
OT3LIB 

oqnU..(Ha.JlbHOI'O 0fIII0HeHTa - ,[(0KTopa Me,[(Hl(HHCKHX HayK, npoq>eccopa, 

3aBe;zy101.I.(ero Kaq>e.l(J)OH rocnHTanhHOH XHpyprHH NQ2 <l>fEOY BO PHI1MY HM. 

H.I1. IlHporoBa MHH3,[(paBa PoccHH - UlanoBaJILHH._a CepreH reop1"ueeuqa o 

,[(HccepTau.110HHOH pa6oTe CeMeHoBa ~M1p.ID1 A.JieKcaH,[(pOBlfqa: «Oco6euHocTH 

,[(HarH0CTHKH H JieqeHmI CHH,[(p0Ma lIHHtJa» npe,ncTaBJieHI-IOH Ha C0HCKaHHe ytJeHOH 

CTeneHH KaH,[(H,[(aTa Me,[(Hl(HHCKHX HayK no cneu.11anbH0CUIM: 14. 01.17 -

X11pypr11.s1, 03.02.07 - reHeTHKa. 

AtrryaJILHOCTL. 

)J.11ccepTaQID1 CeMeHoBa ,n:.A. nocBxl.I.(eHa Hccne,noaaHmo oco6eHHOCTeii 

,[(HarH0CTHKH H JieqeHmI pe,[(K0f0 3a6oJieBaHIDI - CHH.Lq)0Ma Jl11Hqa. 

HecMOTJ)X Ha 3HatJHTeJihHhie q>yH,naMeHT8nhHhie OTKphITIDI, npHMeHeHHe 

H0BhlX q>apMal(eBnrqeCKHX, Me,[(Hl(HHCKHX H MOJieKyIDipHo-611onor11qecKHX 

TeXHOJIOrHH B 0HK0JI0fHH, npo6neMa neqeHIDI, ,[(HarH0CTHKH H Bh16opa O0'beMa 

x11pypr11qecKoro netJeHIDI y ,naHHOH rpyrrnhI 6oJihHbIX ,naneKa OT pemeH1rn. 

Ilpo6JieMa npHo6peraeT oco6yio aI<ryanhH0CTh, yqHThIBWI npeo6na,[(aHHe 

cpe,nH nau.HeHT0B C coqeTaHHblMH 3JI0KaqeCTBeHHhIMH HOB006pa30BaHIDIMH y 

nau.HeHTOB MOJIO,[(OfO B03pacTa. 

CJIO)KHOCTb reHeTHtJeCKOfO aHanH3a, ero BbICOKruI CTOHMOCTh onpe,nenxeT 

Heo6XO,[(HMOCTb BbI,[(enemrn rpynn pHCKa, 0CH0BaHHhIX Ha KJIHHHtJeCKHX, 

aHaMHeCTHqeCKHX ,naHHbIX, cae,neHbXX O ceMeHHOM aHaMHe3e. Heo,[(H03HaqHO 

pemaeTCX Bonpoc H 06 o6'beMe XHpypraqecKoro BMelllaTeJibCTBa B CBX3H C BbICOKOH 

BepOHTHOCTb10 pa3BHTHX MeTaxpOHHoro pa1rn pa3Jrnqnoii JIOK8nH3al(HH. 



Cne;zyeT II0,l(l{epKHyTb, lJT0 npo6JieMa .n1rnrH0CTHKH H Jiet.IeHIDI CHH)J,p0Ma 

n11Hqa B OTeqecTBeHHOH JIHTepaType 0CBew:eHa He.n;ocTaToqHo. 

HayqaaH H0BH3Ha HCCJie)],0BaHHH. 

Pa6oTa SIBJUieTC.sl nepBhIM 0TeqecTBeHHhIM HCCJie,n:0BaHHeM, ou,eHHBaIOW:HM 

KJIHHHqecKyio H M0JieKyJUipHo-reHeTHqecKyio xapaKTepHCTHKH nauHeHT0B C 

CHH,n:pOMOM nHHqa. 

ABTOpOM 6hIJIH pa3pa6oTaHhI Kpl-ITepHH .nn.si: OT6opa nau,HeHT0B c 

K0JiopeKTaJihHhIM paK0M .nn.si: BbIII0JIHeHIDI HCCJie,n:oBaHIDI Ha HaJIHqHe MYTaUHH 

reH0B CHCTeMbI penapau,HH ,[(HK. l-fayqeHhl KJIHHHqecKHe xapaKTepHCTHKH 

nau,HeHT0B C K0JiopeKTaJibHbIM paK0M Ha cpoHe CHH,n:poMa nHHtJ:a. 

BhI.si:BJieHO, qTo y 60JihHbIX C Cn HaH6onee qacT0 6hIJia 061-iapy)KeHa MyTaU,H.sl B 

reHax MLH 1 H MSH2 - 88% Ha6mo,n:eHHH, qTo cooTBeTCTByeT .n;aHHhIM, 

npe.ncTaBJieHHhIM B JIHTepaTypHhIX HCTQqHHKax. B HaCTO}Il.I~eM HCCJie,n:oBaHHH 

MyTaUIDI B reHe MLH 1 6hma BhISIBJieHa B 50% cnyqaax, B TO BpeM.si: KaK y 

6onhnrn:HcTBa eBponeiiueB Ha116011ee qacTo ,n:HaruocTHpyeTcSI MYTaum1 retta MSH2. 

O6Hapy)KeHO, qTo paK )Keny,nKa BC1peqaJIC.sl C BbICOKOH qacTOTOH KaK B ceMbSIX 

c Hacne,n:cTBeHHhIMH MYTal.lHSIMH B reHe MLH 1 - 12%, TaK H y 6onhHhIX c 

MYTaUIDIMH B reHe MSJ/2 - 4 %. 3noKaqecTBeHHhie HOBoo6pa3oBaHIDI MaTKH qaw:e 

o6Hap)')KHBaJIHCh B ceMh.si:x npo6att,noB c MyTaUIDIMH B reHe MSH2 - 5%. PaK 

opraH0B MoqeBbI,neJIHTeJihHOH CHCTeMbI 6hIJI Bhl.slBJieH T0JibK0 B ceMh.slX c 

MyTau,mIMH B reHe MSH2 - 3%, a paK W:HTOBH,n:Hoii )KeJie3hl T0JihK0 y npo6au.na c 

repMHHaJihHOH MYTau,Heii B re He PMS 1. 

O60CHOBaHHOCTb uayqffbIX IlOJIO~eHHH. IlpaKTuqecKaH 3ffaqHM0CTb. 

CcpopMyJIHpOBaHHhie HayqHhie IIOJIO)l(eHH.sl, BhIHOCHMbie Ha 3aW:HTY, .SIBJI.SllOTC.SI 

HayqHo o60CHOBaHHhIMH, onpe,n:eJUilOTC.SI )J,0CTaToqHblM t!HCJI0M Ha6rr10.neHHH H 

II0.D:TBep)l()J.eHhl CTaTHCTHqecKHMH pactieTaMH. 



Ilpai<T11qec1G1e peKOMeH,n;au,1rn Cq>OpMyrrHpOBaHbI qeTKO H HMeIOT pearrhHOe 

npaKTHqecKoe 3HaqeHHe. 

Tipo,neMOHCTpHpOBaHO, t{T0 aM6yrraTOpHoe o6crre,noBaHHe nau;HeHT0B c CJI H 

HOCHTerrew Myran;HH Heo6xo,nHMO HaqHHaTh c 22-rreTHero B03pacTa. B :now rpyrme 

6oJibHbIX, yqHTbIBruI BhIC0KYJO qacT0TY B03HHKH0BeHIDI KPP' peK0MeH.[(yeTC.sl 

BbITI0JIHeHHe K0JI0H0CK0TIMH Ka)K.[(ble 6 Mec.si:n;eB. :Uenecoo6pa3HO rrpoBe)].eHHe 

3f):(C C 27-neTHero B03pacTa. Tiau;HeHTKaM npH o6Hapy)KeHHH CHH.n;poMa JI11ttqa 

BO acex CJIY'tfruIX neo6xo,nHMO Ha6n10,neHHe rHHeKonora-oHKorrora, HaqHHruI c 

B03pacTa 27 neT. EorrhHhIM c MyTan;11ew B reHe MSH2 noKa3aHo Ha6J110,n;eHHe 

0HKonora-yporrora c 32-neTHero B03pacTa. I1pH Myran;HH B reHax PMSJ 

peK0MeH.zzyeTC.sl o6cne,noBaHHe In;HTOBH.[(HOH )KeJie3hI C 40-neniero B03pacTa. 

BbITIOJIHeHHe MPT ron0BH0ro M03ra onpaB,nano y 60JibHbIX C CHH.[(p0M0M JlHHt{a, 

B ceMeHHOM aHaMHe3e K0T0pblX BCTpeqarrHCb onyxoJIH ,naHHOH JI0KaJIH3an;m1. 

,ll;ocTOBepuocTb noJiy'leHHblX pe1yJILT8TOB. 

)];ocTOBepHOCTb pe3ynhTaTOB onpe.nen.si:eTC.sl .[(OCTaTOt{HbIM t{HCJIOM 

KJIHHHt{eCKHX Ha6mo,neHHH H HCTI0Jih30BaHHeM C0BpeMeHHhIX o6'beKTHBHhIX 

MeT0.[(0B na6opaTOpHOH ,L(HarH0CTHKH. OHM o6ecneqeHbl Ha.[(Jle)Kalll;HM K0HTP0JieM 

H o6rra,naIOT BhICOKOH CTeneHhlO .[(0CT0BepH0CTH. 

KoppeKTHO npoae,n;eHa CTaTHCTHt{eCKa.sl o6pa60TKa MaTepHarra. 

CTPYKTYPa pa6oTLI. CoJJ.ep~auae JJ.HCcepTau:au. OcuosnL1e pe1yJihTaTLI. 

,[(HccepTan;H.si: H3JI0)KeHa Ha 123 CTPaHHn;ax MaIIIHH0TIHCH0ro TeI<CTa H C0CT0HT 

H3 BBe,neHH.sl, o63opa JIHTepaTypbI, o6mew xapaKTepHCTHKH KJIHHHqeCKHX 

Ha6n10,n;eHHH H MeT0.[(0B HCCJie.[(0BaHIDI, 3aKmoqeHH.sl, BhIB0.[(0B H npaKTHt{eCKHX 

peKoMeH,nau,HH, cnHcKa JIHTepaTypLI. Pa6oTa HJIJIIOCTPHP0BaHa 16 pHcyHKaMH H 5 

Ta6JIHIJ,aMH. CnHCOK JIHTepaTypbI co,nep)KHT 11 0TeqecTBeHHhIX H 99 3apy6e)KHbIX 

HCTOt{HHKOB. 



Bo BBe,n:emrn: aBT0p o6ocHOBbIBaeT aKTYaJibH0CTb HCCJie,D,0BaHHH, 

cpopMy110:pyeT :u:eJIH, 3a,D,aqH, HayqHyio HOBH3HY H npaKTHqecey10 3HatJHMOCTb. 

O63op JIHTepaTypoI 0CI-IOBaH Ha H3ylfeHHH 110 JIHTepaTypHhlX HCT0l.J:HHK0B, B 

OCH0BH0M, 3apy6e)KHbIX. Tio.n:po6HO onHCaHa HCT0pHH H3yqeHIDI 3a6011eBaHID1, 

BapHaHTbI, reHeT0:qecKHe H KJIHHHqecKHe npo.srnJieHIDI CHH,n:p0Ma JlHHl.{a. 

AI<Tyam,HOCTh BbI6paHHOH TeMbl o6nHCIDieTCH MaJIQq.HcJieHHOCTb.fO HCCJie,n:oBaHHH, 

onHCbIBa.FOII.J,HX oco6eHHOCTH ,n:aHHOH rpynnbl na:u:HeHTOB. 

Bo BTopoii rnaBe npe.n:cTaBJie1rn HcqepnbIBa.FOII.J,aH xapaKTepHCTHKa 

KJIHHHqecKHX Ha6JI.fO,D,eHHH H MeT0,D,bl HCCJie,n:oBaHHH. B pa6ory 6bIJIH BKJI.fOqeHbl 

.n:aHHble o pe3ym,TaTax o6cne,n:oBaHIDI, xHpyprHqecKoro neqeHIDI H nocne.n:y.FOII.J,ero 

Ha6JI.FO)];eHIDI 3a 41 na:u:HeHT0M, HaX0,D,HBIIIHMC.sI Ha JieqeHHH B <l>rEY «rHI..U( HM. 

A.H. PhI)KHX» M3 P<I> c ceHu16p.s1 2015 no ceHu16pb 2017 ro,n:a. 

B rpen,eii r11aBe npe,n:cTaBJieHbI pe3yJioTaTI:,I o6cepBau;HOHHoro Hccn.e,n:oBaHHH. 

EbIJIO o6Hapy)KeHO, 1:JT0 nau;HeHTbl c CHH,n:pOM0M Jl.Hfft{a HMe.fOT q>eHOTHnMqecKHe 

oco6eHHOCTH. Ha0:6onee qaCTO y na:u:HeHTOB c CJI 6bIJI BhlSIBJieH paK TOJICTOH 

KHIIIKH - 120 (75%) cnyqaeB. Ha BT0pOM MeCTe B crpyKType 3a6oJieBaeMOCTH y 

nau:HeHTOB c CJI, HaXOJJ:HTC.SI paK )KeJiy.n:Ka, KOTOpbIH BCTJ)eTHJICH B 13 (8%) 

Ha6JI.fO.n:eHIDIX. B TO )Ke speM.SI no .n:aHHblM 3apy6e)KHOH JIHTepazypbI paK )KeJiy ,n:Ka 

3aHHMaeT JIHlllb 6 MeCTO no qacTOTe BcrpeqaeMOCTH. B 20 ( 49%) CJiyqaHX y 

pocc.HHCKHX na:u:HeHT0B 61:,ma BblSIBJieHa neBOCTopoHHIDI JI0KaJIH3a:U:H.SI KPP, B TO 

BpeM.SI KaK B eBponeiiCKOH nonyIDI:U:HH paK .n:aHHOH JI0KaJIH3a:U:HI1 o6Hap~irnaeTC.SI 
. . 

JIHlllh B 30% Ha6JI.FO.LJ;eHHH. y 6oJI.bHbIX C CJI HaH6011ee qacTO 61>ma o6Hapy)KeHa 

Myra:u:HH B re1-iax MLH 1 H MSH2 - 88% Ha6JI.fO,n:eHHH, qTo cooTBeTCTByeT .n:aHHhIM, 

npe,n:cTaBJieHHbIM B JIHTepaTypHblX HCTOqHHKax. O.n:HaKO B ,n:aHH0M HCCJie.n;osaHHH 

MYTa:U:IDI B reHe MLHl 61:,ma BblSIBJieHa B 50% cnyqaHx, B TO npeMK KaK y 

60JibIIIHHCTBa eaponeii:u:eB HaH6onee qaCT0 ,n:HafH0CTHpyeTC.sI :MyTa:U:IDI re Ha MSH2. 

PaK )Keey,n:Ka BcrpeqaJIC.8 C BblCOICOH qaCTOTOH KaK B ceMh.sIX C 

Hacne.n:cTBeHHbIMH MyraQIDIMH B reHe MLH 1 - 12%, TaK H y 60JibHblX C MyTa:U:H.SIMH 

B reHe MSH2 - 4%. 3noKaqecTBeHHhie HOBoo6pa3oBaHIDI MaTKH qaII.J,e 

o6Hapy)KHBaJIHCh B ceMMIX npo6aH,n;oB c MyTan:mIMH B reHe MSJ-12 - 5%. PaK 



opraH0B MOtieBbI)J.emneJJbHOH CHCTeMbI 6:bIJI BbUIBJieH T0JibK0 B ceMMIX c 

MyTaU:HSIMH B reHe MSH2 -- 3%, a paK Il(HTOBH,n;HoH )KeJie3hI T0JihK0 y npo6aH.n;a c 

repMHHaJihHOH MyTau:1-1eii B reHe P M,S 1. 

B qeTBepToii rnaBe npe.n.cTaBJieHbI pe3yJihTaThI x1-1pypr1-1qecKoro neqeHHSI 
. 

nau:HeHT0B C CHH)];p0M0M JlHHqa. EbIJIO o6Hapy)KeHO, t{T0 y 60JibHhIX nepmP-IHblM 

paKOM TOJICTOM KHIJJKH, KOTOpbIM BbIIlOJIHSIJiaCb cerMeHTapHaSI pe3eKJ.J,HSI, 

MeTaxpoHHaSI onyx0Jib 61,rna )1.HarH0CTHp0BaHa B 34% Ha6mo.n.eHHH B TetieHHe 5 

JieT nocne XHpyprHtieCK0ro BMeIJJaTeJibCTBa (p<0,05). Y 6om,HbIX, K0T0pbIM 61,ma 

BbIIl0JIHeHa KOJI3KTOMHWKOJIIlpOKT3KTOMHSI, 3a BpeMSI HCCJie.n;oBaHHSI He 6:bIJIO 

BblSIBJieH0 HH 0)1.Horo CJiyqaSI MeTaxpoHH0ro 3a6oJieBaHHSI. no HT0raM 

HCCJie)J.OBaHHSI, aBTOpbl .II.a.JOT peKOMeH.n.a1.uno O BO3MO)KHOM BbIIlOJIHeHHH 

cerMeHTapHOM pe3eKJ.J,HH TOJICTOM KHIJJKH KaK aJibTepHaTHBbI IlOJIHOro y.n;aneHHSI 

TOJICTOH KHIJJKH. BepOSITHO, 3TOT Bonpoc H)')K.II.aeTCSI B )1.aJibHeiimeM H3yqeHHH, 

yqHTbIBaSI BbIC0KYIO qacT0TY MeTaxpoHHbIX onyxoneii nocne cerMeHTapHblX 

pe3eKU:HH. 

Ba)KHblM SIBJISieTCSI cpopMHpoBaHHe aBT0paMH CHCTeMbl aM6ynaTOpHoro 

Ha6n10.n;eHHSI 3a H0CHTeilllMH naT0reHHbIX MyraJ.J,HM, a TaK)Ke npoonep1-1poBaHHhlMH 

nau,HeHTaMH. B 3aBHCHMOCTH OT JIOKaJIH3aU:HH MYTaJ.J,HM: B reHax nau:HeHTbl 

HanpaBJISIJIHCh )1.JISI Ha6n10.n;eHHSI K npoc}>HJibHbIM cneJ.J,HaJIHCTaM 0HK0JI0raM 

(rHHeKOJIOrH, yponorH H .n:p.) 

O6cy)K)J.eHHe nonyqeHHhIX pe3yJibTaT0B npe.n.cTaBJieH0 KaK KpaTK0e 

co.n.ep)Kam1e pa6oTbI u: 0Tpa)KaeT ace ::nan1,1 wccne.n.oBaHHSI. 

3aBepIIIaJOT )1.HCCepTaJ.J,HIO 4 BbIBO)J.a H npaKTHtiecKHe peKOMeH.n;aU:HH, 

o6ocHoBaHHO BhITeKaJOil(He H3 co.n.ep)KaHHSI pa6oTbI H cornacyIOIII.HeCSI c u.en1,10 H 

3a.z:r.aqaMH HCCJie)J.OBaHHSI. )],HccepTaU:HSI xopomo HJIJIIOCTpHpoBaHa, npHBe.n;eHHhJe 

rpac}>HKH H Ta6JIHU:hl o6nertialOT B0CilpHSITHe MaTepHana. 

IlpHHU:HilHaJihHblX 3aMeqaHHM no .n;u:ccepTaU:HH HeT. 

Co.n.ep)KaHHe aBTOpeq>epaTa 0Tpa)KaeT 0CH0BHMe IlOJIO)KeHH.SI .n.u:ccepTalJ,HH, a B 

ony6nHKOBaHHhlX HayqHhIX pa6oTaX Il0JIH0CTblO 01pa)I(eHhl 0CH0BHble MaTepHaJihl 

HCCJie)J.0BaHHSI. 



3aKJIIO'leHHe. 

,[(HccepTan.1u1 CeMeHoBa ,l],MHTpIUI AneKcaH.npOBWia Ha TeM)' «Oco6eHHOCTH 

)J.HarH0CTHKH H neqeHIDI CHH)J.p0Ma JlHHqa)) C00TBeTCTByeT TPe6oBaHIDIM, 

npe)J.'b.SIBJI.sieMhIM K )J.HCCepTal~mIM Ha C0HCKaHHe yqeHOH CTeneHH KaH)J.H)J.aTa HayK 

C0rJiaCH0 II. 9 IloJIO)l(eHH.ll 0 npHCY)K)J.eHHH yt1eHhIX CTeneHeH, YTBep)I()];eHH0ro 

TiocTaHOBJieHHeM IlpaBHTem,CTBa PcI> OT 24.09.2013 NQ842 (B pe)J.. IIocTaHOBJieHHH 

IlpaBHTeJihCTBa P<l> NQ335 OT 21.04.2016, NQ748 OT 02.08.2016), a CaM aBT0p 

CeMeHoB ,[(MHTPHH AneKcaH)J.pOBHtl ,n:ocTOiiH np11cy)l(,r:i:emrn HCKoMoif: yqeHoii 

CTeIICHH KaHT-(H)J.aTa Me)J.HIJ.HHCKHX HayK II0 cneIJ,HaJJhH0CUIM: 14. 0 l. l 7 -

XHpyprm1, 03.02.07 - fetteTHKa. 

«30» HlOJI.sl 2019 r. 

3aBe)].)'101Il,HH Kaq>e,r(pOH rOCIIHTaJJhHOH XHpypnrn N22 

<I>rEOY BO PHHMY HM. H.M. TIHporoBa MHH3,r(paBa PoccHH 

.n,.M.H. npocpeccop 

Ilo,r(IIHCh )J..M.H., npocpeccopa lllanoBanh.sIHn.a C. r. «3aBep.s110». 

YlieHhIH ceKpeTaph 
~['IZtt~..__ 
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