeHocTi

24/14*

KOKJITUHHUIA paK, XpOHIYHWIA
nimeoneikos
18/9

AzleHoKapLMHOMa, Mefynsp-
HWiA paK, NPOTOKOBUIA pak

AneHokapLyHOMa, CEepOo3HNiA
naninfipHuit, rpaxynbo30-Kii-
TUHHUI pak

8/5 26/12*

*MepBUHHO-MHOXMHHMIA pak y MaTepi npobanaa; PMNK — Tyt i pani — pak npsimoi kuwiku.

TaGnuusa 5. [HAMBIAYanbHi XapakTepPUCTVKM XBOPUX 3 J1EKiNIbKOMA METaXPOHHUMM NYXAMHAMU

Bik xBopux, cTagis i MopdonoriyHi 0c06JIMBOCTI NyXIUHHOIO Npouecy

N2 cnocTepeXeHHs i gi-

Meplwa MeTaxpoHHa nyx-

Lpyra MeTaxpoHHa

Kniviko-reHeanoriy-
TpeTs MeTaxpoHHa ko-reHea

aruos MepaukKa nyxnuKa JIMHa nyxjuHa nyxavHa HI paHl
Ne 27 33 poku 40 pokis 61 pik - .
KniHiyHmi piarnos PFSp(IIa) Pak m,mononipﬁﬂo'l' 3a103m (1) Pd (Ipllc) ) e y Marepi; Bl .
Natomopdonorivnui ai- [poTokoBwiA iHINLTPY- ManingpHui EHpomeTpioigHa aneHo- i PRy TiTOK, pak ToBCTO
arHo3 104MiA pak KapuuHoMa SR AR
N2 36 36 pokis 57 pokis 57,5 pok - ; u
KniHiaHwiA giarHos Pr3 (i) pa (i) br3 {le) PI3 | pak ukiAku Mk
MaToMopONOrivHMit Ai- ConigHuii pak Cepo3Ha afeHoKapLMHoMa  BinatepasnbHuii npoToko- y marepi, PT3 y cecrpw,
arHo3 BUIA iHINBTPYIOUMIA paK pak flereri y Gatbka
Ne 16 23 pokm 50 pokis 54 poku
KniHiunui giarto3 P4 (Ic) PTM (IB) Pr3(l) PIK'y matepi, pak nere-
Natomopdonoriynmin gi-  CeposHa LMcTageHokap- AneHokapunHoma lMpoTtokoBuit iHINLTPY- Hi y Afabka
arHo3 LiHOMa 104 pak
N2 19 47 pokiB 59 pokis 69 pokis -
KniHiynui giarto3 PTM (I1) PIK (1) XBopo6a Xopxkina (I11)
aI;IrelHT(())BMopq)onorNHvu/l ai ApeHokapumHoma ba3anbHO-KNITMHHMIA pak  XpOHiYHWiA nimboneinkos Pax wnyHKa y 2 Gparia
Ne 42 50 pokis 75 pokis 77 pokis 77 pokis
KniHiunni giarto3 PTM (lla) PIIK (I1) Pak wkipw rominku ct. | Jlimpoma (IVa) P .
Matromopdonoriynuin ai- ManindpHa ageqokap-  basanbHO-KNITUHHWIA pak  [NOCKOKNITUHHWIA He po-  Jlimdoma XoaxkiHa ELED[LA P
arHos LMHOMaA roBit04MiA pak
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IHIII €HJ0- Ta eK30TeHHI (hakTopH, sIKi Ta-
KoK MoxyTh BrutiBati Ha OKPC, BUKiu-
Kalo4yy B HUX MTATOJIOTIYHI 3MiHU. 3a JaHu-
MM, TIOPYLIEHHS HE TLIbKY TOPMOHATIBHOTO
roMeocTasy, ajie i HassBHiCTh METabOTIUHUX
3MiH B OpraHi3aMi ITPU3BOASATH 10 PO3BUTKY
rnosiHeorutasiit [24, 25]. Bpaxosytoun ue,
aKTUBHMI TIOLIYK 3MiH B OpraHax-Milie-
HSIX TOPMOHAJBHOTO BIUJIMBY, OCOOJIMBO
Y XBOPUX Ha pakK, € aOCOIIOTHO HEOOXiTHUM
€TartoM ITiCJIst TiKyBaHHS IMallieHTOK i3 PI'3,
Ps, PTM misg oumiHKM pU3MKY PO3BUTKY
B HUX BTOPMHHUX [TyXJIMH.

Be3yMoBHO, HalOinbIINI iHTEpEC
BUKJIMKAIOTH XBOPi, Y POJOBOAAX SKUX
3JIOSIKICHI TTyXJIMHU (CMHXPOHHI Ta MeTa-
XPOHHI) OyJTM B MaTepiB i 0AaTHKIiB, 1110 € CYT-
TEBUM JJIST BUSHAYCHHS CIIaAKOBUX (HhOpM
paky. Sk BuAHO 3 puc. 2, HailyacTillowo
MaToJIoOTiel0 y 6aThKiB MpoOaHaiB OyB pak
1LTYHKOBO-KUIIKOBOTO TPAKTY i paK JIeTeHi,
y MaTepiB — pak ILTYHKOBO-KUIIKOBOTO
Tpakty i PI'3.

3a HaBeJAEeHMMM pe3ylbTaTaMu
MM HE MOXEMO BU3HAUMTH (hakTopu, sKi
BIUTMBAJIM HAa BUHUKHEHHS 3JI0SKiCHOTO

POCTY y WIEHIB JaHUX POAMH, ITPOTE MOXKHA
KOHCTATyBaTH, 1110 KJIiHiYHUI 1 Mopdoio-
TIYHMI AiaTHO3M Ta JaHi KIIiHiKO-TreHealo-
rigHoro gociimkerHs [IM 311 cBimyars rmpo
CITAIKOBUIT XapakTep XBopoou — y 6% XBo-
pux criankosuit PTM, P4, PI'3 (puc. 3, 4),
y 12,8% — ciMeitHMIT paKOBUIl CUHIPOM
(puc. 5),

3a JaHUMU MOJIEKYJISIPHO-010I0TIUHIX
1 KINHIYHUX JOCTiIKEHb paKy, CIalKoBUK
XapakTep MyXJIMHHOI XBOPOOU I'PYHTYETHCS
Ha JOCTIIXEHHSIX TEHETUYHOI CXUITBHOCTI
OHKOJIOTIYHOI MaTOoJOrii, gKa [MOoJsIrae
Yy BUBYEHHI T€HiB CXMJIBHOCTI OO PO3BU-
1Ky paky OXKPC [20, 21, 27, 29]. Ilpu
MOJIEKYJISPHUX JOCHTIIKEHHSIX BUSBIECHO
MyTalii B reHax-cympecopax MyXJIMHHOTO
pocty — 185delAG (rer BRCAI), 5382insC
(ren BRCAI), 2080delA (ren BRCAI),
4154delA (ren BRCAI) ta 6174delT (ren
BRCA2), a Takox mytauii B reHax peria-
pauii AHK AMLHI i hMLH2. Bin3na-
YEHO TaKOX TEHACHLUIIO 10 BUHUKHEHHS
MEPBUHHO-MHOXUHHUX YPaXEHb TPYIHOI
3a1031 abo SIEYHUKA Y OCi0 3 aHOMAaJb-
HUM METHJIyBaHHSIM TeHiB RASSFIA,

TaGnuusg 6. Yacrora i xapakTepucTuka MyTaliii B reHax BRCA1/2y xsopux i3 M3 OXPC (n=44)

MyrTauii B reHax

BRCA1 (185delAC)

KinbkicTb i xapaktepucTuka 0

BRCA1 (5382insC) BRCA2 (6174delT)
4 4

MyTawjii (y myxkax acowiawis (Pr3+Ps — 3) (PTM+PS — 1)

NyXnH y npo6axza Ta Kiflb- (Pr3+PT™M — 1) (Pr3+P4 — 1)

KICTb NaLieHToK) (PA+pak wnyHka — 1)
(PTM+PIK = 1)

3aranbHa KifbKiCTb nauieHToK 8(18,2%)

3 MyTauismu, n (%)

3araibHa KifbKicTb 06cTeXe- 44 (100%)

HWX naujieHTok, n (%)

50,3% a 6

5.5%

55% 559

1.1%
BPWKT =PI ®mPr3 mpWM
EPA EPTM EPTM+PTK

16.6%

pak nereHi; PTK — pak TOBCTOI KMLLIKK

Puc. 2. Po3nogain xsopux (%) Ha pak maTtepiB (a) i 6aTbkis (6) npobaHAiB 3a AaHUMMN
KNiHIKO-reHeanoriyHoro aHanizdy. PLLUKT — pak WwnyHKOBO-KMLIKOBOro TpakTy; PJ1 —

27.3%
9.1% 9.1%

B PWKT M pPa M Capkoma M Pak

OHKOornHekonorusa

RAR[2[4]. ToMy HEOOXITHICTh TTOAATBIINX
MOJIEKYJIIPHO-TEHETUYHUX OOCTEXKEHb XBO-
pux Ha pak OZKPC, 0cob1BO 3 TEPBUHHO-
MHOXWHHUMM TYXJIMHAMM, Ta IX POAMYIB
Ha HassBHICTh MyTaLlill B reHaX-CyIpecopax
myxJimHHoro pocty BRCA1/2 abo ogHOHY-
KkiteoTuHOTrOo mojtiMmopdizmy (SNP — single
nucleotide polymorphism) reHiB He BUKJIH-
Kae cyMHiBiB (puc. 6). Taki nocmigKeHHs
OyIyTh CIIPUATH YTOYHEHHIO T€HETUYHUX
3MiH Ta iX acolialii 3 pO3BUTKOM ITOJIiHE-
orutasii.

3 merolo izeHTudikanii HaOiNbLI
[MOUIMPEHUX Y CIOB’STHCHKiN MOIys-
uii myrauniit y renax BRCAI (185delAG
i 5382insC) ta BRCA2 (6174delT) namn
MPOBEAEHO MOJIEKYJISIPHO-TEHETUYHE
JIOCHIIKEHHST TTYXJIMH, BUAATEHUX Y XBO-
pux i3 [IM3I1 OXPC. 3a pesynbraTamu
MOJIEKYJISIPHO-TEHETUIHMX JOCIIIKEHb
y nyxauHax 8 (18,2%) i3 44 mauieH-
TOK BUSBIeHO MyTalii B reHi BRCAIl —
5382insC y 4 xBopux i3 [IM3I1 OXPC,
B reHi BRCA2 — 6472delT y 4 i3 [IM3I1
OJKPC + pak nHuTyHKOBO-KHUIITKOBOTO TPaK-
Ty. Haromicte mytauito 185delAC B reni
BRCA I He BUSIBIICHO B XKOIHOMY 3 BUITAIKiB
(tabn. 6). Ilpu 3icTaBaeHHI MyTalifHUX
3MiH y IyXJIMHHUX KIITUHAX 3 KIIHIYHUMA
0COOIMBOCTSIMI HEOIIJIACTUYHOTO [TPOLIECY
y xBopux i3 [IM3I1 Big3HayeHo, 1110 3a Ha-
sBHOCTI MyTalliil BreHax BRCAI(5382insC)
Ta BRCA2 (6472delT) y 5 3 8 mauieHTox
PEECTPYBAIM CUHXPOHHE BUHUKHEHHS
anosikicHux nmyxjuH OXKPC.

Buxonsun 3 BUIIIEHABEAEHOTO, MOXHA
3pOOUTH BUCHOBOK, 1110 32 HASIBHOCTI B PO-
nuHi xBopux Ha pak OZKPC ta reHeTHuHmX
3MiH y poanuiB nmpobaHga abCOTIOTHO
HeOOXiZHMM 3axoI0M € (POpPMYBaHHSI
IPYIl TEHETUIHOTO PU3UKY PO3BUTKY PaKy
B TAaKMX POAMHAX Ta PO3p0oOKa TaKTUKH
iX MOHiTOpUHTY. Ha KOpHUCTh MOHITOPUH-
ry ocib 3 cimeit, y sikux € xpopi 3 [IM3I1,
CBiUaTh JOCHIIXEHHS [7], aKi 1Moka3au,
110 B XiHOK 3 PTM BimHocHuit pusuk PI'3
CTAHOBHUTH Ha 1-My pOLi CITOCTEPEKEHHS
13,6, Ha 5-my — 5,3, Ha 10-my — 3,9, Ha 15-
my — 3,0. ¥V xBopux Ha PI'3 BimHOCHMI
pu3uk po3BuTKy PTM Takox BeIUKHIA,

| amill

PTM
55 pokiB

PTM ¥ PTMHPTIK
60 pokig ~ CUHXPOHHI
65 pokiB

PTM
31 pik
CnocrepexeHHs N2 8

Puc. 3. Poposig npobaHaa (cnoctepe-
xeHHsa N2 8). Cnagkosuit PTM

| .__E

Pr3+PTM
XMZT::i 5 69 50 pokis
P pokiB
®ibpo-  pr3 A PI336 pokis

afieHOM 55 poig  METaXPOHHI
rpyaHoi 57 pokiB

3anosn
L 5

CnoctepexeHHa N° 36
Puc. 4. Poposig npobaHaa (cnoctepe-
xeHHa N2 36). Cnagkosuii PIr3. PJ1 —
pak nerexi

L am

PTM Pak nigwnyH-
85 pokis KOBOI 321031
75 pokis

PTM, /:I'?: 57 pokiB
60 poKiB pA 64 pokm
MeTaxpOHHUIN

1] P
51 pik

CnocrepexeHHA N2 41
Puc. 5. Pogosig npobaHga (cnocTte-
pexeHHs N2 41). CimenHuiA pakoBuin
CUHAPOM
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AR TRRIILT

M 1 2 3 4

Puc. 6. Mpuknan pe3ysbTaTtiB MONEKYIAPHO-reHETUYHOMO 0OCTEXEHHS HAa BUSIBIIEHHS
myTauin B reHax BRCA1/2. 3paskn 11: 1 — N/N (185delAC), 2 — N/N (5382insC), 3 —
M/N (6174delT); 2M: 4 — N/N (185delAC), 5 — M/N (5382insC), 6 — N/N (6174delT);
3M: 7 — N/N (185delAC), 8 — M/N (5382insC), 9 — N/N (6174delT) M (GeneRuler
50 bp DNA Ladder) — mapkep MONeKySpHOi Macu

5 6 7 8 9

0COOJMBO Ha 1-My polli CIIOCTEePEXKEH-
g — 9,0, va 5—10-my — 2,0-2,2, Ha 15-
My — 3,6. BctaHOBIIEHO, 1110 CHHXPOHHUI
PI'3, acouiitoBaHuii 3 MyTallisiIMK B TeHaX
BRCAI/2, BusiBisiioTh y 50% XBOpUX,
a 3a YMOBU MEPBUHHO-MHOXWHHOI ma-
tosorii (PT'3 1 P4) y 100% miarHocTyioTh
repMiHajabHi MyTallii B reHax penapauii
JHK, 1110 103BOJISIE BUALIATY CTIAAKOBUIA
OHKOJIOTIYHUI CUHAPOM, Y CKJIa STKOTO
BxoasiTh PI'3 ta/a6o P4 [10].

Lli mpukiiagu cBigyaTh PO MaToreHe-
TUYHY CITUIbHICTb i CXUJIbHICTH O PO3BUTKY
CUHXPOHHUX ab0 MeTaxpoHHux PI'3, PTM,
P41 Ta HaranbHy HEOOXiIHICTh TPOBEACHHS
KJIIHIKO-TeHeaJloTiyHOT0 aHali3y cimei
3 BU3HAYCHHSIM YaCTOTH arperauii 3710siKic-
HUX ITyXJIMH Y POAWHi, ocobamBo I cTymeHs
crniopigHeHocTi. Takuii migxia € BaXJIUBUM
KPOKOM [JIsi BU3BHAYECHHS PU3UKY PO3-
Butky [1M3I1 y nmpo6aHziB, a TaKoX s
CKPHUHIHTY ITyXJTMHHOT IAaTOJIOTii, 0COOIUBO
PI'3, PTM, P4.

Takum 4yMHOM, ojepXaHi HaMU pe-
3yJIBTATH BKAa3ylOTh Ha aKTyaJbHICTh i TIep-
CMEKTUBHICTD ITOJATBIIIOTO BUBYEHHS TAKOI
MaJtoiociimkeHoi mpobiaemu, sk [TM3I1
OXPC, nipy 1boMy CyTTEBE 3HAYCHHS
B MalOyTHIX HOCJiJXEHHSIX HaJICXUTh
He JIMIIIE KIIHIYHUM, MOP)OJIOTIYHUM i KJTi-
HiKO-TeHEAJIOTIYHUM, ajie i MOJIEKYJIsIp-
HO-TEHETUYHUM TOCIIIKEHHSIM, Bil SIKUX
3ajexaThb Oi0JIOTiUHI TTPOSIBU MYyXJIMHHOTO
rpoiecy.

BUCHOBKH

1. MM3I1 OXPC (cunxpoHHi Ta MeTa-
XPOHHI) XapaKTepU3yrThCs iHAUBITYyalb-
HOIO BapiabesIbHICTIO 3a CTPOKaMU MPOSIBiB
HEOIJIACTUYHOTO pocTy. Y 75% XBopux
i3 [IM3I1 opraHiB pernpoayKTUBHOI CHCTe-
MU METaxpOHHI ITyXJIMHU BUHUKJIM Y Billi
nicist SO pokiB.

2. Cepell METAaXpOHHUX MYXJIMH Y XBO-
pux i3 [IM3I1 OXKPC naityacriiie giarnoc-
tyloteest PTM (39,6%), P4 (20,8%), PI'3
(14,6%), 110 MOXe CBITUUTH MPO CITLTbHI
MeXaHi3MU TOPMOHAJIBHOTO TIATOTeHE3Y.

3. Binb1ticts (89,4%) CUHXPOHHUX i Me-
TaXpOHHUX MMYXJIUH Majy eriTesiaTbHui
reHes, ix ricrosioriuta OymoBa Binrosinana
alleHOKapLIMHOMAaM Pi3HOTO CTyIeHs aude-
PEHLII0BaHHS i TIOCKOKJIITUHHOMY paKy.

4. 3a TaHMMM KJIiHiKO-TeHEaJIOTiYHOTO
obcrexxeHHs rnpobanais (xsopi 3 [IM3I1)
3JI0IKiCHI TIyXJIMHU pi3HOrO reHesy Oia-
rHocryBanu y 51,3% poauuiB I crynens
criopigHeHocti i 48,7% 11 cryneHs cro-
pigHenocTti. Y 12,8% xBopux i3 [1M3I1
BM3HaYeHO cUHApoM JliHua 3 arperaui€io
MyXJUH SIEYHMKA, TPYIHOI 3a/1031, Tijla
MaTKH i IUIYHKOBO-KHUIIKOBOTO TPakKTy,
y 6% xBopux — cmaakosuii PSI, PTM a6o
PT'3.

5.Y 18,2% XBOpUX 3 CUHXPOHHM-
mu [TM3I1 BusBIeHO MyTallii B TeHax
BRCAI i BRCA2, 110 MOXe CBITUUTH MPO
pOJIb TEHETUYHUX (PAKTOPIB Y PO3BUTKY
MePBUHHO-MHOXUHHUX TyxJiuH OXKPC.

6. KJtiHiko-reHeajoriqHuil aHasuis po-
IOBOJIIB Ma€ pO3LIiHIOBATUCS SIK HEBil’€MHA
YaCTUHA KOMIUJIEKCHOTO 00CTEeXeHHS
poluH, y dkux € xBopi Ha PI'3, PTM,
P4l 11t BU3HAUEHHSI PU3UKY PO3BUTKY Me-
TaXpOHHUX MYXJIMH y TPOOAHIIB Ta SIK 3aXi
111 pO3pOOKM MPUHUHUTIB FeHETUYHOTO
MOHITOPUHTY POAUYIB MPOOAHAIIB i Mpo-
(iakTUKKM paKy y WICHiB iX pOAMH.
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Pesiome. [TpoBeneHbl KIMHUYECKUE, KIMHUKO-TEHEATOTHYe-
CKHE U MOJIEKYJISIPHO-TeHETUYeCKHe uccieoBanHus y 47 00Jb-
HBIX (Bo3pacT oT 23 10 83 jieT) C MepBUUHO-MHOXECTBEHHBIMU
370KauecTBeHHbIMU onyxoJsiMu ([TM30) opraHoB XeHCKON
penipoaykruBHoi crcteMbl (OZKPC), B ceMbsIX KOTOPBIX 0011
pakoM pojactBeHHUKM | u 11 crerienu poacrsa. [1peacrasieHa xa-
pakTepUCTUKA CUHXPOHHBIX U MeTaxpoHHbIX [IM30, nocnenuuie
y 75% GoJbHBIX BO3HUKAIU B Bo3pacte crapuie S50 jer. Cpeau
METaXpPOHHBIX OTMyXoJiel y 60yibHBIX pakom OXPC yamie Bcero
JIMATHOCTUPOBAJH pak TeJia MaTku (39,6%), pak ssuunuka (20,8%),
pak TpyaHo xeyesbl (14,6%), 4TO MOXET CBUAETEIbCTBOBATH
00 00IMX MeXxaHU3Max MaToreHe3a MEePBUYHBIX U BTOPUYHBIX
onyxoJjieil. Pe3yabraThl KIMHUKO-TEHEATOTMUECKOTO UCCIe0Ba-
HUST CBUIETEbCTBYIOT O HACJ/IE/ICTBEHHOM XapakTepe 3a00sieBaHusI
y IPOGAHIOB: CEMEIHBIN PAKOBbI CUHAPOM yCTaHOBJIEH B 12,8%
POJOCIOBHBIX C arperalmeii ormyxoJieil pa3Horo reHesa, B 6% —
HACJIEICTBEHHBIN paK SIMYHUKA, MaTKH, TpyaHOM Xene3sbl. [1o pe-
3yJIbTATaM MOJIEKYJISIPHO-TEHETUUECKUX UCCIIETIOBAHMIA B OITYXOJISIX
8 (18,2%) u3 44 o6ce1OBaHHbBIX MAITMEHTOK BBISIBICHBI MyTALIUN
5382insC B reHe BRCAI u 6174delT B BRCA2, uto SIBJISETCS CBU-
JIETEJILCTBOM POJIM F€HETUUeCKUX (pakTopoB B pazsutuu [IM30
OKPC. KnuHUKO-TeHealoTMYeCKU il aHATU3 POJAOCTOBHBIX U BbI-
siBiieHue Mytauuit B reHax BRCAI, BRCAZ2 ciefyer pacueHUBATh
KaK HEOTBEMJIEMYIO YACTh KOMITIEKCHOTO 00C/Ie1OBAHMS OOJIBHBIX
pakoM OZKPC n1s1 onpeiesieHust TeHETUYeCKOTO prcKa pa3BUTHSI
BTOPUYHBIX OIYXOJIeH ¥ pa3pabOTKKU MPUHLMIIOB T€HETUUECKOM
poUIAKTUKY paKka y UX POACTBEHHUKOB.

KnioueBble c/10Ba: pak OpraHoOB XEHCKOW PerpoayKTHBHOM
CHCTEMBI, TIEPBUUHO-MHOXECTBEHHBIE 3/I0KAUECTBEHHBIC OTTYXO-
JIN, CEMEWUHBIN PAKOBBI CUHIPOM, HACJIEACTBEHHBIN pak, TeHbI
BRCA1i BRCA2, myrauuu.
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Genetic factors and their role in the
predispozitioned to formation of multiple primary
malignancies of the female reproductive system
0.V, Paliychuk"?, L.Z. Polishchuk’, N.G. Gorovenko?, Z.I. Rossokha’,
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Summary. There were conducted the clinical-genealogic and
molecular-genetic studies of tumor processes in 47 patients (aged
23 to 83 years) with multiple primary malignancies of the female
reproductive system from the families whose relatives (first and
second genetic relationship) had cancer. The clinical-genealogic
data have proved about hereditary cancer diseases — 12,8%
in patients with cancer family syndrome, 6% in patients with cancer
of ovarian, cervix or breast. The results of molecular-genetic stud-
ies in 8 tumors (18,2%) of 44 examined patients were identified
5382insC in BRCA1 gene and 26472delT in BRCA2 gene mutations.
The clinical-genealogic pedigree analysis should be viewed as part
of a comprehensive survey in the families with malignant tumor
pathology aggregation for determining the genetic risk of cancer
in healthy relatives of probands and its prevention in the members
of such families.
Key words: cancer of female reproductive system, multiple pri-
mary malignancies, cancer family syndrome, family cancer, genes
BRCAI/2, mutations.




