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BBEJIEHUE

AKTYaJIbHOCTH TeMbI U CTEeNeHb €€ pa3pad0TAHHOCTH

Onyxonu u3 obonouek nepudepuueckux HepBoB (nanee OOITH) mpeacrtaBisioT
co00l MOArPYIIY HEUPOANMUTETUATBLHBIX OIMYXO0JIeH, pa3BUBAIOIIMECS W3 JJIEMEHTOB
HEPBHOW TKaHU, XapaKTEPU3YIOIIUXCS OCOOCHHBIM aHATOMUYECKHM PACIIOJIOKEHUEM C
y4acTHEM MHOTOUYMCIICHHBIX HEPBHBIX CTBOJIOB M OTIUYAIOUIUXCS MOP(POIOTrHUECKUM
pasnooOpasuem [141].

OOIIH MoxHO pa3nenuTh Ha JA00pPOKavYeCTBEHHbIE M  3JI0KaUYECTBEHHBIE.
[Monasnstomee GonpimuHcTBO M3 OOITH nobpokauectBennbie [41]. B knaccudukarmu
BO3 ot 2020 r., onyxosu u3 000yiouek mnepudepruuecKuX HEPBOB Pa3NCIAIOTCS Ha
CJIeIyIOIINE TUIIBI: 1) HIBaHHOMBI; 2) HeUPO(UOPOMBI; 3) MEepUHEBPUOMBI; 4) 3€pHHUCTO-
KJIETOYHBbIE OMYXOJIM; 5) JepMajbHble MHUKCOMBI O0OJOYKM HeEpBa 6) OJUHOYHBIC
OTpaHUYEHHBIE HEBPOMBI; 7) T0OpOKaueCTBEHHbIE TPUTOH-OMYXOJH; §) IKTOMUYECKUE
MEHUHTHOMBI; 9) 3710KaueCTBEHHBIE OIMYyXOJU U3 000J04YeK NnepuepuyecKux HEPBOB.
[lepBbie 8 TUMOB OMyXOJeH U3 ATON KIacCU(PUKAIIMN OTHOCATCA K I00pOKauyeCTBEHHBIM
OOIIH, BMecte oHHM cocTaBasalOT oT 10% nmo 17% Bcex mMOOpPOKAYECTBEHHBIX
HOBOOOpa3oBaHWUW  MATKUX  TkKaHed. M3  HOOpPOKAaYeCTBEHHBIX  OIMYyXOJIeh
nepudepruuecKuX HEPBOB YaIlle BCEr0 Pa3BUBAIOTCA HEHPOPUOPOMBI, IMIBAaHHOMBI U
nepuaeBpoMbl  [54]. Tlpm »1tom Levi wum coaBr. [94] BbeICKa3bIBacTCsI O
MPEUMYIIECTBEHHOM JIOKAJIU3allMU UX B HIKHUX KOHEUHOCTAX (60,7%) M0 cpaBHEHUIO
C BEpXHUMHU KOHEUHOCTAMHU (23,6%).

JloOpokadyecTBEHHBIE OIyXOJIU W3 000JI0YeK mnepudepudecKux HEpBOB (maiee
JIOOIIH), mo cpaBHEHHIO CO 3JI0OKAaYE€CTBEHHBIMH OINYXOJSIMH M3 000J0YEeK
nepudepudeckux HepBoB (manee 30O0IIH), sBustorcs OWOIOTHYECKH MEHeEe
arpecCUBHBIMU ONMYXOJSIMH W HMMEIOT OnaronpusatHbiid mporuo3 [117]. OOITH, xkak
N0OpOKAaUYeCTBEHHbIE, TaK U 3JIOKAYECTBEHHBIC, Yalllé BO3HUKAIOT CIOHTAHHO, OJHAKO
MOTYyT OBITh accoUuMUpoBaHbl ¢ HeWpodpubOpomatozom Tuna 1 (HD-1), c

MPeANnoaoKuTeaIbHOM vactoroit 1 Ha 2500-3500 cayuaeB [172]. Cpemnuit Bo3pact
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OOJBHBIX HA MOMEHT yCTaHOBJIEeHMs nauarHo3a cnopagunyeckux 30OOIIH cocrapnser 41
rox, B To BpeMs Kak s H®1-accounnposannsix 30OOIIH cpennunii Bo3pact HUXKE, B
cpemnem 28 net [151].

Heiipodubpomaros 1 Tumna - ayrocOMHO-IOMHUHAHTHOE 3a00JIEBaHKE, BHI3BAHHOE
myTtanusamu B rene NF-1, pacnonokxeHHOM Ha JUIMHHOM 1uiede 17 XpoOMOCOMBI U
XapaKTEepU3yeTcsi HECKOJbKUMU  (PEHOTUIMUYECKUMH  OCOOCHHOCTSIMH,  BKIJIIOYas
MHOXECTBEHHBbIE HEUpODUOPOMBI M pa3BUTHE 3JIOKAYECTBEHHBIX OMyXOJiel U3
obomouek nepudepuueckux HepoB [109]. Ceszp H®-1 u omyxoneir u3 000J0YKH
nepudepruueckux HepBOB u3ydaetcs naBHO. Yacrota pa3sutus 300ITH npu HO-1, kak
coobmaetcs, coctanisget okosio 10% [8]. Tak, B padore Desai K.I. u coasr. [41], cpeau
442 manuentoB ¢ goopokadectBeHHBIMU OOIIH y 11,8% u3 Hux Obplna oOHapykeHa
cBs3b ¢ HO-1.

TepmuH «3710Ka4eCTBEHHAs! OMYyXO0Jib U3 000J0UeK MepudepudecKux HEPBOB» B
HacTosilee BpeMs IPUHAT BMECTO paHEE UCIOJIb3YEMBIX HAMMEHOBAHUI:
37I0KaYeCTBEHHAs] IIBAaHHOMA, HelpoduOpocapkoMa W HeWporeHHas capkoma [12].
300IIH 3annmaeT 6 MeCTO MO PacHpOCTPAHEHHOCTU CPEOU CAPKOM MSTKUX TKaHEW U
coctaBisitoT 5—10% ot ux obrmiero yucia [66]. Yactora BcTpedaemoct — 1 ciyudait
Ha 1 muH Hacenenus B rod. Okoso 50% ciaydaeB 30OOITH oClOXHSAIOTCS OTJAaJCHHBIM
METacTa3MpOBaHHEM B TeueHHE 2 JIET MOC/IC YCTaHOBKH auarHo3a [176]. bonbmuHcTBO
300ITH Bo3HMKaIOT U3 KPYMHBIX MEpUPEPHUUESCKHUX HEPBOB U HEPBHBIX CIUICTEHUU
(cenanuiHBIA HEPB, HEPBHBIE CTBOJIBI IUIEYEBOTO CILIETEHHUSI, KPECTLIOBOTO CIUIETEHUS ),
a uacrota BcrpeyaeMoctd 3OOIIH wuHTpakpaHHallbHOM JIOKalu3alud B MHUPOBOU
TIOITYJISIIIAK COCTaBIIsIeT MeHee 5% [11].

B nocnenneit Knaccudukamuu BO3 2020 r. momumo TunugHor 300ITH Takxke
BBIJICIAIOT 3 Oosiee peAKUX THCTojiorndyeckux BapuaHTa: 1) xenesucras 300ITH; 2)
snurenrongnas 300ITH; 3) 3mokayecTBEHHAs! TPUTOH-OITYXO0JIb.

Baxneimumu stronorundeckumu  dakropamu  pazutus 30OIIH  saBusrorcs
HelipodubOpomaTo3 1-ro Tuma W paguoTepamnus, NPOBEACHHAas MO MOBOAY APYTHX
OHKOJIOTMYECKUX 3a0ojeBaHuWiM B aHaMHe3e. B 8—13% cnydaeB y mamueHTOB C

HeripopubpomaTozom 1-ro Tuma B TeueHume ku3HHM paszBuBatorcs 30O0ITH. Cessp ¢



6
obnyueHueM HeipopuOpombl otmeueHa B 10% cioydgaeB 30OOIIH [71]. ITo maHHBIM

pa3IUYHbIX HAOJIOIEHUM, MaIUTHU3aLMs HEHPOo(hUOPOMBI BOZHUKAET IPUMEPHO YeEpe3
15 et mocie ee BoisiBICHHS [67].

KnnHnyeckue nposBIEHUS OMYyXOJU M3 000JI04eK Mepudepuyeckux HEpPBOB
3aBUCAT OT ee Jokanuzauuu. s 300IIH xapakTepHsl ObICTPOE pa3BUTHE CUMITOMOB
(B TeUEHHE HECKOJIBKHX MECSIIEB), BEIPAXKEHHBIN 00JEBOM CHHIPOM, HEBPOJOTHUECKUIA
aeuuuT paznuvHoi creneHu Tspkectd [2]. [lo yokanu3anuu BBIACISIOT KOXKHBIC U
rnyookue Qopmbl  oOpasoBanuit  [14]. Tlpum OTCYTCTBMM JIEYCHHS BO3MOXKHO
BO3HMKHOBEHUE METACTa30B B pPETHOHApHBIE JUM(aTHUYECKUE Y3JIbl U BHYTPECHHUE
opranbl (JIeTkue, TMe4YeHb, KOCTHM U T.A.). MeTacTa3upoBaHHE OCYIIECTBISETCS Kak
reMaTOrCHHBIM, TaK ¥ JTUM(POreHHbIM myTeM [13].

MPT sBasieTcst «30510TbIM cTanaapTom» B quarnoctuke 300ITH. Ona no3Bossier
OIICHUTH pa3Mep MATKOTKAHOTO KOMIIOHEHTA OIyXOJH U CTETIEHb KOMIIPECCUM HEPBHBIX
CTPYKTYp, a TaKyKe OTHOIICHHE OMyXoJlu K cocyaam. Benz M. u coast. 2010 [16], B
CBOEM HcCclleJoBaHUU coobmaer o Oonbmux pasmepax 30OIIH B cpaBHeHMH ¢
100pOKaYeCTBEHHBIMH, B YACTHOCTH, CPEAHHUM pa3Mep OMyXOJU JUIsl 3J0Ka4eCTBEHHBIX
u noopokadectBeHHbIX OOITH coctaBun 7,4x4,1 cm u 4,8x2,7 cM cootrBeTcTBeHHO. KT
MO3BOJISIET OLEHUTHh CTENEHb WMHBA3UM OIYXOJHM B KOCTH, HaJU4YUE€ WJIU OTCYTCTBUE
METaCTaTUYECKOTO MOPAXKE€HUsI OpraHoB rpyAaHoil kinetku U T.4. [IDT coyxut nis
OLICHKH MeTa0OJMYEeCKON aKTUBHOCTH OIYXOJM M pacmpoctpaneHHoctH [16]. Y3U
UCITIOJIb3YETCS B TUATHOCTUKE TIOJIKOYKHBIX 00pa30BaHUM ISl OTIPEICICHHS] TITYOUHBI UX
3anmeranus. OcteocuuHTUTpAPUS TPUMEHSETCA IS BBISBICHUS METAaCTaTHUYECKOTO
MOPaYKEHUsSI KOCTEH CKeJIeTa, a TIaBHbIM KPUTEPUEM BHIOOpA TAKTUKH JICUCHUS SIBISICTCS
- TUCTOJIOTHYECKast Bepudukaius omyxoiu [150].

I'mcronornueckoe wuccienoBanne ImokaszbBaeT, dro 30OIIH cocrost U3
BEPETEHOOOPA3HbIX  KJIETOK C  YJUIMHEHHBIMU  OTPOCTKAMU W OBaJbHBIMU
MOJIMMOPGHBIMHU  SIIPAMH  C  BBICOKOM MHUTOTUYECKON aKTHBHOCTHIO. XapaKTEepHOU
OCOOCHHOCTBIO SIBIITFOTCS MHOJKECTBEHHBIC OUYardm HEKpo3a W KpoBow3ausHUE [131].
I'ucronorunueckass Bepudukauuss 3O0O0IIH B HacTosimiee Bpems MNPOBOAUTCA

HNMMYHOTHCTOXUMHNYCCKHUM CHOCO6OM, 4YTO IIO3BOJICT BbIABHUTH II0JIOKHUTCIBHYIO
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IKCHPECCHIO SMUTEITUATLHBIX MAPKEPOB: BUMEHTHH, MaHuTokepatud AE1/AE3(+++) —
B JKEJIE3UCTHIX CTPYKTYpax, TIUaIbHbIN Gubprsprbiid kucneiii 6enok (GFAP), CD-
34, snurenuanbHblii MeMOpaHHbI anTUureH EMA (++) — B JK€Ne3UCThIX CTPYKTYypax,
cunantopusun (+), Oemok S100, TtpanckpunuuoHusiii ¢akrop SOX-10 [75].
Kpurepusimu Bepudukauuu 3OOIIH cayxuT Hamuyue OJHOTO WM HECKOJIBKUX
MPU3HAKOB: 30Ha pocTa — mnepudepudyeckuil HepB; HeillpoduOpoMaro3 B aHAMHE3E;
TUCTOJIOTHYECKass  HMACHTU(PUKALMSA; HAIMYME  UMMYHOTMCTOXMMUYECKHX  WJIU
yIABTPAaCTPYKTYPHBIX  NPU3HAKOB  IIBAaHHOBCKMX  KJeTok. Helipopubpoma wu
MaJUTHU3UPOBAaHHAS HeWpopuOpomMa KapAMHAIBHO OTJIMYaroTcs. Tak, B 3aBUCUMOCTH
OT THUCTOJIOTMYECKMX  mpu3HakoB  paznuyaroT 30O0IIH  Hu3kol  creneHu
snokauecTBeHHocTH (low grade / G1) u 300ITH BBICOKO#M CTEIEHU 3]I0Ka4ECTBEHHOCTH
(high grade / G2-G3) [113].

OTCcyTCcTBHE PEHTTEHOJIOTMYECKOW U MarHUTHO-PE30HAHCHOW CEMUOTHUKH JENaeT
300IIH xpaiiHe CIOXKHOM B JUArHOCTHYECKOM IUIaHE MATOJIOTHEH, a TOT (akT, 4To
mo0oe HapylleHHe CTPYKTYphl OMyXodu (MapluanbHOe yAaleHue WIH Jlaxe
NYHKIIMOHHAs OWOTNCHsS) MPUBOAUT K OBICTPOMY €€ paclpOCTPaHEHHIO, 3aTPYAHSIET
JMAarHOCTHKY U TpeOyeT MOMCKa HeMHBAa3UBHBIX JHArHOCTHYECKHX METO/I0B [62].

OcHoBHBIM MeToa0M JieueHus manuenToB ¢ OOITH cayxutr En-bloc-pesexmms,
IeJIb KOTOPOW SIBIISIETCS JOCTIDKEHHE DPAJAMKAIBHOTO YIAJICHHsS, YTO OOECredYrBacT
HAWTYYIINA OHKOJIOTUYECKUI Pe3yJbTaT ¢ TOUYKHU 3PEHHUS] YACTOTHl MECTHBIX PELUIUBOB
U mporpeccupoBanus Oose3nu [2, 21]. Bo3MOXHOCTh palKaIbHOTO XUPYPTHYCCKOTO
BMemiatenbcTBa 1o mnooay 3OOIIH 3aBucuT oOT Jokanu3zanuu onyxonu. B
OONBIIMHCTBE CJIy4YaeB YyJajeHHe ObIBaeT CyOTOTAJbHBIM, JUOO COIMPOBOXKIACTCS
HapYyIICHUEM IEJIOCTHOCTH ormyxouu [43].

JIyueBas Tepamnus cTajla HEOTHEMJIEMOW YacTbI0 KOMOMHUPOBAHHOIO JIEYEHHUS B
KOHTPOJIC MECTHOTO PEITUIMBA MPU OOJIBIIHHCTBE CApKOM MSITKHX TKaHeH [23] u MoxeT
OBITh MCIIONIH30BAHA B KAUECTBE aIbIOBAHTHOT'O JICUCHHS MJTU MHTPAOTIEPAIIIOHHO.

CucreMHOEe J€4eHHE NPHUMEHSETCS B CTAJMM T'€HEepalu3aluu Ipolecca, HO HeE
UMeeT YOCIUTEIIbHBIX J0Ka3aTelbCcTB AP dheKTuBHOCTH [87].

CpenHsisi TpoAOJHLKUTEIBHOCTh *KHU3HU manueHToB ¢ 300IIH cocrasisier 32 mec
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[53]. Mennana BBDKMBAGMOCTH C MOMEHTa YCTAHOBKH JHMarHo3a, IO JaHHBIM psja
aBTOPOB, cocTaBisieT 3 mec. [I[puuynHaMu CMEpPTH MAIMEHTOB SIBISIOTCS, KaK MPaBUIIoO,
MeTacTa3bl B JIerkux W nedeHu [88]. OtmaneHHbIe MeTacTa3bl B OPraHbI-MHUIICHH -
IJIEBPY, JIETKUE, TMEYEHb, HAJMOYECYHUKH, MSATKHE MO3TOBble O0OJOUYKH, MOIYHIApHUs
MO3Tra - BBIABISIIOTCS B TEYEHHME 2 JIET C MOMEHTAa YCTaHOBKM nuartHo3a y 63%
manueHToB. O0mas 2- U 5-JIeTH BBDKUBAEMOCTb OOIBLHBIX cocTaBisieT 57 u 39%, ecan
npoBoauTcs Jiedenue [64]. Yactora mokanbHbix peruanBoB 300ITH cocraBiseT ot 40
10 65%. Ilopaxxenune peruoHapHbIX JUM(GOY3TOB BBISBISIETCS PEAKO, B OOJIBIIMHCTBE
CllydaeB OTMEUaeTCs OTAalIcHHOe MeTacTasupoBanue [181].

Hecmotps Ha umMeronuecss COBPEMEHHBIC OHKOJIOTHYECKHE CTaHJIapThI, JICUCHUE
300IIH no cux mop SBJISIETCS CIOXHOW M HEPEIICHHOM 3ajadeil, a TeueHue O0Je3HU
BCE CIIE XapaKTEPU3YIOTCS BBICOKMM PHUCKOM PEIUIWBUPOBAHUS U JIETAIHHOCTH.
OTCYTCTBYIOT €IWHBIC aJTOPUTMBI JTUArHOCTUKM W TMPOTOKOJBI JICUCHUS] JaHHBIX
o0Opa3oBaHUi. JTO CBS3aHO C MO3JHEH NMArHOCTUKON TaKUX OMYyXOJied U OTCYTCTBUEM
cnenupUYecKoro JICYEHUsl MpU TeHepaln3aluu 1mpoiecca. BolkUBaeMOCTh OOJIBHBIX,
HECMOTpsI Ha MpOBEeACHHME KOMOWHHUPOBAHHOTO JICYEHHS, OCTAeTCs KpailHe HU3KOM.
OcHoBHbIMH (akTOpamu pucka oOpazoBanus 3O0OIIH sBasioTcs MamurHU3anus
TOOpOKAYEeCTBEHHBIX IIIBAHHOM W HEeWpoduOpoM TOCiEe pPaaHOTEPareBTHIECKOTO
JedyeHus U Hannuue Heipopudbpomarosa 1-ro tumna. [lepsuunsie 300ITH BeTpewatoTes
penko. Hanbonee 3HAUMMBIMU OaronpusTHBIMA (hDaKTOpAMH SBIISIOTCS: BO3MOYKHOCTD
TOTAJbHOIO YJAJICHUS U NPUMEHEHUS Jy4€BOW TEpAIlUM, )KCHCKUM mnoJl. PanukanbHoe
yIAAJEHHE Ha pPAHHUX IJTalax C aJbIOBAHTHOM JIy4€BOM TEpAaIlUEN YBEIUUYMBACT
IIPOJIOJDKUTEIILHOCTD JKU3HM OT 1 roxa o 3 et [74].

OcHoBHBIME (hakTOpaMU HEOIAroONpusATHOTO mporHo3a mnarueHtoB ¢ 300ITH
SABJISIIOTCSL  OOJIBILIOM pa3Mep OIyXOJM, BBICOKAs CTENEHb 3JI0KAY€CTBEHHOCTH IO
JAHHBIM ~ THCTOJIOTMYECKOTO  HCCIEIOBAaHMS, TMOJOXKHUTENbHBIM Kpall pe3eKIuu.
HebGmaronpusTHeIA ~ MPOTHO3  ACCOIMHUPYETCS TaKXKEe C  BBICOKUM  HHIACKCOM
npoaudepanuu Ki-67. Stucky C. u coaBt. [156] BbIsiBUIN, YTO Xy/AIIast BHIKHBAEMOCTh
MOXET ObITb O0O0YCIOBJEHA Takke pasmepoMm omnyxoilu Oosee 5 cm. Ilo apyrum

WCCJICIOBAHMSIM, BBDKMBAEMOCTh CHIDKAETCS TpU pasMepe omyxoiu 6osee 10 cm [120].
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Heo0xonmuMo yduThIBaTh HE TOJBKO CTETECHBb 3JIOKAYECTBECHHOCTH M pa3Mep OIyXOJIH,
HO M MecTo ee pacnonoxeHus. IlpuBogsarca cmydyan 3OOIIH, pacnosnoxeHHBIX B
AHATOMHYECKH  TPYMHOJOCTYIMHOW 30He. B  mpeacTaBIeHHBIX  HAOIIOICHUSX
IJITAHUPOBAaHUE KpPAaeBOM pe3eKiuu (WIM aMIyTaluu) TpaHu4YuWiIo ¢ TIyOOKou
WHBaJTUAN3AIMCH TAIMEHTOB, HO MPU 3TOM HE HMCKIIIOYAJI0 BO3MOXKHOCTH JIOKATLHOTO
permuanBa. HyHO Takke 3aMETHTh, YTO B JJAHHOW CUTYaIlMH aTbTCPHATUBHBIC METOIBI
JICYCHHSI HE MOTJIH YJIYYIINTh BBDKUBACMOCTb.

HauGonpiee 3HaueHUE IS MPOTHO3a BBDKMBACMOCTH W JIOKAJIBHOTO KOHTPOJIS
UMEIOT TUCTOJIOTHYECKHI THI OIMYXOJIM, OTCYTCTBHE METACTa30B. YUYUTHIBAsI OBICTPHIM
TEMIT Pa3BUTHS CHUMIITOMOB M CKOPOCTh POCTa, YK€ Ha PaHHUX CTaJAMSIX 3a00JICBaHHMSI
MOJKHO 3aroJI03pUTh 3JI0KAUYCeCTBCHHBIA XapakTep onyxoym. CoBpeMEHHas KOHIICTIIIHS
JeueHusi capkoMm, a kK HuUM oTHocarcss u 30OIIH, Bkitoyaer BBICOKOJO3HYIO
XHMHOTEPAIHIO WM TapreTHYIO Tepanuio. XUMUOTepaIus IPUMEHSCTCS, KaK MMPaBUIo,
B MO3JTHUX CTAJHMsIX U HE UMEET YOS IUTEIbHBIX ToKa3aTeabcTB A dektuBHOCTH [87].

[To BaustHUIO Ha 00HTYI0 BhDKUBaeMocTh narueHToB ¢ 300ITH cpenu pa3nuyHbix
CXeM XMMHUOTEpanuu Hanbosee AeHMCTBEHHOM cuMTaeTcs KOMOWHAIMS JOKCOPYOUIIMHA
u udochamuma. Tak, Kroep J. u coasr. [87] coobmiaroT o jgyuliel BBDKHBAEMOCTH IIPH
IPUMEHECHHH JOKcOpyOunMHa M udochaMuma B COUYECTaHHHM, HEXKETM KOMOWHAITUU
ukiIogocdamus, BUHKpecTHH, aapuaMuniid u nakap6asud (CHVADIC), mu6o Tonbko
udochamua, b0 TOMBKO aHTpauMKIMH. OOIIas BEHKMBAEMOCTh IMAIMEHTOB BO BCEX
rpynmnax XuMuoTepanuu coctaBuiia 4-8 mec. Paznuume MenuaH BBDKHMBAEMOCTH B
Pa3TUYHBIX TPYMMaxX OTIWYANIach Ha 2 MEC, YTO TOBOPUT O COMOCTABUMOCTH Pa3HBIX
CXeM XuMHOTepanud. B yacTHOCTH, TpUMEHEHHWE UMaTHHUOA HE IOKa3ajo
MPEUMYIIECTB 10 CPAaBHEHUIO C TMPHHITOW Tepamueil JTOKCOPYOWIIMHOM U
udochamuaom [24].

CoBpeMEeHHBIN XUPYPTUYECKUM TOMXOJ K JICYCHHIO MAIMCHTOB C JIOKAJIBHO
arpeccuBHbIMU (0€3 oTnaneHHbIx Metacta3zoB) Bugamu 300ITH npeanonaraer noyinyo
nuTopeaykiui. Tak, ocHOBHbIM MeToaoM JedeHuss 3OOITH koneuHocTel Bceraa
CUMTANACh aMIyTalus KOHeYHOCTH JubOo mmpokas En-block-peseknus omyxomu B

npenenax kpas 2,5-4,0 cM MATKMX TKaHEW. YUUTHIBAasE COBPEMEHHBIE BO3MOYKHOCTH
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aJbIOBAHTHBIX METOJOB JIyY€BOM M XMMHOTEpANHM, B HACTOSIIEE BpeMs B3I Ha
XUpyprudueckoe JjedeHne wusMmeHwics. Hanpumep, npu nokammsannu 30O0IIH B
KOHEYHOCTSIX CTaj0 BO3MOXKHBIM IIJIJAHUPOBAHHE IIUPOKON PE3EKLUHMH C COXPAHEHHEM
(GyHKIIMM KOHEYHOCTH. B TO ke BpeMs 3TO HE MOXKET MPEeJOTBPATUTH JIOKAJIbHBIX
PELUANBOB WM T€HEepaIu3aluy MpolLecca, TaK Kak Jake HaIM4Yue aJeKBaTHOIO Kpas
PE3CKIMH He SIBJICTCS TrapaHTHEH TOTAIBHOTO yaaneHus omyxonu [13].

PanHee xupyprudeckoe jJe4eHHe B 00beMe YJaICHUs OMyXOJIH OJIOKOM SIBISIETCS
OOBEKTUBHBIM MPEAUKTOPOM JIyUIlllel BbDKUBaeMOCTH. Vcronb30BaHUE aabIOBAHTHOTO
JICYCHMs] YBEIMYMBAET IIAHCHI MAIlMEHTOB Ha JYYIIyI0 BBDKHMBAEMOCTh B Clyyae
HEraTUBHOTO Kpas pe3ekuur. OCHOBHBIM METOJOM B QJITrOPUTME KOMIUIEKCHOTO
neuenust 3OOITH ocTaercst paaukanbHasi Xupypruueckas peseknus [43] B To BpeMst Kak
3 PEKTUBHOCTh JIy4eBOM U XUMHUOTEpAlUd OTPAaHWYCHA BBHUJY BEPOATHOCTH
JIOKAJBHOTO PELU/IMBA U OTJAJICHHBIX METACTAa30B y MOJOBUHBI ManueHToB [3]. JlanHbie
00CTOSITENIbCTBA CIHOCOOCTBYIOT PAa3BUTHUIO HOBBIX TEpPANEBTHUUECKUX CTpaTeruu, B
YaCTHOCTH UCIIOJIb30BAHUIO IMMYHOTEPANUY ISl OIYXO0JIEW JaHHOTO TuIa [4].

YuutsiBast TOT (akT, YTO POJIb MEPUONEPALIUOHHOTO cUCTeMHOro JieueHust u JIT
BCE eIe JUCKyTaOelbHa, JlaHHbIE OOCTOSITENbCTBA TPEOYIOT pa3BUTUS HOBBIX
TEPaneBTUUYECKUX CTPATEruy, B YAaCTHOCTH HCIOJIb30BAaHUIO HMMYHOTEpAINUU JIs
onyxoyied JaHHoOro tumna. Koppensuus Mexay dYacTOTOM, a TaKXe€ CTENEHbIO
skcipeccun PD-L1 u xnmuanyeckum ucxogom OOIIH B HacTosiuii MOMEHT OCTaeTcs
criopHod. Taxxke, g MAMEHTOB C CapKOMAaMU MSATKUX TKAaHEHW TaKKE€ HEHU3BECTHA
3HaUYEHNE KOMIIOHEHTOB OITYXOJIEBOUW CTPOMBI, B YaCTHOCTH Makpo(haros, Ha T€UCHUE U
nporHo3 3aboneBanus. [lomarator, 4ro m3ydeHne MakpodaroB, acCONMUPOBAHHBIX C
onyxoubto (MAQO), cieayer cunTaTh NEPCHEKTUBHBIM HAIPABICHUEM [IJISl ONIPEACICHUS
MIPOOITYXOJIEBBIX (DaKTOPOB M OMOMAPKEPOB, BIHSIONINX HAa KIMHUKO-MOP(HOIOTHISCKUE
XapaKTEPUCTUKH Pa3HBIX OHKOJIOTHYECKUX 3a0osieBannw [4, 6].

Onyxomu w3 000J04eK mepuepuuecknx HEPBOB — OTO TPYIIa MEPBUYHBIX
HEUPOTEHHBIX OMYyXOJieH, BO3HUKAIOIIMX K3 HEPBHBIX O0O0JIOYEK BHE ILIEHTPAJIbHOU
HEpBHOM cucTeMbl. JlaHHas HoO30JIOTMYECKash Tpylna 3a4acTyl0 MpeAcTaBiseT

TPYAHOCTH JIJIs MATOJIOTOAHaTOMa W KIMHMIMCTA. B mocnenHee aecaTuneTue ObLIN
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JOCTUTHYTHI HEKOTOpPHIE YCIEXU B MOHUMAHUM MATOTeHE3a U OWOJIOTUU OMyXoJiel u3
o0onouek mnepudepuyecKuX HEPBOB, a TakKKe paclo3HaBaHMs Hauboliee UX
arpecCUBHBIX BapHaHTOW. BOMpoCkl JUArHOCTUKH, TAKTUKU JICUCHHS HEIOCTaTOYHO
OCBEIIEHbl B OTEYECTBEHHOW JIUTEpaType, a MHEHHUS pPa3JIUYHbIX CICIUATNCTOB
(OHKOJIOTOB, HEUPOXUPYProB, XUPYProB) 3a4acTyl0 NPOTHBOPEUHMBBLI, OCOOCHHO B
BOIIpOCax TaKTUKU JeueHUs. BelneHwe OONBHBIX C ONYyXOJISIMH U3 000JIOYEK
nepudepruyecKuX HEPBOB OCTACTCS aKTyaJIbHOM MPOOIEeMOI COBPEMEHHON OHKOJIOTHH U

HEUPOXUPYPIUH.

Ieap ncciaexoBaHusi

AHanu3 KIMHUKO-MOP(OJIOTHYECKUX W HMMMYHOTHCTOXUMUYECKUX (HaKTOPOB
IPOrHOo3a OIyXoJed U3 000J0ueK Nepu(eprUuecKuX HEPBOB C IIEJIbIO ONTUMU3AIUU

AUArHOCTUKH, JICUCHUSA, IIPOTHO3UPOBAHUA 3a00JIcBaHUs.

3agaum uccie10BaHuA

1. [Ipoananu3upoBaTh KIMHUYECKUE OCOOEHHOCTH, BUJl IPOTPECCUPOBAHUS U
METACTa3upPOBAHUS 3JTIOKAYECTBEHHBIX OIMyXO0Jeil 00004ek nepudepuieckux HepBOB.

2. [IpousBecTn aHanM3 OTHAIEHHBIX PE3YJbTATOB XUPYPTUUECKOTO JICUCHHS
OOJIBHBIX C OITYXOJIIMHU 000J109eK TIepru(epruIecKuX HEPBOB.

3. VYCTaHOBUTH 3HAUYEHHE ONEPATUBHOIO JIEUCHHS C YYETOM HaJIW4YMs B
aHamHe3e HelpoduOpomMaros3a 1 THIa, JTOKATH3AIUU U Pa3MEPOB OMYXOJIH.

4, OueHuTthb B3aUMOCBSI3b JKCIIpECCUU MapKepoB VMMYHHOI'O
MUKPOOKPYKEHHUSI 37T0KaYECTBEHHBIX OIMyXOoJiel 000104YeK mepu(epruIecKux HEPBOB C
MPOTHO30M 3a00JICBaHUS.

d. BbISIBUTH OCHOBHBIE MPOTHOCTHYECKHE (HAKTOPHI, ACCOIMHPOBAHHBEIE C
OTIAJIEHHOW BBIKMBAEMOCTHIO OOJIBHBIX OIMYXOJSIMH 000JI04eK TMepudeprudeckux

HEPBOB.
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Hay4yHast HOBU3HA

Bnepseie B Poccuu, OCHOBBIBasICh Ha  BHYIIMTEIBHOM  KOJUYECTBE
KIMHUYeckoro  Matepuana (N=131) mamuUeHTOB ¢  OMyXOJISIMH  O0OJIOYEK
nepudepuueckux HEPBOB, JaHA XapaKTEPUCTHUKA KIMHUYECKOMY TEUCHHUIO OOJIe3HH,
npoaHanu3upoBan Mopdoaorudeckuit npoduns OOIIH, ycTaHoBiIeHO BIUSHUE

XapaKkTepa u o0BbeMa JICUEeHHUs Ha HCTIOCPCIACTBCHHBIC 1 OTI[aJ'IéHHBIe PE3YIbTATHI.

TeopeaneCKaﬂ ! NMMPaKTHYECCKadA 3 HAYUMOCTD

Ha ocHoBaHMHM KOMIUJIEKCHOTO aHaiW3a JaHHBIX, MPEICTABICHHBIM OOJBITUM
KOJIMYECTBOM CJIy4acB PEAKOW HEWPOTEHHOM ONYXOJIM MATKHX TKAHEH, W3y4E€HBI
HEMOCPECTBCHHBIE U OTHAIIEHHBIE PE3YJIbTATHI XUPYPTUUYECKOTO JICYECHUS TMAIMCHTOB
C omyXoJjsiMH U3 obosouek mnepudepudeckux HepBoB. [[okazaHa 1ienecooOpa3HOCTh
BBITIOJIHEHUSI KOMOMHUPOBAHHBIX OIEpalii MpH MECTHOPACTIPOCTPAaHEHHBIX (dopmax
omyxoyieBoro  mporecca. OmpenenieHbl  BaHbIE  (AKTOPBI,  OMPEACIISIIONINE
JIOJITOCPOYHBIM MPOrHO3. M3ydeHa dacTtoTa W XapakTep MNPOrpecCUpPOBaHUS
3a00J1€BaHUS TIOCIIC XHPYPTHYECKOIO BMeEIIATEIhCTBA. BrepBrle B OTEUECTBEHHON
JIATEPATYPE U3y4YE€HA YaCTOTA U MPOTHOCTUUYECKAS 3HAUUMOCTh SKCIIPECCUU MApPKEPOB,
KOTOpbIE MOTYT OBITh HCIOJIB30BaHBl KaK IOTCHIMAJIbHBIC MHIICHH IS
JIEKAPCTBEHHOT O JICUCHUS. HccnenoBanbl MOJIEKYJISIPHO-TEHETUYECKHE

xapakrepuctuku 300ITH.

MeTom0J10rUsI 1 METOAbI HCCJIET0OBAHUS

N3ydeHbl JaHHBIE PE3YIbTATOB OMEPATUBHOTO U KOMOMHUPOBAHHOTO JICYEHUS, a
TaKKe JlaHa OIEHKA XapaKTepy U O0COOCHHOCTAM pa3Butus 6one3nu 131 6omapHOTO C
OITyXOJIsIMU U3 0005104eK nepudepuIecKkux HEPBOB, 3a mepuoa ¢ 1998 romga mo 2022rr.
B ®I'BY «HMMUI] oukonoruu um. H.H. bioxuna» Munznpasa Poccuu. UccnenoBan

XapaKTCp KIMHHUYCCKOI'O TCUCHHA 3a6OHeBaHI/I$I, onpcacjacHbl HCIIOCPCACTBCHHBIC U
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OTAAJIEHHBIE PE3YyJIbTAaThl XUPYPTrUUECKOI 0 JICUECHUS.

[IpousBeeH rucTOIOrMUECKUI aHalu3 CPe30B TKaHU U3 MapaUHOBBIX OJIOKOB,
MOJIYYEHHBIX I0CJIE XUPYPTUYECKOr0 H/MIM KOMOMHUPOBAHHOTO J€UYE€HUs OONBHBIX C
OOIIH. B xone UI'X-uccnenoBaHus U3y4eH XapakTep skcrpeccuu Mapképos PD-L1 u
PU.1 B wieTkax OMyXOJu W OMYyXOJEeBOM cTpoMe. B KkadecTBe BCIOMOTaTelbHOTO
JUArHOCTUYECKOTO MHCTPYMEHTA JJIsl IEPBUYHON U U] PepeHInalbHON TUarHOCTUKHU
3JIOKAYECTBEHHBIX  OMyXoJiek U3  00o0JloueKk  mepudepruueckux  HEPBOB
IPOAHAIM3UPOBAH METO (hiTyopeciieHTHOM in situ rudbpunuzanuu (FISH).

CrarucTuyeckud  aHajau3  IPOM3BEAEH MpPU  MOMOLIM  MNPOrPAMMHOIO
obecieuenuss IBM SPSS Statistics 26.0. B He3aBUCHMMBIX TIpymmax ¢ IEJIbEO
BBISIBJICHUS] CTATHCTUYECKH 3HAYMMBIX pa3Iudyuil NpUMEHsUICA Kputepuil ManHa-
YutHn wu TouHbId Kputepuih @umepa. OTaan€HHblE pe3yJbTAaThl JICUEHHS,
npe/ICTaBlIieHHbIE TOKa3zaTtensiMu BbDKHBaeMocTH (o6meir (OB) u Oe3penuanBHOM
(bPB), paccumteiBaniuce mo Merony Kaplan-Meier. Brushue paccMaTpuBaeMbIX

IMPOTHOCTHYCCKHUX (1)aKTOp0B HN3YYCHO B XOJ€ PCTrPpCCCHUOHHOI0 aHaJIn3a I10 Cox.

HOJIO)KCHI/IH, BbIHOCHMMbIC HA 3a1IIUTY

[Ipu BBITIOIHEHUH OTIEPATHBHOTO BMEIIATEILCTBA IO MOBOY 37T0KAYECTBEHHBIX
oryxoJei u3 000104yek nepudepruyeckux HepBOB, PE3EKITUS JOKHA COMTPOBOXKIAATHCS
MaKCUMAJIbHO PaJUKaJIbHBIM XapaKTepoM, KOTOpas, BBUJY HEPEAKOTO WHTUMHOIO
PACIIONIOKEHHSI MAaruCTPalbHBIX COCYAOB M KPYIHBIX HEPBHBIX CTBOJIOB, CIIOCOOHA
COIIPOBOXKIATHCS ~ CTOMKOM  IOCJICONEPAlMOHHON  MHBanuau3auued. Hanuuwme
comyTcTBytomero Hedpodubpomartoza 1 Ttuma, kpymaele pasmepsl OOIIH u eé
JIOKanu3alusi He SBISIOTCS MPOTHMBOIMOKA3aHUSIMU K BBITIOJIHEHUIO ONEPATUBHOTO
nocoOust. Jlanasie 00 skcrpeccuu mapkepoB PD-L1 y gactu G0MbHBIX MOTEHITHAIBHO
MPUMEHHUMBI JJI1 CO3JaHUsl KIMHUYECKUX PEKOMEHAAUWi B BOMPOCAX HU3YUYECHUS U
ouenku PD-L1 B 30O0IIH, a Takxxe paboT, HampaBIEHHBIX HA Pa3pabOTKy HOBBIX
MMMYHOOHKOJIOTHUYECKUX TMpENnapaToB Jig JICUCHHS CapKOM MSTKHX TKaHEH.

HOHy‘-IeHHBIC CBCIACHHUA OTHOCHUTCIBHO IIPOrHOCTHUYCCKOI'O BJIHWAHHA AACPHOIO
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mapkepa PU.1 y Oomsubix co 3OOIIH pawoT ocHOBaHUSL [JIsi PACCMOTPEHUS

MOCJIEAHEr0 KaK BAaXXHOIO  MPOTHOCTUYECKOTO  (akropa. Y  OOJBHBIX C
nosioxkuTenbHbiM PD-L1 craTycoM Hanuuue TeHETHMYeCKHX HapylIIeHWd B BUJE
myTanuid B reHax CDKN2A u NF1 cnocoOHO HecTu BcmoMoraTenbHyO (DYHKIUIO B

TPYAHBIX cinyvasx nuddepennuansaoi guarnoctuku 300ITH.

CooTBeTCcTBHE JUCCEPTANMHU MACTOPTY HAYYHOH CHIENNATBHOCTH

Juccepraiiuss COOTBETCTBYeT macmopTy crnenuanbHoctu 3.1.6. Ownkomorus,
JydeBasi Teparnus, HarnpaBJIeHUue uccieaoBanui m. 2 «MccneqoBanus Ha MOJICKYJISIPHOM,
KJIETOYHOM M OpPraHHOM YPOBHSX JOTHOJOTMM U TIATOT€HE3a 3JI0KAaYeCTBEHHBIX
OMyXOJICH, OCHOBAaHHBIE HA COBPEMEHHBIX JOCTHIKCHHSIX pPsJia €CTECTBEHHBIX HAyK
(TeHeTHKHU, MOJICKYJISIPHOW OuOoJIOTUH, MOp(}OJOTHH, HWMMYHOJIOTUH, OHWOXUMUH,
onodusuku u Ap.)» U macnopTy crnenranbHocTd 3.3.2 IlaTomoruueckas aHaTomus,
HalpaBjeHue ucciegoBaHuid m. 2. «HayuHbIi aHanW3 NaTOJOTMYECKHX IPOLIECCOB,
JeXKaIUX B OCHOBE 3a00JIeBaHUs, MPWKU3HEHHAs! TUArHOCTUKA M MPOTHO3HAs OLIEHKa

OoJie3HEH HA OCHOBE HCCIICAOBaHUA OMOIICUMHBIX MaTCpUuaJIOB».

CreneHb 10CTOBEPHOCTH U AaNpodanusi pe3yJibTaToOB

[IpencraBneHHBIE 00BEM MaTepualla M €ro KadecTBO, C YYETOM PEIKOCTH
MAaTOJIOTHH, SIBJISIFOTCS.  JOCTAaTOYHBIMH  JJISI  PEIICHWS IOCTABJIICHHBIX  3ajad,
oOecrieunBalOT JIOCTOBEPHOCTh PE3yJbTaTOB HCCICIOBaHMS, CHOPMYIUPOBAHHBIX
BBIBOJOB. VICIIONIb30BaHHBIE B HCCICIOBAHUM METOABI W MOJIEIU  aJCKBATHBI
MOCTAaBJICHHBIM 3ajJladaM. BBIBOJIbI JIOTHYECKU BBITEKAIOT U3 MOJYYEHHBIX PE3YJbTATOB
1 JIOCTaTOYHO 0OOCHOBAaHbI COOCTBEHHBIMU U JINTEPATYPHBIMU JaHHBIMHU.

Amipobarust THCCepTallMOHHOM paboThl cocTtosutack 29 wmroHs 2023 roma Ha
COBMECTHOM Hay4YHOM KOH(MEPEHIIMU C y9acTHEM OTAeja 00Ield OHKOJIOTUH, OTACICHU
aOmomMuHaIbHOM oOHKoOJIormu Nel, oTgenenust aOmomMuHaIbHOM oOHKOJIorMH Ned

(PHIOKPUHHON XUPYPTHH), OTJAEICHUS TOPAKAIBHOW OHKOJIOTHH, OTACIICHUS OMyXoJyei
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TOJIOBBI W WIEW, OTACIICHUS IPOTUBOOIYXOJEBOM JEKAPCTBEHHOM Tepamuu Ne 1,
OTHIEJICHUsI IPOTHBOOIYXOJIEBOM  JIEKApCTBEHHOM Tepanum Ne 2, oTneneHus
MPOTUBOOITYXO0JIEBOU JekapcTBeHHOM Tepanuu Ne 4 HMW knuHU4eCcKor OHKOJIOTUU HM.
akanemuka PAH u PAMH H.H. Tpane3nukoBa, oTIeneHHs pPEHTTEHOAWArHOCTHUKH,
MaTOJIOTOAHATOMUYECKOTO OTJEJEHUsT OTAella MOP(OJOTMYECKOH U MOJEKYJISIPHO-
FEHETUYECKOW JMAarHOCTUKU OIYXOJI€W KOHCYJIbTaTUBHO-AUArHOCTUYECKOIO LIEHTpa
OI'bY «HMUILL onkonormn um. H.H. bnoxmna» Munsnpasa Poccun. Pesynbrars
UCCJIEIOBAHUS JIETJIM B OCHOBY amnpOOMPOBAHHBIX W BHEJIPEHHBIX B KIMHUYECKYIO
NPaKTUKy PEKOMEHJIAIMH, WCMOJAb3yeMbIX B oTaene obmeid onkonoruu HUU
KJIIMHAYeCKo oHkonorun umenu akagemMuka PAH u PAMH H.H. Tpane3nukoBa ®I'bY
«HMUL] onxonorun um. H.H. bnoxuna» MunzapaBa Poccum (AKT BHeapeHUs

pe3yabTaToB oT 28.06.2023).
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I'/TABA 1. OB30P JIUTEPATYPbI

1.1. DnuaemMuoJiorusi omyxoJsei u3 0060/104ek nepudepnuyeckux HepBoOB

Cpenu o0miero umciia BceX JOOPOKAYECTBEHHBIX HOBOOOPA30BAHUM MSTKUX
TKaHe J0OpOKAaYeCTBEHHBIE ONyXOJUM U3 000J04YeKk mepudepuyeckux HEPBOB
cocrapisitor  oT  10% g0 12% [10, 41]. OHu SBIAIOTCS BTOPBIMH  IIO
PacCIpOCTPAaHEHHOCTH CPEId BCEX AKCTPaAypalbHBIX AKCTPAMEAYJSPHBIX CIIUMHAIBHBIX
HOBOOOPA30BaHUN Yy B3POCIHBIX, MPEUMYIIECTBEHHO COCTOSAIIMMHU W3 IIBAHHOM U
Heiipoduopom [118].

3110Ka4YeCTBEHHBIE OMYyXOJU M3 000JI04eK MepUPEpPUUECKIX HEPBOB 3aHUMAIOT 6
MECTO Cpellh CapKOM MATKUX TKaHEW, W Ha MX J0Jt0 mpuxoautcs ot 5% no 10% ot ux
o6mero uucina [25]. 3aboneBaemocts coctapisieT 0,1-0,5:100 Thic. yenoBek B roj [28].
ITpumeprno 50% Bcex ciywaeB 30OIIH BO3HMKAIOT criopaguyecku, B TO BpeMsl Kak
apyrue 50% ciydaeB HaOMIOAAIOTCS Y MallMEHTOB ¢ HelpoduOpomaTtozom 1 tuma (HD-
1) [66]. Ilo mHenuro psga aBropoB, mamueHtel ¢ H®-1 Hecyr ot 8% mo0 13%
noxuzneHHoro pucka passutus 30OOITH [78]. Yactora 300IIH cpeau manueHTOB ¢
H®-1 cocraBnster 1:3500. Ilo omenkam, ot 3% mo 10% Bcex mammeHToB ¢ 3OOITH
UMEIOT B aHAMHE3€ MPEIIIECTBYIONIYIO JTYyYeBYIO Tepaulo, a JJATCHTHBIN MEPHO/I 1MOCIe
001yueHHs 00BIYHO cocTaBisieT Ooee 15 et [25].

JOOIIH uyaie Bcero nopaxkaroT nauueHToB B Bo3pacte 20-30 snetr. MyX4uHbI U
KCHIUHBI cTpanaioT B paBHoi creniern [10]. CpenHuii Bo3pacT HAa MOMEHT MTOCTaHOBKH
nuarHo3a cpeau manueHToB co cnopanuueckumu 3OOIIH cocrasnsier 41 roa, B TO
BpeMst kak mnanueHTel ¢ H®I1-acconuupoBanusiMu 300IIH, xak mpaBuiio, MOJIOKE
(cpennuii Bo3pact 28 ner). Yacrora Bo3zHuUKHOBeHMs crniopaaudeckux 30O0IIH cpenu
MYKYMH M JKCHIUH MPUMEPHO OJMHAKOBA, B TO Bpemsi kak HD-1-accommmpoBaHHbBIE

300IIH omyxo:u yarie BcTpedaanuch y MmykauH [151].
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1.2. Knaccuduxanus onyxoJieil u3 000104ex nepudepudeckux HepBOB

Onyxomu wu3 o0Oono4YeKk mepupepruueckux HEPBOB OXBATHIBAIOT  CHEKTP
Pa3IUYHBIX O ITHOJIOTHH, THCTOJOTMUYECKONW M MOJIEKYJISIPHOU CTPYKType, a TakkKe
OuosiormueckoMy ToBeaeHUI0 HoBooOpasoBanuit [141]. CormacHo KiaccHHKaIK
BO3 (2021) OOIIH knaccubunupyrotcs Ha JOOPOKaUYeCTBEHHBIE U 3JI0KAaY€CTBEHHBIE.
K nob6pokauectBenubiMm OOITH otHOCAT 9 rucrosorndeckux TUMOB: 1) mBaHHOMA, 2)
Helipopubpoma, 3) mepuHeBpoma, 4) 3E€pHUCTO-KIETOYHAS OMYXOJb, 5) MHKCOMA
000JIOUKM KOXKHOTO HepBa, 6) colMTapHas OrpaHUYEHHAass HEBPOMA, 7) SKTOMUYECKas
MEHMHTHUOMAa M MEHUHIOTeNIMalbHas ramaproma, 8) moOpokayecTBeHHass TpUTOH-
OIyXOJIb/HEUpPOMBIILIEYHAasT XOpUCTOMa, 9) THUOpuAHAsS OmyXxoidb M3 000J0YeK
nepudepuueckux HepBoB. 30O0ITH noapasnensitorcs Ha COOCTBEHHO 370Ka4€CTBEHHbBIE
OIYXOJU 000JIOYEeK Nepu(PepuuecKuX HEPBOB M 3JI0KAUYECTBEHHbIE MEIAHOLUTAPHBIC
OIMyXOJu  00oJiouek mepudepuyeckux HEepBOB. B KIMHUYECKOM  MpaKTUKe
pacripoctpadeHa knaccudukamus TpaaunuoHHeXx 300IIH mo »tmonoruum: 1)
cnopaanueckue, 2) H®-l-acconmupoBanubie, 3) paavouHAyIHpoBaHHBIe [155].
PanunonnaympoBaHHble OMYyXOJM COCTaBIISIIOT Bcero 1-2%, B To Bpems kak HD-1-
accoruupoBanubie 37-64% [163]. Cnopaaundeckue BcTpeuatotcss B 40% ciydaes,
HIPUYHHBI MX MPOUCXOXKIACHUS 10 CHX IOp aKTMBHO m3ydarorcs [141]. B uccinenoBanuu
LaFemina wu coaBr. [88] cmopaanueckue 3O0OIIH, accouuupoBaHHBIE C
HelpodubpomaTozom | THMA U paAMOUHIYIIMPOBAHHBIE BCTPEUATUCh MPUMEpHO B 45%,
45% u 10% cny4aes.

300IIH paccmaTpuBaloTCs B KayeCTBE YACTHOTO BapHUaHTa MATKOTKAHBIX
capkoM. C 1e/bl0 CTaJUPOBAaHUA CAPKOM MATKUX TKaHEW TYJIOBHINA, KOHEUHOCTEU U
3a0pIOIMIMHHOTO TPOCTPAHCTBA MPUMEHSETCs olmenpu3HanHas kinaccupukamus TNM
(8-e m3nmanme, 20171) Mexmyrapoaaoro npotuBopakoBoro coro3a (UICC) [33]. lannas
cuctemMa KiacCUpUKAIMK OCHOBaHA HA TaKWX IOKAa3aTesX, KaK pa3Mep OIyXOJIH,
HaJIMYUe METACTa30B B PETHOHAPHBIX JUM(OY3Nax, OTAATEHHBIE METACTa3bl U CTETICHB
3nmokadecTBeHHOCTH omyxonu mo cucrteme FNCLCC (®panmysckou deneparuu

HAIMOHAIBHBIX MPOTHBOPAKOBBIX IIEHTPOB) [72].
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KJZCICCMd)MKauMﬂ cmenernu 3noKkadvecmeernrocmu Ol’lVXOﬂeuvMﬂZKMX mxaneu no

EFNCLCC.

Ilo Ttpexcrynenuatoii cucreme FNCLCC paccuutbiBaeTcsi cymma O0ajios,
otoOpaxaromas Iu@hepeHIUpPOBKY OIMYXO0JU, MUTOTUYECKUN HHIEKC M KOJIMYECTBO
HEKpO30B.

Crenennb nud¢epeHIUPOBKH OIYX0JIH

1 6ann — capkoMbl, HATOMUHAIOIIME HOPMAIbHYIO ME3EHXUMAJIbHYIO TKaHb B3POCIOTO
yesioBeka (Hampumep, Boicokoauddepenumpobanubie 300I1TH)

2 panna — capKoMbl, TUCTOJIOTMYECKOE TUITUPOBAHNE KOTOPHIX OTHOCUTEIBHO
onpezeneno (3OO0ITH TunudHoro cTpoeHus)

3 b6anna — >MOpuoHaIbHbIC U HeAUBDEPEHITUPOBAHHBIE CAPKOMBI, CAPKOMBI
COMHHTEIBLHOTO THIA U NpoucxoxaeHus (Hu3koauddepenumpoanusie 300ITH)
Yucao0 MUTO30B

1 6ann — 0-9 muto30B B 10 nomnsax 3penus x400

2 oanna— 10—-19 muto30B B 10 nomsax 3penust x400

3 6anna — 20 u 6onee muto30B B 10 momsax 3penust x400

Hekpo3 onyxosu

0 6annoe — HEeT HEKPO3a

1 6ann — menee 50% miiomaan HEKPO3a B OMYXOJIH

2 o6anna — 50% u Gosee TUIONIATN HEKPO3a

OmnpeneneHue CTENEHU 3710KaYECTBEHHOCTH OITyXOJIM MPOUCXOAUT IMyTEM
CyMMHpOBaHus 0auioB 1o TpeéM nmyHkram: G1 — 2-3 6amna, G2 — 4-5 6amnos, G3 —
6onee 6 O6amIoB.

HepBuunas onyxoJs (T)

Tx — HemocTaTo4HO TaHHBIX /JIS OLIEHKU MTEPBUYHOU OITYXOJIU

TO — IlepBruHas OIyXxoip HE ONPEAEIIAECTCS

T1 — Onyxons <5 cM B HanOOIBIIIEM U3MEPECHUN

T2 — Onyxonb >5 cM, HO MeHblie 10 cM B HauOOJIbIlIEM U3MEPEHUU

T3 — Onyxonbs >10 cm, HO <15 cMm B HauOOJIbIlIEM U3MEPEHUU

T4 — Onyxons >15 cM B HaMOOIBIIEM U3MEPEHUU.
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Metacra3ssl B peruoHapHblie JuM@oysiasl (N)
Nx — Meracrta3sl He MOTYT OBITh YCTaHOBJIEHBI
NO — Het meTacta3oB B peruoOHapHbIX JIUMPOoy3iax
N1 — Hanuuue MeTacTa3oB B perHOHAPHBIX JIUMGOy3ax
Otnanénnbie meracradbl (M)
MO — HeT oTnan€HHbIX METACTa30B
M1 — Hanuyue otnaliéHHBIX METAaCTa30B
CragupoBaHue CapKOM MSTKMX TKaHEH TYJIOBUINA, KOHEYHOCTEH M 3a0pIOUIMHHOTO

POCTPAHCTBA MIPEACTaBICHO B Tabuie 1.

Ta6auna 1 — Knaccudukanus craqupoBaHus CaApKkoM MITKUX TKaHEH TyJI0BHINA
¥ KOHEYHOCTEM, 3a0PIOITMHHOTO IPOCTPAHCTBA

Crangus T N M Crenensn
nddepeHITUpOBKH
T1 NO MO Gl, GX
Cranus |
T1b NO MO Gl1, GX
T2 NO MO Gl1, GX
Cranus 1B T3 NO MO G1, GX
T4 NO MO Gl1, GX
Cramus Il T1 NO MO G2, G3
Cranus A T2 NO MO G2, G3
T3 NO MO G2, G3
Cranug 111B
T4 NO MO G2, G3
Cranus IV JIro6oe T N 1* M1 JIro6oe G
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1.3 AcnieKThbl IMATHOCTHKH U KJIMHUYECKHE CUMIITOMBI OIyXoJiel u3

000s104ek nepupepuIecKUX HEPBOB

Knunnyeckue mposiBneHuss omyxojied o000J04eK Nepu(pepruuecKuX HEpPBOB
00yCIJIOBJIEHBI MHOKECTBOM (PAaKTOPOB, BKIIIOUAs pa3Mepbl 00pa3oBaHus, JOKAIU3ALHUIO,
a TakXe CTeNeHb BOBJCYEHHOCTH B OIyXOJEBBI MPOLECC COCYIUCTO-HEPBHBIX
crpyktyp [111].

[Mpununuansao JJOOITH moryT BO3HUKHYTH B JIE0O0OM OTAENe nepudepruyeckoin
HEpBHOW cUCTeMBI. Yaille BCEro mopa)aroTcsi CHMHHOMO3TOBBIE KOPEUIKHA TOJOBBI U
€W, a Tak)Ke HEPBHBIE CTBOJIbI CrMOATEIbHOM IMOBEPXHOCTH BEPXHUX W HUKHUX
KOHEUHOCTeH (0COOCHHO JIOKTeBbIe M ManoOepiioBeie HepBbl) [134]. Hepenko mectom
BO3HMKHOBEHUSI JaHHBIX OMYXOJieH SABIACTCS 3aJHEE CPEeJOCTEHHUE W 3a0pIOLIMHHOE
npoctpanctBo [10]. IlIBaHHOMBI M JIOKAJIM30BAaHHHBIC HEHPOYUOPOMBI, KaK cambie
pacnpoctpaneHubie Tunbl JJOOITH, o0bYHO OAMHOYHBIEC, OTIUYAIOTCS MEIJIEHHBIM
pPOCTOM U HEOOJBIIMMH pazMepaMu (<5 cM). BoJIBIIMHCTBO OpaXKEeHUN MPOUCXOIUT B
MEJIKUX HepBaX W, CJIeI0BATEIbHO, PA3BUBAIOTCS B OBEPXHOCTHO. [IJ1s1 HUX XapakTepeH
AKCIIAHCUBHBIA  AKCTpaHEeBpalbHBIA  pocT. OcoOEHHO  pachmpoCTpaHEeHbl  Ha
MOBEPXHOCTHBIX y4acTKaX KOXKHU, TJI€ OHU MPEJCTaBICHBI B BUJE Y3JIOBBIX 00pa3oBaHUMN
Ha HoxKe [141]. Knmuandeckast KapTHHA OOBIYHO IIPEICTABISIET CO00I 0€3001e3HEHHOE,
MEJUICHHO pacTylllee OIyXoJjeBoe oOpa3oBaHue. boiab U HEBPOJIOTUYECKHE CUMIITOMBI
BCTPEYAIOTCS HE 4YacTo, 3a HCKIIOYEHHEM OIyXoJeil OOoJbIIMX pa3MepoB.
HoBooOpa3zoBanusi OOBIYHO MOJBIKHBI TNPH MajdbHallMM, 3a HCKIIOYEHHEM MecTa
npUKpervieHus K HepBy [11].

Kimnanueckue nposinenuss 300IIH B 1enoM He OTIMYAOTCS OT TAKOBBIX MPHU
capkomMax MATkux TKaHed. OHM TPEeACTaBIAIOT COOOH  YBEIMYHMBAOLIYIOCS
NaJIbIUPYEMYIO OIIYXOJIEBYIO MACCy C HAIMYUEM WJIM OTCYTCTBHEM OO0JIEBOIO CHHIpOMA
[41]. dns HUX XapaKTepeH MINUPOKUI CIIEKTP CUMIITOMOB - OT HeCIelM(pUIECKUX B BUJIE
YyBCTBa AUCKOM(OPTa WU 00U B MOSCHULIE 10 MOSIBICHUS OTEKA HMXKHEH KOHEUHOCTH
BCIEACTBUE  CHABJICHMS  WIA  WHBAa3UM  MarucCTPaJbHBIX  BEH, HAPYIICHUS

YYBCTBUTCIIBHOCTH M MOSIBJICHUSI HEBpOJoruueckoro aeduimra [76]. B padore Yao Xu
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u coanT. [176] y 24% OONBHBIX yXe MPH MEPBUYHOM OOCICIOBAHUN OBUIN BBISIBICHBI
OTAQIEHHBIE MeTacTa3bl; B mnociaeaywmeM y 81% MmalueHToB  OTMEUYEHO
nporpeccupoBanrie 3a00JeBaHUs B BUJE IMOSBICHUS OTAAIEHHBIX MeTacTazoB. B
uccienoBannn Zou C. coast. [181], wamie Bcero HepBHBIC CTBOJIBI KOHEYHOCTEH U
TYJIOBUIIIA, B TO BpeMs KaK OMYyXOJIM B 00JIACTU T'OJIOBBI U IIEU COCTABIISIIA TOJIBKO 8—
16% Bcex 300ITH. Takwue xe pe3yabTaThl npuBoauT Brandon T. u coast. [43], rae B
npotuBonofoxkHOCT,  JIOOITH, OOJBIIMHCTBO 3JI0KAYECTBEHHBIX OIYXOJIEH U3
ob0osouek mnepudepuyecKuXx HEPBOB TaKXKE pPAcCIoJiarajoch 3a MpeaesiaMu TOJOBBI U
men (86,3%). Ilo mamueiM Lafemina J. u coaBt. [88] Hambomee uacTo omyxoJu
pacnosaranuch B KoHeUHOCTAX (41%), 3a0prommuHO (31%), Tynosuie (22%), ronose
u mee (6%). Cpennuii pazmep npu 3ToMm coctaBuil 8.4 cm s ciopagudeckux 300TTH,
11.2 cm gt HO-1-accounnpoBaHHBIX, 5.5CM ISl palUOUHTYIIIPOBAHHBIX.

[To nammeiv Valentin T. u coaBr. [163] Haubosee yacThIMH >Kajo0aMu TpU
Hammuun 30O0IIH  sBnsitoTcst 60iib  pa3iuyHOM cTemeHu BblpakeHHocTH (41%)),
najgpnupyemas onyxoiib (36%), HeBponoruueckue cumntomsl (15%), apyrue (8%).
[Tpu sTOM 60JH OBLIA JOMUHUPYIOIIMM CUMITOMOM IPH MOCTaHOBKE nuarHo3a HD-1-
accouuupoBanHbix 300IIH, a nanuune nanbnupyemMoro odpazoBaHus Mpeodiaaano B
cinyyae criopaandeckux 3OOITH.

Komnwrorepnass tomorpadus (KT) m MarHuTHO-pe3oHaHCHas Tomorpadus
(MPT) wucnons3ytorcst nansa  neppuuHord  guarHoctuku 30O0IIH u  JIOOIIH,
TJIAHUPOBAHUS OTEPATUBHOTO BMEMIATENIbCTBA M TOCIEAyomero HaomoaeHus. O6a
METOJa MOTYT MPUMEHSTHCA MJIsI ONPENENICHHS Pa3MEPOB OMYXOJU U CTEIEeHU
JOKaIbHOW WHBa3WM. Tak, Hampumep, Benz wm coart. [16] ucmonp3oBasm KT wu
sametwin, yto 30OO0ITH Gonbie, yeM ux qo0O0pokadyecTBEHHBIC aHAIOTH. B yacTHOCTH,
CpeIHUI pa3Mep 3JI0KaYeCTBEHHOU M JIOOPOKAYeCTBEHHOW OITyXOJIeH cocTaBmi 7,4 cM
u 4,8 CM COOTBETCTBEHHO.

300ITH mnpu MarHMTHO-PE30HAHCHOM HCCJICAOBAHMHM BBITVISIAAT THUIIO- U
M30UHTEHCUBHBIMU Ha T1-B3BEIIEHHBIX U300PAXKEHUSAX U TUIEPUHTEHCUBHBIMU Ha T2-
B3BeIIeHHBIX u300paxkeHusx [40]. Yacroit Haxonmkoid (mpumepHo B 66% ciydacs)

aBiseTcss Hanuuue nepurymopanbHoro otéka. 30OIIH mpu MPT wuccnenoBanuun
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XapaKTEepU3YIOTCS  BepeTeHooOpa3Ho  ¢GopMoi,  JEeMOHCTPUPYIOT  H30- U
TUIIOMHTEHCUBHBIN CUTHAJI B CPABHEHUU C MBIIIICYHBIMU TKAHSAMH, YCUJICHUE PUCYHKA
10CJIe BHYTPUBEHHOTO KOHTPACTUPOBAHMSI, pa3Mepbl 00BIYHO MPEBHIIAOT 5 cM. [169].
Ilo pmamsbiM TpaguumonHoro MPT cpegnume pasmepsr mus 300IIH u JIOOIIH
coctaBuin 6,3 cM u 3,9 cM cootBeTcTBeHHO [40].

Muorue aBTOphl pexomenayroT nposeaenue WB-MRI («whole body MRI»,
MPT Bcero Tena) y 6onbHbix ¢ H®-1 Tuna npu moctwkeHuu 18 jer, ¢ LENbIO
ompenesieHus BHYTPEHHEH OIyXOJEBOM HArpy3kd W HaJu4usl IJIEKCUMOPQHBIX
Heiipoudbpom [123]. Ognako mpu orcyrcTBum BHYyTpeHHMX [TH mms maneHeitmero
MoHuTOpHHTa Kcnosb3zoBanue WB-MRI He pexomenayeTcs.

B wuccnenoBanuun Gruber H. um coaBr. [58] mnpencraBieHbl 0COOCHHOCTH
Bm3yarm3anuu  (mo  gaHHeiM  MPT wu  Y3M), koTopple [OKHBI BBI3BIBATH
HACTOPOKEHHOCTH B ciyyae nogo3penust Ha OOIIH, a takke ux nuddepeHnuanum ot
JIpYyTuX HOBOOOPa30BaHUM, TPOUCXOAIINX U3 UHBIX AJIEMEHTOB MITKUX TKaHEH:

1. Pacrionoxenue B aHATOMUYECKON TPOEKIIMK HEPBHOTO CTBOJIA (HAIpUMED,
CeJIAJIUIIIHBIN, CPEAUHHBIA HEPB).

2. Heps, Bxomsmmuii win BBIXOASIIUNA W3 MITKAX TKaHeHW (MPaKTHYECKU
natorHoMoHnuHbId 1151 OOITH npuzHak).

3. Beperenoobpaznas ¢opma (CBA3b C pOCTOM MO X0y IMOPAKEHHOTO HEPBA).

4, 3nak ‘“xupoBoro oboxaka” (mepudepudeckuid 000IOK >KHUPOBOM TKAHU
BOKPYI' COCYJAMCTO-HEPBHOTO Iy4Ka, XOPOLIO BU3yaIM3Upyemblil Ha T1-B3BEHICHHBIX
M300PAKEHUSAX).

o. AHOManuMu pa3BUTHS MBIII, WHHEPBUPYEMBIX MOPAXKEHHBIM HEPBOM

(arpodus/3amenieHne KUPOBO TKAHBIO/OTEK).

[To3utporHO-3MUCCHOHHAS TOoMoTrpadusi/kommbroTeprass tomorpadus (I19T /
KT) ¢ 18-¢propaesokcurmokozori  (IIDT/KT-18D/I) mo3Bonser  BBICOKOU
9yBCTBUTEIBHOCTHIO U crenupuuHocThio oOHapyxuBaTh 300IIH y nun ¢ HO-1 u
JIOJKEH WCIIONIb30BAThCSA TIPU TOJO3PCHUM Ha 3J0KAYECTBEHHYIO TpaHC(HOPMAIIHIO
omyxosm ob6osoukn HepBoB [145]. Taxxke IIDT-KT wucmone3yercss ¢ IeIbIO

OoIpCACIACHUA CTaaWK, YUUThIBAA CTAHAAPTHYIO JOKAJIM3allWIO MCTACTAa30B B JICTKHUC H
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koctu. IIpu I19T / KT onyxonu, umeromue SUVmMax > 3,5, 00bIYHO paccMaTpHUBaeTCs
KaK IMOTCHIIMAJILHO 3JI0KadecTBeHHbIC [144].

[Ipu ynbTpa3BykoBoM wucciuenoBanun JIOOIIH mnpencraBnsaior w3  ceds
HOBOOOpPA30BaHUsI  COJIMJIHOM  CTPYKTYphl, OBaJbHOW  (POPMBI, OZHOPOJHOM
TUIIO?XOT€HHOM CTPYKTYpPBI, ¢ YETKUM POBHBIM KOHTYPOM, OCOOEHHOCTBIO KOTOPBIX
ABJIIETCSI MEKMBIIIEYHOE PACIIONOKEHUE PAIOM C COCYIUCTO-HEPBHBIM IYYKOM,
KOTOpPOro omyxoJjib chaaBinuBaeT wian orrecHser [20]. Hetipodpubpomarto3 1 Tuma
(Oone3np PexnuHrxayseHna) xapakTepuszyeTcs KOHITIOMEPATOM MHOKECTBEHHBIX Y3JIOB
OBaJIbHON (POPMBI, OHOPOJIHON CTPYKTYpPBI, CPEAHEHN MM MOHUKEHHON IXOr€HHOCTH,
yalie ¢ HEPOBHBIM YETKMM KOHTYPOM BJIOJIb COCYAMCTO-HEpBHBbIX myukoB. 300OITH
npu 3Xorpaduu BUBYATU3UPYETCs] KaK COJIUAHOE oOpa3oBaHUE, OBaJbHOU (POpPMBI,
HEOJHOPOJHOW CTPYKTYPhl 3a CUET OJWMHOYHBIX KHUCTOBHJIHBIX BKJIHOYCHHUEM, C
POBHBIM YETKMM KOHTYpPOM, MECTaMH BU3YAJIU3UPYEMOU IICEBIOKANCYJION MO
nepudepun omyxonu [20]. Ilpu momo3peHHr Ha BOBJICYCHHE MAarduCTPajbHBIX BEH
00s3aTENIbHBIM SIBJISIETCSl BBIMOJHEHUE JomIuieporpaduu uisi ONEHKA HW3MEHEHUS
BHYTPUCOCYIUCTOTO KpoBOTOKa. HecMoTps Ha Oosiee BHICOKYIO UYBCTBUTEIBHOCTh U
BU3YAIM3AIUK0 MSITKMX TKaHEM 10 CpaBHEHHIO C yiubTpazBykoM, MPT He
PEKOMEHAYETCSI B KAUECTBE JUAarHOCTUYECKOrO TECTa NMEPBOM JIMHUU MOBEPXHOCTHBIX
HOBOOOpa3oBaHui, Mockoibky Y3U sBnsgercs Oojiee IKOHOMHYHBIM, TPOCTHIM U
OBICTpPBIM B Hcrob30Banuu [139].

ITposenenne 6monicun OOIIH B mpemomnepalimoHHOM MEPHOJIC PEKOMEHYETCS
BBIIIOJIHATh B TOM CIydae, €CIIM IUIAHUPYETCS MpeAoNepallioHHasl XUMHUO- WJIU
aydeBas Tepanms [52], Tak Kak pEHTTEHOJIOTHYECKash KapTHHA OIMyXOJM HE BCerna
SABIIICTCS MATOTHOMOHMYHOW 11  KaKOTO-THOO THUCTOJIOTMYECKOrO0  TOJTHUIIA
(manpumep, BbICOKOTU(pepeHITIpOBaHHAS 300IIH). 3110KauyecTBEeHHAs
tparnchopmanus npu JJOOIIH wmoxer ObITh 0YaroBoil, OCOOEHHO B CIydasx
MIeKCU()OPMHOTO BapHaHTa, MOATOMY MPOBEJACHHE OUOTICUU B ITHX CIydasx JOJDKHO
CONIPOBOXKIATHCS OMPEAECICHUEM MOJO3PUTENBHBIX YYAaCTKOB, BHUIMMBIX Ha MPT
[104]. Ecnu nopaskeHHBIH HEpB HE HECET 3HAYMMOTO (PYHKIIMOHAIBHOTO 3HAYCHUS, TO

PCKOMCHAYCTCA HCCCUCHUC OIIYXOJIHN C MMOCJICAYIOIIUM THCTOJIOTH4YCCKUM
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UCCJIEI0BAHUEM C MEPBUYHBIM BOCCTAHOBJIEHUEM HEpBa (Helpopadueil) BMECTO ero
TpanciuianTanmu  [98]. B ciyuae, korma pe3ekius HepBa  COMPOBOXKIACTCS
3HAYUTENbHBIM (YHKIIMOHATHHBIM HApYIICHWEM, HA MEPBOM 3Talle PEKOMEHIOBAHO
MPOBEJICHHE TOHKOUTOJIHHOW OMONCHH HOBOOOpA30BaHUS, C IIENIbI0 UCKIIOUYEHUS €TO
manurauzanuu [155]. ¥V narmuentoB ¢ OOITH, ocobenno y 6oapHbIX ¢ HD-1, THma
37I0Ka4eCcTBEHHAs! TpaHc(opMmamms OOBIYHO MPOSIBISIETCA KaK BHE3AMHOE YBEIMUYCHHE
pasmepa win 00JIE3HEHHOCTU paHee CTa0WIbHOM HeMpoduOpOMBI, U 3Ta 0COOCHHOCTH
JO/DKHA TPUBOJUTh K JMArHOCTHYECKOW Ouorcuu HoBooOpasoBanus [169].
UpeckoxkHasi TOHKOUTOJbHas Ouoncus urior 12G wnu 14G nox ynbTpa3ByKOBBIM WIIH
KT-xoHTpoJieM Ha TaHHBI MOMEHT SIBJISIETCSI HanboJiee MPEeAnOYTUTEIEHBIM METOIOM

peaonepaioHHOW MOP(OIOrHUECKOW Bepru(uKalmu auarsosa [17].

1.4 Mopdostornueckoe cTpoeHHe U MOJIEKYJISIPHO-TeHeTHYeCKHii JanamadgT

omnyxoJieii u3 000/104ek nepudepudecKuX HePBOB

ITpu cBetoBoit mukpockonuu JIOOIIH, B GONBIIMHCTBE CIydaeB, 3TO TSHKU U
CKOIUICHHSI OBOHMHBIX, BEPETEHOOOPA3HBIX WM AMUTEIHOUIHBIX KIETOK C 00O0JKOM
203UHODHIIHFHOM IIUTOIIAa3MBbl, pACIIOI0KEHHON B MHUKCOUTHOU n/nnn
rHaTuHU3UpOBaHHOi cTpoMe [17]. Yacrora mMuTo30B, Kak mpaBuio, Huskas (0-2/10
pEnpe3eHTATUBHBIX TOJeH 3peHus), 0e3 Hadu4usg ATUIMHYHBIX MHTO30B WJIM OYaroB
Hekpo3sa [131]. [Ipu mukpockonmyeckom uccienoBannu 30OO0ITH npencraBisroT coboit
npoaudepaiuio 3JI0KAY€CTBEHHBIX KJIETOK BEPETEHOOOPA3HOM bopmpl,
JEMOHCTPUPYIOIIUX IYYKOBBIA XapakKTep pocTa. Sapa OmyXodeBbIX KIETOK YacTo
UMEIOT (OpMy 3alsATOW, B OCHOBHOM BOJHHCTOTO WJIH BBITHyTOro Buma [112].
XapakTepHa KapTHHA YEPENYIOUIUXCS THUIEp- W THUNONEIUTIONSPHBIX o0nacTei ¢
pa3IMYHON CTENEHbI0 AaTUNUW, HaJIMYMEe MHUTO30B, a TakKXKe 30H HEKpo3a H
KpoBowmsnusiHui [53].

B HacTosIIee BpEMS OTCYTCTBYET € INHBIN TUAarHOCTUYCCKHUU
MMMYHOTUCTOXUMHUYECKUI MapKep AJisi TOYHOTO YCTAHOBJICHHS] BapUaHTa OMyXoJyieil u3

o0osouek nepudepuyecKux HEPBOB. YUHUTHIBASI YACTOTY BCTPEYAEMOCTH OTHEJIBHBIX
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THCTOJIOTUYECKUX TUTIOB, MBI PACCMOTPENH IIIBAHHOMBI, HEUPO(PHOPOMBI, IEPUHEBPOMBI
u 300IIH. Ilpn Bcex BapuaHTax IIBaHHOM HaOmrogaeTcs nuddys3Has 3KcHpeccus
oenxos S100, SOX10 [67]. [Tpu nokanu3anuu B 3a0pIOIIMHHOM IPOCTPAHCTBE, a TAKKE
B CPEIOCTCHHH MapKepaMd MOTYT BBICTYNHTH TJIHANBHBIN (QUOPUIUIAPHBIA KHCIbIHA
oenok (GFAP). B ciyuae snurennoniHON IIBaHHOMBI B 42% Habmogaetcs auddysHas
notepss 3kcnpeccun SWI/SNF  cBsi3aHHOTO, MaTpPUKC-aCCOIMUPOBAHHOIO, AKTHH-
3aBUCUMOTO perymnsaTopa XpoMaTHHa (SMARCB1) [69]. [Tpu
UMMYHOTHCTOXUMHUYECKOM HCCIIEI0BaHUN HEUpOo(GHOpPOMBI B OOJBIIMHCTBE CIIy4acB
skcnpeccupyroT takue mapkepsl kak S100, SOX10 u CD34. HenurMeHTHpOBaHHBIC
auddy3Hble HEHPOGUOPOMBI MOTYT SKCIPECCHPOBATh MEIAHOIMTAPHBIE MapKephl
[135]. B mnepuneBpumHOoMax HaOmogaetcs skcrpeccuss EMA, Genka TtpancmopTépa
(GLUT-1), Claudin-1 u CD34 npu orcyrctBum S100 u SOX10 [47]. B cBotO 0Ouepens, B
300IIH »skcnpeccus S100 u SOX10 mnpeumyliecTBEHHO ouaroBasi, € 4YacTOTOMN
BcTpedaemoctd 30-39% wu 49-67% coorBercTBeHHo [73]. [lo nmaHHBIM pa3IHYHBIX
aBTopoB, npu 30OIIH BbICOKON CcTENEeHU 3JI0KaYECTBEHHOCTH MOTEPSI SKCIPECCUU
tpuMmetmiinsnHa 27 rtucrona H3  (H3K27me3) pacuenuBaercs Kak HamOoJjee
YyBCTBUTEIbHBIH M CHEUM(PUUHBIA JOCTYIHBIM MapkEp, OSKCIpPEecCHss KOTOPOTro

HaOroaetcst B 59-85% cnyyaes [137, 147].

1.4.1 MyTanuu noJuKoMOHHAJIBLHOI0 cynpeccuBHOro komiiekca 2 (PRC2)

Ha naHHBIE MOMEHT M3BECTHO O 3HAUUTEIBLHOM MOJIEKYJISIPHOW T'€TEPOr€HHOCTHU
omyxoyied W3 oOosouek mnepudepuueckux HepBoB [77, 78]. Tak, comarudeckue
MyTalliy TMOJIMKOMOWHAIBHOTO cynpeccuBHOro komiuiekca 2 (PRC2) Berpeuanuch B
92%  cnopamuueckux, 70%  H®D-l-accoummpoBanubix u  90%  30O0IIH,
aCCOIMUPOBAHHBIX C Jy4deBoi Tepamueit ciydae [92]. PRC2 (Polycomb Repressive
Complex 2)- MynbTHOCITKOBBIN (PepPMEHTHBI KOMIUICKC, KOTOPBI BBITOJHSACT (YHKITUU
WHUIHAITAN u MO I/ICP KAHIH TPAHCKPUIIUU yepe3 cnenu(pUIECcKyro
MOCTTPAHCIISAIIUOHHYIO MOJTU(PUKAIHUIO THCTOHOB [46]. OH OTHOCHTCS K TpyIIe OCIIKOB

Polycomb Group (PcG), wumeromuii mepBOCTEICHHOE 3HAYEHHE B IIpoleccax
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muddepennmpoBkr  kiaetok [46]. B ero cocraB, MOMHUMO HEKOTOPBIX JIPYTHX
BCIIOMOTaTEIbHBIX, BXOJST Takhe OCHOBHBIE Oenku, kak Enhancer of Zeste 2 (EZH2),
Embryonic Ectoderm Development (EED), Suppressor of Zeste 12 (SUZ12) [66].

I'enst SUZ12 u EED xoaupytor 6enku kommiiekca PRC2 nmytém npucoennHenus
TpEX METWIBHBIX Tpynn K mm3uHy 27 rtuctona H3 [67]. B 30O0IIH PRC2
MHAKTUBUpYeTCs B cBsizu ¢ Mytauumssmu B SUZ12 u EED. B coBokynHocTH oOHuU
nojBepratorca Mytanuu npumepHo B 85% 3OOIIH, yro yacto mposiBisieTcss 6osee
arpecCUBHBIM XapakTepoM TeueHHs 3a0osieBanust [92]. PesynbTaroM 3THX MyTalluid
sBisieTcss ytpata (QyHKiuu TpuMmetwumpoBanus 27 rucrona H3 (H3K27me3) [68].
N3smenenust PRC2 obnapyxupatorcst B mout 90% ciyuaeB 30OOITH; romo3uroTHbie
MyTaluu (BbIABIsIEMbIE TTpuMepHO B 65% ciydaeB) BenyT k yrpare pynkiuit PRC2 u
norepe H3K27me3 [62]. B wuccnenoBanmm Hornick J. u coaBr. [62] BbIABICHHE
H3K27me3 paccmarpuBaercs kak Haubonee 5>PGEeKTUBHBIA METOA JUArHOCTUKHU
300I1H, onHako OH HE SIBISETCS HMCKIIOYUTEIBHBIM MapKepOM IaHHOW CapKOMBbI, B
CBS3M C TeM, YTO Toja00Has momudukanus ructoHa H3 BeisiBisercs B HEOOJBIION
rpynne aenuddepeHIIMpOBaHHbIX JUIOCAPKOM U B OTACNIBHBIX BEPETEHOKIETOUYHBIX
MmenaHoMax. Takke, HEKOTOpble pabOThl JEMOHCTPUPYIOT BEPOSTHOCTH NMPUMEHEHHUS
skcrpeccun H3K27me3 kak NpeIrKTHBHOTO MapKepa HeOJIaronpUsTHOTO MPOTrHO3a
[146].

HecMmotpst Ha cBsi3b noteps cyobenunnil PRC2 ¢ marorenezom 300ITH, myTtanuun
MEeXIy OCHOBHbIMU KommnoHeHTamu PRC2 pacnpenenensl HEpaBHOMEPHO, a MMEHHO
oonpmmHCTBO MyTaruii PRC2 mpu 30O0ITH mpoucxoxst B SUZ12 u EED [178]. B
penkux ciay4dasx, HanpotuB, HekoTopble 30OIIH mnposBisitioT TUNEpIKCIPECCUIO
KartauTHdeckoro komnonenra EZH2 [178]. MarubupoBaHne TpaHCKPHIIIAN JTaHHOTO
reHa yxXyamano mnpoaudepanuio, a TakkKe CIOCOOCTBOBAJIO  amonTo3y B
KyJIbTUBHPYEMBIX WM KCCHOTpaHCIDIaHTHpyeMbIX kietkax 3OOITH [179]. Bo MHOTHX
MyOJMKaNugIX OTMEeUaeTcs, 4To dkcmpeccus EZH2 orpumartensHO KOppenupyer ¢
ypoBHeM okcmpeccun  H3K27me3, opHako MOJOXKUTETBRHO  KOPPEIHUPYET C
npomdeparueit kierok 30O0ITH u moxum nporuoszom [140]. Ha cerogusiauii 1eHb

uccienoBanus PRC2 He MoryT math TO4HOTO OTBeTa, Kak moteps SUZ12 u EED Bauser



27
Ha 300IIH, ogHako uMeromMecs NAaHHBIE TMO3BOJSIOT MPEANOI0KUTH O TOM, YTO
noreps ¢ynkuun PRC2 npuBogut k mortepe cynpeccuBHoM MmeTkun H3K27me3 u
cynpeccun TeHoB-munieHeir PRC2 [84]. Takum o6pa3zom, yuuthiBas, uro PRC2
n3MmeHsercs: B 3HauutenbHoM mnponieHte 30O0IIH, morteps skcnpeccun H3K27me3

uMeeT MHorooOemariue nepcnekTussl B fuarHoctuke 300ITH.

1.4.2 Bausinue Heiipopuopomarosa 1 Tuna u myranuii B ree NF-1

HeiipodgubpomaTto3 1 Tuma - HaciencTBeHHOE 3a00JieBaHME, C MPEIoaraeMoi
yactoToi Berpeuaemoctu 1:2000-2500 [161]. [Tpubau3uTeIbHO MOJOBHHA MMAIIUEHTOB C
H®-1 tuna ynacnemoBanu 3a0ojieBaHHE OT pOJUTENEH, B TO BpeMs Kak, Apyras
MoJIOBHHA MproOperna natorenHsiid BapuanT reda NF1 de novo [130]. [TepecmoTrpeHHbie
auarHoctudeckue kputepun HO-1 Tuma B pamkax peKOMEHMAHWA MEKIYyHAPOIHOTO
KoHceHcyca 2021t [93] BKIHOYAIOT HATMYKE ABYX U3 HIECTH HIKETIEPCUNCIICHHBIX

1) > 6 makyn 1BeTa «kode ¢ MOJTOKOM)

2)  >2 HelipopuOpOM Ha KOXKe

3)  >2 y3enkos Jluia (raMapTOMBbI pagyKHOH 000JIOUKH )

4)  rIMoMa 3pUTEIBHOIO HEPBa

5) KOCTHBIE IUCILIA3UU

6) HaJlMuusl TEeTEepO3UTrOoTHOro mnatoreHHoro Bapuanta NF1 y omHoro wus

poaurenen

H®-1 tuma  mpegpacmoiiaraeT K pa3BUTUIO OIYXOJied TOJOBHOIO MO3ra,
(beoXpoMOIIUTOM, TaparaHrifioM, TaCTPOMHTECTUHAIBHBIX CTPOMAIBHBIX OIyXOJeH,
paka MOJIOYHOH JKeJIe3bl, IIIOMYCHBIX OITyXOJISH MaJIbIieB U 0co00T0 TUT Jieliko3a [59].
JIOOMHUTENBHBIMU PACIIPOCTPAHEHHBIMU TpPU3HAKaMH, CBs3aHHbIMUM ¢ H®-1 Tuma,
SIBJITFOTCS] TAKME HEHPOKOTHUTHUBHBIC HAPYIICHHS, KaK CUHIPOM JIePUIIMTa BHUMAHUS C
TUNIEPAKTUBHOCTBIO, PACCTPOMCTBO aKyCTUYECKOTO CIIEKTpa, HECIOCOOHOCTh K
00y4YeHUIO, TEM CaMbIM 3HAYUTEIBHO BIIHSS Ha Ka4ecTBO xu3HM [116].

OnHuM U3 OCHOBHBIX (eHOTHUNIHYEcKUuX mposiBieHuid HD-1, sBaserca Hanuuue

HelipoduOpoM, KOTOpPBHIE B CBOIO OY€pEb MOTYT OBbITh JIOKAJbHBIMU, AUG(PY3HBIMU U



28
wiekcupopmubiMu  [106]. 310KauecTBEHHBIE OIMYyXOJIU 000JOYEK mepudepruIecKux
HEPBOB U TJIMOMBI SBJISIIOTCS] HAU0O0JIee YaCThIMU TPUUYMHAMU CMEPTH Y 00abHbIX ¢ HD-
1. Tak, B uccnenoanuu, Bxiarouasiiem 1183 mamuenra ¢ HO-1, uz 131 ymepmero, 31
oonpHOM ckoHuascs oT 300ITH u rimuoM pa3nuuHbIX JIokanusaiuil [48].

300IIH neMOHCTpUPYIOT IHUPOKHIA CIIEKTP XPOMOCOMHBIX m3MeHeHui [83]. Kak
npu H®-1-accoumnpoBannbix, Tak U npu cnopagudyeckux 3O0O0IIH ammaudpukanmu
BCTpeuarorcs: yaine, deMm nenenuu [49]. Cuwmraercs, uro HeiipodubOpomaTos 1 Tuma
SBJSIETCS OJAHUM U3 BAXKHEUIIMX MPEJUKTOPOB  XYIIIEH BBDKMBAEMOCTH H
HEOJAronpusATHOrO KIMHHYeCKOro teueHus y namueHToB ¢ 300ITH [170]. T'en NF1
pacnojlaraeTcsi Ha JUIMHHOM 1uiedye 17-1 XpoMOCOMBI W  KoOJIUpyeT OeJok
HEHPOPUOPOMUH, KOTOPBIA SIBJISICTCS HETATUBHBIM PETYJIATOPOM TYyTH Mepenadu
curHajga uepe3 Oeyok-Cympeccop omyxojieii Retrovirus Associated DNA Sequences
(RAS) [42]. Tlo ngaHHBIM pa3HBIX aBTOPOB, MPU JAHHOM ayTOCOMHO-TOMHHAaHTHOM
3a0oyieBaHNM, BBI3BAHHOM MyTanuei B reHe-cympeccope omyxosei NF1, puck
MOKU3HEHHOTO Pa3BUTHUS 3JI0KAYECTBEHHOW omyxosin cocrtapisier 60%, a oxumaemas
POIOJKATEIIBHOCTD KU3HU CHIKaeTcs Ha 8-21 rox [48, 162]. [Ipeamnonaraemslii puck
pa3BuTusa capkoMbl y manueHToB ¢ H®-1 B Bo3zpacre 30 ner cocraBun 25,1%, a k 50
rogam 38,8% [162]. B wuccnemoBanmu Uusitalo E. u coaBr. [162] 5-nmetHsis
BbDKHBaeMocTh JkeHIIUH ¢ 300ITH B acconnanmu ¢ H®-1 6nma Ha 64,3% xyxe (95%
JIN=55,6-74,3) B CpaBHEHHU C KOHTPOJHHOM TpYIIOW, pa3HUIA B S-JIETHEH
BBEDKMBAEMOCTH Y MY)KUHH TIPH 3TOM OblIa He cymiecTBeHHOU 56,2% (95% U= 46,2-
68,4). B 1mienomM, manueHTHl ¢ HelpoduOpomarozoM | THMa 3HAYUTENTHHO MOJIOXKE HA
MoMmeHT mocTtaHoBku amarHoza 30OIIH (c mukoMm 3a0oiieBaeMOCTH B YETBEPTOM
JECATUICTHH), a TAaKXKe JIEMOHCTPHPYIOT Kak Oojiee HHU3KYI0 BBIKHBAEMOCTh, TaK M
CpeIHee BpeMs JI0 Pa3BUTHUSI MECTHOTO pelUINBa 1 MeTacTazupoBanus [156].

B psae pabot nmpuBoAsSTCA AaHHBIE O XYJLINUX MOKa3aTesaX nporHo3a cpeau HO-
1-acconuupoBanubix OOIIH OTHOCHUTENBHO CHOPAAUYECKUX THUIIOB, B TO € BpeMs B
HallleM MCCJIEAOBaHUU, KaK M B YAaCTH APYrMX HE ObUIO BBISIBICHO CTATUCTUYECKU
3HAYUMBIX oTiHuui [48]. DTn naHHbBIE TaKXKe MOATBEpXkaaroTcs B padote LaFemina J. u

coaBT. [88], tme wnammume HD-1-accommupoBanusix 30O0IIH B cpaBHeHHHM CO
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CIIOPAANYECKMMU OIyXOJISIMA HE UMEJIM CTaTUCTUYECKOU pasHUIbI B rokaszarensx bPB,
npu 3toM 3-netHsis bPB nns HO-1l-accouuupoBaHHBIX U criopagudeckux Gopm ObLia
oJlMHaKoBa M coctaBuia 64%. Ha mpaktuke 4dacto ocraercs npoOJaeMOil OTIMYUTH
chopMUpOBaHHBIE 3JI0KAYECTBEHHBIE HOBOOOpPA30BaHMS OT IUIEKCU(DOPMHBIX WIIU
mubdy3abix  HeilpoduOpom, KOTOpblE  MOTYT  HMHUTHUPOBATH  MAJIUTHU3ALMIO
MOCPEACTBOM OYpHOT'O pOCTa B CBSA3KE C KIMHUYECKOM cuMIToMatukoil. HecMoTps Ha
HEBO3MOXKHOCTh B HEKOTOPBIX CIIy4yasX MPUOETHYTh K PaJAMKAILHOMY JICUCHUIO, JTaXKe
HEpaJuKaJIbHOE XUPYPTUUECKOE BMEMIATEILCTBO CIIOCOOHO 3HAYMTEIHHO MOBIUATH Ha
kauecTBO ku3HU 001bHBIX ¢ JIOOIIH. OTnensHOro BHUMAaHUS 3aCIy>KUBAIOT HEJIAaBHO
omyonukoBanHoe  pykoBoictBo ERN  (European reference  network) mo
AMUEMHUOJIOTUUECKOMY HAJ30Py 3a OMYyXOJISIMHU Y JIUI ¢ HelpoduOpomaTo3om 1 Turma
2023r [30]. Pexomenpmanuu, cojaepiKalldecss B HAcTosIIed paboTe, KacaroTcs
HaOmoneHuss u BeneHus OonbHBIX ¢ OOITH, B dYacTHOCTHM TUIEKCHU(POPMHBIMHU
Helipopubpomamu, pasBuBmmMuca Ha ¢one HD 1 Tunma. OCHOBHOW IIEJIbIO
SIUAHAA30pa SIBISIETCS PAHHEE BBISIBIIEHWE HOBOOOpPA30BaHUH, €Ile 0 TOro, Kak OHU
CTaHyT CUMIITOMHBIMH, a TaK)Ke HauboJiee paHHIOK TAKTUKY XUPYPrUUYECKOTO JICUCHHU S,
HAIPABJICHHOTO Ha MPOQPUIAKTUKY Pa3BUTH (PYHKIMOHATBHBIX HapymieHuil. [Tomumo
ATOr0, TMpejJiaraéMble PEKOMEHJANH TPeOYIOT 3HAUYUTEIbHON MPUBEPKEHHOCTH
MAIMEHTOB, B OCOOEHHOCTH B KOHTEKCTE TUHAMUYECKOTO MOHHUTOPUPOBAHMUS, OJIHAKO, B
CBS3M C WHAMBUAYAJbHBIMH IICUXOCOIHMAIBHBIMU TMOTPEOHOCTAMU JaHHOW KOTOPTHI
MalUeHTOB, HEOOXOAUM  CKOOPAMHUPOBAHHBIM  MEXKAUCUUIUIMHAPHBIA  MOJAXOM.
HeB3upas Ha mnpenHa3HaYE€HHOCTh JAHHOIO PYKOBOJCTBA [Jii TOCYAapCTB YJICHOB
EBpomeiickoro coro3a, aBTopamMu Mpejiaraercs €ro npuMeHeHHe B 0oJiee IMUPOKOM
Macmitabe, MPEeABApUTEIBHO  AJaNTUPOBAaB  OTHOCUTEIBHO MECTHOM  CUCTEMBI

31paBOOXPAHEHUSI.

1.4.3. XapakTepuctuka curHaabHbIX myTeit AKT/mTOR u MEK

B Hacrosiiee BpeMsi HHTHOMPOBAHUE CUTHAIBHBIX MyTEH MPOYHO 3aHSIIO CBOIO

HHUIOY B IIPOTHBOOIIYXOJICBOM JICHCHHMHU KW C LCJIbIO IMOBBIMICHHUA €TO 3(1)(1)CKTI/IBHOCTI/I



30

aKTUBHO TNPOJOJIKAIOTCA pPa3pabOTKH HOBBIX HHTMOMTOPOB CHUTHAJBHBIX MYyTEM.
Curnameuapie  nyth  AKT/MTOR wu, B 4YacTHOCTH, MHTOI'CH-aKTHBHPOBAHHAS
nporennknHaza (MAP2K uwnun MEK) urpator BakHYIO pojib B PErYJISILUU KIETOYHBIX
(GyHKIMI B OTBET HAa BHEKJIETOUHBIE CUTHAJIbI, TaKU€ KaK MHUTOTEHBI, IIUTOKUHBI U
apyrue [23]. DTu myTH aKTHBHPYIOTCS B OTBET Ha runepakTuBanuio RAS y GOIbHBIX C
muchynkrueir B rene NF-1 [82]. B wuccnemoBammu Endo M. u coast. [45]
MHOTOMEpHbIN aHanu3 BbisABWI, uyTo akTuBarus AKT, mTOR u MEK accouunpyercs ¢
XyJLIeH BbKUBAEMOCThIO Y 60sbHbIX ¢ 3OOITH.

Wnrtepecno, yto mytu AKT/mTOR u MEK wame aktuBupoBanuch B TIyOOKO
pacnonioxkeHHbix 300I1H, yeM B MOBEPXHOCTHBIX, YTO TaK¥K€ SABIISIIOCH OJIHUM W3
¢pakTopoB mioxoro mporuosa s 30O0ITH [45]. U3BectHO o0 Jiyuiiem
IPOTUBOOIMYX0JIEBOM 3 deKxTe aHTUIPoIrudepaTUBHON aKTUBHOCTU B HMCCIICTOBAHUSAX
INVitro mpu coBMecTHOM mNpuMeHeHuH AByX UHruouropoB MTOR u MEK, yuurteiBas
nepekpecTHoe B3aumonelictBue Mexay nyrasmu AKT/mMTOR u MAPK [45].
JloxnuHnYeckue ucnbitanuss HHrHOuTopoB MTOR B nccnenoBanuu Schulte A. u coasr.
[148] in vivo m in vitro B coderaHuu ¢ KomOuHaiusMu uHruOutopoB MEK Taxske
JIEMOHCTPUPYIOT OoJiee 3PHEKTUBHYIO MPOTHUBOOITYXOJIEBYIO aKTUBHOCTh U CHUKCHUE
JICKApCTBCHHOM PE3UCTEHTHOCTH MPHU OJHOBpeMeHHOM mpumMeHeHun. Nagabushan S. u
coaBT. [122] cooOimaer 0 KIMHHYCCKOM CIIydae YCIEIIHOrO JICYCHHS HHIHOHUTOpaMH
MEK OGonpHOH ¢ peruauBHPYIOIMIEH METACTaTHYECKOW 3710KauYeCTBEHHON OIyXOJIH,
conepikaieii MHokecTBeHHbIe aOeppanuu B nytd MEK. HenaBHee uccnemoBanme 2
(a3pl KTUHUYECKUX MCTIBITAHUN y feTelt ¢ miekcudopmubiMu Helpodudbpomamu (ITH)
MIPOJIEMOHCTPUPOBATIO OOBEKTUBHBIA OTBET Y 70% OONBHBIX, a TaKXKe yJIy4YIlICHHUE B
KauecTBe XKM3HU B BUJE KyMUpOBaHUS Ooiu mpu MoHoTepanuu mHruoOutopamu MEK
[57]. HecmoTpst Ha Bech mporpecc B MOHMMAaHWUU MOJIEKYJISIPHON OCHOBBI ITaTOTeHE3a
300IIH ¢ noMouip0 reHOMHBIX, TPAHCKPUIITOMHBIX, CKpUHUHTOBBIX METOJIOB, & TAKKE
BbICOKYI0 A0Jit0 300IIH ¢ myrauusmu B mytu MAPK, neuenne naruoburopamu MEK
TpeOYIOT AaNbHENIIEH MPOCTIEKTUBHOM OIIEHKH B paMKaX KIMHUYECKUX UCTIBITAHUM.

B cnydae 3nokadyecTBeHHOW TpaHchopManuu HelpodhuObpoM y OOJBHBIX

HelipodubOpomaTo3oM 1 Tuma, 4aille BCEro BCTpeyanach JAENelus TeHa-cympeccopa
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PTEN [93]. Onyxomnessbrii reH-cynpeccop PTEN siBisieTcst IEHTpaabHBIM HETATHBHBIM
peryinsatopom curiaapHoro nyta PISK/AKT/mTOR [22]. U3BecTHO, 4TO neierus U
cHmkeHnue skcrpeccun B reHe PTEN koppenupyer ¢ uactoToit 3i0KauecTBEHHOU
Tpanchopmanuu Heiipopudpomer B 300IIH y mroneit u sxuBoTHBIX Moxenei [135].
Tak, OCHOBHBIM PE3yJIbTATOM B dKCIEpUMeHTaIbHON pabore Mawrin C. u coart. [110]
CTaJl TOT (DAKT, YTO TOJIBKO Yy TE€X MBIIIEH, y KOTOPHIX HaOIIOAanach aKTHUBALUs
nporoonkorena KRAS BMecTte ¢ motepeit onnoro amiens rena PTEN, B 100% ciyuaes
pazsuinck 300ITH, Takke y 3TuX MbIieil HaOMI0AAIOCh 3HAUYUTEIIBHOE COKpAIlCHUE
npoaoKuTeNbHOCTH ku3HU. Hu noteps skcnpeccun NFI1, vu axtuBanus KRAS 6e3
nanbHevmerd nmorepu PTEN we npuBonumum k passututo 300IIH y wmbiumei. B
uccnenoBanuu Gregorian C. u coaBT. [55] oOHApYKWIK MOJHYIO MOTEPIO IKCIPECCHH
PTEN B uenoBeueckux NFl-accoruupoBannsix 3O0OIIH, mnockonbky wmenee 20%
omyxoJsieBbIX KieTok Obut PTEN-monoxutensubiMu. [logoOHbpiM oOpazoM, B pabote
Bradtmoller M. u coaBt. [22] 0OHapyXHIH 3HAYUTEIHHO CHHIKEHHYIO DKCIIPECCHIO

PTEN B obpasmax 30OIIH y uenoBeka (5%) mo cpaBHEHHIO ¢ HelpopuOpoMaMu
(30%).

1.4.4. DnuTennonHbIe HEHPOreHHbIE OMYX0JIH U MYTAIIUM B TeHe

SMARCB1/INI1

I'en-cynpeccop omyxosieBoro pocra SMARCBI1 (panee hSNF5/ INIL/BAF47),
JIOKaJu30BaHHbI B Jokyce 22(11.2, xoaupyeT OOWH W3 KIIIOYEBBIX KOMIIOHEHTOB
aneHo3uHTpUudochar-3aBUCUMOTO  KOMIUIEKCA  PEMOJETUPOBAHMS  XPOMAaTHHA
SW1/SNF, ocHOBHBIE MEXaHHM3MBI JIEHCTBUS KOTOPOro eme He wu3ydeHsl [127].
OnutenvouHas mBaHHOMa u snuTennougHas 30O0IIH oTHocsATCS K peaKum
BapuaHTaM OIyXOJed O00OJIOYeK HEPBOB, KOTOPHIE TMPOSIBISIOT  PA3THYHbBIC
MOP(OJIOTUYECKHE U IMMYHOTUCTOXUMUYECKHE OCOOCHHOCTH, YETKO OTIUYAIONINE UX
oT ux tunuaHbIX mBaHHOM W 30O0ITH [68]. Dnurennonanpie MIBaHHOMBI BEAYyT ceOs
no0pokadecTBeHHO, a anuTenuonnbie 300ITH nmetror 6osiee HU3KUN PUCK pelUINBA U

MCTACTa3MPOBaHNA, HC3aBHUCHMO OT FJIY6I/IHBI PAacCIIOJIOKCHUA OIIYXO0JIHU, € Iropasao
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Oosee OnaronpusaTHBIM TporHo3om, yem oobraHble 3OOITH [68]. Ioteps skcnpeccun
SMARCBI1 na6atonaercs B 40% »nuTeanougHbIX MIBaHHOM U 70% SNHUTEIMOUTHBIX
300IIH [60]. BosbmmHCTBO cropagnueckuX (OOBIYHBIX) IIBAHHOM COXPAaHSIOT
skcrpeccuto SMARCBL/INIT B 95% cayuaes [129].

BeposaTHOCTh pa3BuUTHSL OMyXoyied 000JI0UYEeK HEPBOB COMPSIKEHA HE TOIBKO C
comarnueckumu MmyTtanussMu B SMARCBI, HO Takxke 0OHapyKEHHbIMH TpPHU HHBIX
HACIIEJICTBEHHBIX CUHPOMaX MYTAIMSIMH, B YACTHOCTH, CEMEHHOM IIBAHHOMATO3€, WIH
Kak ero eiie HasbpiBaioT, 3 Tun Hedpodudbpomarosza [100]. IMocneanuii npeacTaBiser
co0ol1 oTNIeIbHOE OT HeHpopuOpomaTo3a 3a00seBaHKe, TPU KOTOPOM OOHAPYKUBAIOTCS
IIBAHHOMBI YEPEIHBIX, CIUHAJIBHBIX U TEPHPEPHUESCKUX HEPBOB, HO OTCYTCTBYIOT
BECTHOYJIIpHBIC W WHTPaJCPMAIbHBIC IIBAHHOMBI (OMHCAH JIUIIb OJWH CIIy9au
BECTUOYJISIPHOW IIBAHHOMBI TIpU repMuHaibHOU MyTarmu P.W131X B rene SMARCB1)
[173]. [To pa3ubiM orieHKaM, mouT 45% mNalMEeHTOB ¢ ceMeHHbIM U 9% MAIEHTOB CO
CIIOPAIMYECKUM IIBAaHHOMATO30M HMEIOT repMuHainbHbie MyTtaniun SMARCBI, npu
3TOM 4Yalle BCTPEYAIOTCS MHUCCCHC-MYyTallMd W CIulalicuHroBble Mytaiuu [19]. B
uccrnenosannn Hadfield K. u coaBT. [24] ocHoBHas Macca criopagnyecKux (OOBIYHBIX)
mBaHHOM coxpansiin 3kcnpeccuto SMARCBL /INIT (95%), B To BpeMst Kak 4acTUYHAS
notepst akcripeccur INI1 HaGM0MaaCh B OONBIIMHCTBE CEMEHHBIX MTBAHHOMATO30B, U
npuMmepHo B 50% ormyxosnei, CBA3aHHBIX CO CIIOPAJIUYECKUM IIIBAHHOMATO30M, 00€ U3
KOTOPBIX XapaKTepu3yroTcs repmuHaabHbiMu MyTaimaiMu SMARCB1/INIL. B ciyuae
snurenuongHeix 300ITH motepst sxcnipeccun SMARCBL/INIT HaGmromaercss B 65%
cinyuaeB [63]. B pabote JO V. u coaBt. [69] TeueHHE SIUTCIMOUIHBIX IIBAHHOM ITOTEPS
skcripeccun SMARCBL/INI mpoucxomuna B 42% cropagudecKuX SIUTSIHONIHBIX

IIIBAHHOM.

1.4.5. Poab myTanuii rena CDKN2A B Mmajnurau3zanuu Heiipogpuopom

I'en CDKN2A (p16, INK4A) pacmosioc)keH Ha XpOMOCOMHOM yd4acTtke 9p21 u

KOJIUPYET O€NKHU, MHTUOUPYIOIIUE [UKIWH 3aBUcUMble KnHa3bl cemeiictBa INK4. T'en

NF1l, pacnonoxkeHHbIi Ha JIMHHOM IUIede 17 XpOMOCOMBI, KOIUpYyeT OeoK
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HEHpOoUOPOMUH M KaTaIu3upyeT HHaKkTHBaImio Ras [132].

I'ensi-cynpeccopsl onyxosieBoro pocta P16INK4a, pl4ARF, p19ARF sBustorcs
NpPOAYKTaMH TE€Ha HWHrHOuWTOpa NHMKIMH-3aBUcHMMON kuHa3zel 2A  (CDKN2A)
pacnionoxkeHHoM B Jokyce P21.3 Ha 9 xpomocome. [37]. ITorepst maHHOrO JIOKyca,
KOJMPYIOLIEr0, CPEAH IIPOUYETO, PETYIATOP KIETOYHOrO LMKIA P16, SABIAETCS OOHUM U3
caMbIX PAaHHHX JTAlOB 3J0Ka4YeCTBEHHOW TpaHchopmanuu Hepodudpom [19]. Ilo
JaHHBIM pa3IMYHbIX aBTOpoB, abeppauuu reHoB Pl6INK4a u ARF mnpuBomst
Pa3BUTHIO aTUNHKA W TporpeccupoBaHuio Helpoduodpom y 6onbabix ¢ HO-1 B 300ITH
[29]. B pabore Binobaid L. u coaBr. [21] mpuBoasTCsS AaHHBIE O TOM, YTO T€H
P16INK4A conepxan myramuu y 60-75% mnamuentoB ¢ H®-l-acconmupoBaHHBIMU
300IIH, B To Bpems kak B cnopaguuyeckux 30OIIH, myramuu Bctpedanuch B 50%
cinydaeB. [lo TaHHBIM UMMYHOTHMCTOXMMHUYECKOTO MCCIEOBaHUs HAOII0Janach MOYTH
nonHas noreps skcnpeccun P16INK4A B 300IIH, torma xak B Helpodubpomax
9KCIIpeccHst JaHHoro Oenka coxpansuiack [75]. OmnoBpemennas moteps NF1 wu
CDKNZ2A, no MHEHIIO MHOTHX aBTOPOB, MPUBOAUT K TpaHC(HOpMAIIUHU TIIEKCUMOPPHBIX
HeiipopuOpoMm B atunuuHble HepoduOpomsl, a nociaeanux - B 30O0ITH [38, 137].
I'enetnyeckue Hapymenus, a uMeHHo jaenenuu B reHax NF1 u CDKN2A, xapakTepHbie
mis 300ITH, moryt ObITh OOHapyEHBI C TOMOIIBIO (uIyopecieHTHOH In Situ
ruopuan3zanun (FISH) [132]. 3 1ocTynHbBIX HCTOYHUKOB M3BECTHO, YTO OOHAPYKEHHE
neneruit TeHoB NF1 1 CDKNZ2A moryt moMmous B audpepeHImaibHol JUarHOCTHKE
snokadectBeHHBIX ¥ JIOOITH [132], a mo manaeiM Suzuki K. m coart. 2014, moxer
OBITH TIOJIE3HA JIJIs1 BepU(DUKAIIMU B TUATHOCTHYECKH CIIOKHBIX criopagndeckux 300ITH
C BHYTPUKOCTHBIM Tmopaxenuem [157]. B pabore Shintaro S. wu coast., 2021,
uzydaBiiem 55 ciayuaeB 30OITH, nmenermus pl6/NF1 moctoBepHO KOppeaupoBaia ¢
ypoBHeM aH(PGEpPEHIIMPOBKU  OMYyXOJIH, TMPH OSTOM AaBTOP BBICKA3BIBAETCS O
MPEeIoJIaraeMoi IMPOTHOCTHYECKOM 3HAUMMOCTH JJaHHOTO (akTopa [176].

Magallon-Lorenz M. u coar. [99] cooOmaeT 06 nHakTuBauu B reHax CDKN2A
u NF1 Bo Bcex 15 mpoananuszupoBanHbix ciaydasx H®-1 accomuupoBanubix 300ITH,
¥, 9T0 JM000mbITHO, B 3 W3 4 cnopaguueckux ciaydasx 30O0IIH taxke HaOmr0mgam0Ch

noteps skcrpeccuu reHa NF1. 3nanme o coctossauu NFI1 mo3BosseT B3rIsHYTh Ha
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narorene3 30O0IIH kak Ha yHNOpPANOYEHHYIO IMOCIEIOBATEIBHOCTh T€HETUUYECKUX
coobitiii  [142]. Hampumep, B cllydyae aTHIUYHBIX HEHpoPuOpPOM HHUKOTAA HE
HaOmonatorcss u3meHenuss B PRC2, B 1o Bpems kak B ciyuyae 30OIIH noteps
cyobenuuun, PRC2 mpoucxonuia wamie Bcero [121]. ITomoOHBIM 00pa3oM B OIBITE
Miné, Manuele u coasr. [114] y 605bHBIX ¢ Helipodudpomaro3om | THIa, MPH HATHYUH
neoitHoi mHakTuBauMu NF1 u PRC2, Ho 6e3 morepu B CDKNZ2A neiipohudpomsl
Hukorga He nporpeccupoBaiu A0 3OOIIH. B cBs3u ¢ tem, uto CDKN2A npusoaut k
Oojiee BBICOKOM aKTUBAllUM IUKIMH-3aBUCUMBIX KuHaz CDK4/6, mnpoBoasTcs
OPEKIMHUYECKUE  MCCIEOBaHUS ~ BO3MOXKHOCTH  COBMECTHOTO  TNPUMEHEHHUS

unruouropos CDK4/6 B xom6unanuu ¢ unrubutopamu MEK npu newenun 300ITH

[168].

1.4.6. Biusinne 3xcnpeccun PD-L1 B 3/10kauecTBEHHBIX OIYyXOJIAX U3

000104eK nepudepuIecKHX HEPBOB

Penenitop PD-1 u ero smrang PD-L1 wurpator BaxkHy0 poJjib B PETYJISIUAU
KJIETOYHOTO HWMMYHHOTO OTBETa, TPEOYIOIIEr0 aKTUBAIMM IUTOTOKCHYECKUX T-
aumbonutos [171]. Bo3melicTBre Ha CHTHAIBHBIN IyTh KMMYHHON KOHTPOJIbHOM TOYKH
PD-1:PD-L1 nexuT B OCHOBE HMMYHHOW Te€palmMd MHOTHUX 3JIOKAYECTBEHHBIX
HOBOOOpA30BaHUM, B TOM YHUCJIE€ paKa JETrKOro, MOJIOYHOM KeJe3bl, YPOTEIHUATBHOTO
paka [174]. Kpome TOro N3BECTHO O KOPPEISAIIUU MEXTy BBICOKUM YPOBHE SKCIIPECCHH
PD-L1 u xyamum mporHO30M OOJIBHBIX C Pa3IHMYHBIMU TUIIAMH HOBOOOPAa30BaHWIA, B
TOM 4YHCJIC MSTKOTKaHbIMH capkomamu [86],[51]. B cBs3u ¢ orpaHMYeHHOCTHIO
pa3MepoB BHIOOPKH M HEMHOTOUHCICHHOCTH MPEACTABICHHBIX JAHHBIX, OIICHUBAOIINX
aktuBHocTh PD-L1 B 30OIIH, nony4yeHHble pe3ynbTaThl YacTO MPEACTaBISIOTCA
HEOJHO3HAYHBIMHU.

B tpynax, omyoimkoBanubeix Shurell E. u coaBr. [150] coobmaercs 06 omeHke
skcnpeccuu PD-L1 y 53 6onpubix 300ITH. CymmapHo TObKO B 8 U3 53 ciaydaeB Oblia
3amMe4yeHa JKcIpeccuss JaHHOro Mapképa. HeB3upas Ha BBICOKYIO CTENEHb

3JI0KAY€CTBEHHOCTU B 83% paccMOTPEHHBIX 00pa3lOB, MMOKA3aTEIN BHIXKUBAEMOCTH HE
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ObuTH cBsi3aHbl C dkcrpeccueit PD-L1 wnu HamuuueM WHQUIBTPUPYIOMIMX OIMYXOJIb
CD8+ mumdorutoB. B padore Haworth K.B. u coaBr. [61] Obutn npoaHaaIu3upoOBaHbI
45 00pa31oB Kak 10O0pOKaueCTBEHHBIX, TAK U 3JI0KAYECTBEHHBIX OIyXOJIeH U3 000JI04YeK
nepupepruueckux HEpPBOB, MPOJAEMOHCTpUpOBaBIIMX 3Kcnpeccuto PD-L1, onnako
CYIIECTBEHHON pPa3HHIIBI B YPOBHE JKCIPECCHUU MEXIy HUMU OOHapyX eHO He OBLIO.
JIro0OnBITHBIC pe3y/IbTaThl IPUBOIATCS B HcciaenoBanuu Inaguma S u coasrt. [160], roe
skcnpeccusi PD-L1 Obuta oOHapyxkena B 89% mnepudepudeckux mBaHHOM, B 44%
Heiipodudpom, HO ToabKo B 21% 300ITH.B mHorodakropaom anamuze Kim J. u coasr.
[79] Obutn BrmtOYeHBI 105 TAIMEHTOB € Pa3IMYHBIMUA CapKOMaMHM MSTKHX TKaHEH,
Biroyas 30O0IIH. beuio ycranoBieHo, uro y 3 u3 6 mnamuentoB ¢ 300IIH
Habmonanace skcnpeccus kak PD-1, tak u PD-L1 B omyxojieBoM MUKPOOKpPYKEHUHU.
Taxke skcmpeccus PD-L1 koppenupoBasia co cHuUXEHUEM oOmeld u Oe3peruaIuBHON
BBDKHBAEMOCTH y OOJBHBIX C MATKOTKaHHBIMH capkomamu, Bkimodas 300ITH [79].
HecmoTpst Ha mnpoBoAMMBIE B HACTOAINIEE BpeMs HCCIEJOBAaHUS IO OLICHKE
BO3MOXHOCTU TMpUMEHEHHs uMMyHoTepamuu y OonbHbIXx 3O0OIIH, yxe ceifuac B
JTUTEepaType NpeCTaBICHbI MPUMEPHI 3PHEKTUBHOTO JICUEHU S €IMHUYHBIX MMAllUEHTOB C
300ITIH [120][39]. Ilpomomxkaercs wuccuemoBanue |l ¢aspr memOpoauszymada y
nanueHToB ¢ HepesekrabenpHbiMH  300ITH  (NCTO02691026). HccnenoBanue
NCT02691026 He ObUIO 3aKOHYEHO BBHJY MEIJICHHOTO HaOOpa MAIlMEHTOB, a TaKKe
nangemurn COVID-19. Taxxke mpojomkaeTcs  KIMHUYECKOE — KCCIEeJIO0BaHUE,
MOCBSIIIEHHOE H3ydeHuto poiau HuBomymaba B xoOmuHammu c¢ Hnummmymabom y
nanueHToB ¢ peakumu omyxonsamu, Bkirodas 300ITH (NCT02834013). MccnenoBanue
JTaHHONW KOMOWHAIWMM TMpojoDKaeTcss B KiauHH4YeckoMm wuccienoBanuu NCT03465592,
I7Ie TaKKe M3ydaeTcsi BO3MOXKHOCTh IpuMeHeHuss HuBomymaba mocie mpoBeaeHHOU
rarylONICHTUYHOW TpaHCIUIAaHTAUK KOcTHOro mo3sra (ramio-TKM) y manueHToB c

MSATKOTKaHHBIMH capkomaMu, BkiItouas 18 ciayuaes 300OITH.

1.4.7. OnyxosieBoe MUKPOOKPYKeHHE

['mmore3a O BAMSHUM  MHUKPOOKPY)KEHUS ONyXOJW Ha €€ pOCT U
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nporpeccupoBanue He HoBa [180]. OnHako, poyib BPOXKISHHOIO WMMYHHUTETa |
KOMIIOHEHTOB OITYXOJIEBOW CTPOMBI, B YaCTHOCTH MakpodaroB Ha TEYCHHE M MPOTHO3
3a0oneBaHusl y OOJBHBIX C MATKOTKAHBIMH CapKOMaMH Ha TEKYIIMA MOMEHT B
HeusBecTHa [26, 95].

Muxkpookpyxenue 300ITH no 6omnbuieit yacTu COAEpKUT T-KIETKH, Makpodard,
(GuOpoOIacThI, SHAOTEINATbHBIC U Ty4uHble KIeTKU [165]. TlepBUYHBIMU ATOTCHHBIMHU
KJIEeTKaMH B cliydae HeWpouOpoM SIBISIOTCS MIBAHHOBCKHE KIIETKU ¢ OMayUIeTbHBIMU
mytaiusamu B rede NF1 [90]. BrepBbie, Ha TOT (akT, 4To Makpodaru BIUSIOT HA POCT
Heipopuopom, obpatun BuuManue Pradaet C. u coast. [136]. IIpu sTom, B JaHHO
paboTe Makpodaru CoCTaBIsUIM BHYIIUTEIbHYIO YaCTh OMYXOJEBOW MAacChl MOCIEIHUX.
Kpome »sToro, Obut0 OOHapyXEHO MOBBINICHHOE COACPXKAHWE TYYHBIX KIETOK U
BOCIIAJUTEIbHBIX [IMTOKWHOB B KpoBH y marrienToB ¢ HD-1 [90]. B pabore Banerjee J.
u coaBt. [15], Bmecte ¢ knetkamu 30OITH, HelipohuOpoMbI Takke MPOIYHUPOBATH U
BBICBOOOXK/1AJTM MHOTOYHMCIICHHBIE XEMOKHUHBI, (DAKTOPHI POCTa, MHOTHE M3 KOTOPBIX
IPUCYTCTBYIOT B OITyXOJIEBOM MUKPOOKPY KEHHH.

3HaueHne MakpodaroB, acCOIMUPOBAHHBIX ¢ omyxoipio (MAO), Ha TeKymIHii
MOMEHT paccMaTPHUBAETCs MEPCIEKTUBHBIM HANpaBICHUEM B KadyeCTBE OIpEeTICHUs
IIPOOITYXOJIEBBIX (haKTOPOB M OMOMAPKEPOB, BIUSIOMIMX Ha KITMHUKO-MOP()OIOTHIESCKHE
XapaKTepUCTUKHN PA3NMYHBIX OHKOJOTHYecKkux 3aboneBanuii. M3BectHO, uro MAO
CIIOCOOHBI BIUATH HAa Pa3IMYHbIC XapaKTEPUCTUKH BOCIMAJICHUS, BKIIIOUas KaK MpO- TaK
U TMPOTUBOOMYXOJEBbIM  dhdexTs, mponudeparuio ONyXOJEBBIX  KIETOK,
dopmupoBanue u paspymieane ctpombl, anrmorenes [101]. Kpome »storo, onm
MPUCTIOCOOJICHBI K MOIU(DHUIMPOBAHUIO dSKCTpaneunonsapaoro wmarpukca (OMC),
co3/aBasi MpY STOM OJIATONPUATHYIO CPeNy JUIsi METAaCTa3UpPOBAHUS PA3IUYHBIX THUIIOB
omyxouteit [126, 149].

VYopomenHo MAO nenarcs Ha nBe noarpynmbl: M1-nonoGHble (KiacCUYeCKH
aKTUBHPOBAHHBIE, 00JaIAIONINE MPOBOCTIAIIUTEILHBIMI CBOMCTBAMH, YYaCTBYIOIIUE B
¢aronuTo3e OmMyxoJeBbIX KIETOK) U M2-mogo0HbIe (aTbTepHATUBHO-aKTUBUPOBAHHBIC,
XapaKTePU3YIOIIHECS IPOTHUBOBOCIIATTUTETHHBIM s dexTom, BETyIIINC K

MIPOrPECCUPOBAHUIO0 HOBOOOpa3oBaHmii) Makpodaru [102]. B kpymHoM MeTa-aHanm3e
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Zhang Q. 1 coaBT. BBICOKHE YPOBHH aCCOIMHPOBAHHBIX C OMYXOJbI0 Makpodaros, Kak
NpaBUIO, OBUIM COMPSDKEHBI C  IUIOXUM IMPOTHO30M TpU OONBIIMHCTBE TUIIOB paka
[133].

[Ipy wuccienqoBaHMK CapKOM pA3IMUYHbIX TUNOB (14 racTpoMHTECTHAaHANbHBIX
ctpoManibHbIX omnyxojie (I'MCO), 5 cuHOBUAIBHBIX capkoM, 4 JIeMOMHOCApKOM U 3
Ipyrux capkoMm) Makpodaru Obutn obHapykeHol B 90% (45/50) ucciemoBaHHBIX
omyxonei. B wuccnenoBanuun The Cancer Genome Atlas (TCGA), mocBsiieHHOMY
uccrnenoBanno 206 capkoM MSTKUX TKaHEW y B3pPOCIBIX, CaMble BBICOKHE TOKa3aTeln
sKcmpeccun MakpodaroB  Obutm  cpenu  aenudepeHIMPOBAHHBIX  JTHIIOCAPKOM,
mukcopuOpocapkoM u HeauddepeHunpoBaHHbix miIeomopdubix capkom (HIIC),
OJTHAKO PEIIKO B CIy4ae CHHOBHAJIBHBIX capkoMm [9].

TpagumoHHO TS BBISBICHHS B OMoONTaTax MakpogaroB UCIOIB3YIOTCS TaKUE
mapkepel kak CD68 wu CD163 [124]. CD68 mnpumeHsieTcs B KauyecTBe
nanmMakpodaraibHoro mapképa, a CD163 okpammBaeT acCOUUUPOBAHHBIE C OMYXOJIbIO
Makpodaru, mojaspu3oBaHHble B CTOpoHY M2-penoruma [136]. B perpocrnekTuBHOIM
pabote Tsagozis P. m coaBr. 2019 [159], conepkaBiieit B oOmieill CIIOKHOCTH 265
MAIllMeHTOB C MSATKOTKaHBIMH capkomamu, BkIoudas 9 cimydaeB ¢ 300OIIH, CD68- u
CD163-mo3uTuBHBIC KJIETKHM OBUIM OOHApYyXeHbl BO Bcex oOpasiax, OJHaKo
KOppEJSIMU C MPOTHO30M TIpU ATOM OOHapyxkeHo He Owuto. [IBa umcciemoBaHus
KacaTeJbHO JICHOMHOCAPKOM TPOJEMOHCTPUPOBAIM CBS3b MEXKAy Oojiee BBICOKOM
wioTHOCThI0 MHGUIbTpammun CD68+ w/mmm CD163+ wmakpodaramu u Xyammmmu
KIMHIYeCKuMH ncxomamu [91].

Ocoboe BHHMMaHHWE 3acTyKMBAeT TPAHCKPUIIIMOHHBIN ¢akTop - PU.1L,
KOAMPYEeMBbIH TeHoM Spil, WrparoImuii KIFOYEBYIO pPOJIb B KICTOYHOH PETYIISIUH
umMmMyHHON cuctembl [139]. Tlocnmenmuss peanm3yeTcss TyTeM aKTUBUPOBAHHS
HKCIIPECCUU TEHOB B Pa3BUTHH KIETOK MHUEJIOWUIHOMN, IPUTPOUAHON M B-nmumdbonmanoi
muamid  [27]. Tem BpemeHeMm, Kak ToBbIIICHHOe KoymmdecTBo PU.1 mpuBomumt K
CTUMYJMPOBAHUIO Tposudepanu MakpodaroB, ero OTCYTCTBHE COMpPSIKEHO C B-
kietouHor nuddepenumnanuein. Ero HamOomblliee cojep)KaHHE OTMEYAeTCs Kak B

Makpodarax, Tak W WX PE3HICHTHBIX KieTkax-npenmectBeHHrkax [100]. Taxoke
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MOKa3aHO, 4YTO  JaHHbIH  OEJIOK  MOXHO  HUCIOJb30BaTh B  KadecTBe
UMMYHOTUCTOXHMHUYECKOTO MapKepa /sl BeIsBICHHS Makpodaros B omyxoisix [4, 108].

CymiecTBYIOT pa3Hble TPaKTOBKM MpOrHOCTUYecKor 3Haummoctd PU.1 B
3JI0KQ4eCTBEHHBIX HOBOOOpa3oBaHusXx. B uccinemoBanun Verbiest T. u coart. [166]
OBLIO MPOJIEMOHCTPUPOBAHO ero ydactue B MIPOTrPECCUPOBAHUU
muMdonponudepatuBHbix 3a0oneBanuii. OnHako, npu (OUIHMKYISIpHOU JuMdoMe
noBbIIeHHass dkcnpeccus PU.1 Oblia accoruupoBaHa ¢ JIy4midM mporaozom [158].
Okcnpeccus JaHHOro Oejika SIBISIETCS HE3aBUCUMBIM  (PAKTOpOM MPOTHO3a MpHU
Pa3TUYHBIX COJUIHBIX OMYXOJsix. Tak, BIEpBbIE UMMYHOTHCTOXMMHYECCKUM METOJIOM
Oblla mpoaHanu3upoBaHa skcrnpeccus PU.1 B pake MONOYHOM kKene3bl, KoTopas
SBUJIaCh HE3aBUCHMBIM OTPHIATEIbHBIM (pakTopoM mporHo3a [96]. Ilpu rimome
rOJJOBHOTO MoO3ra TakXe Obula MpoJeMOHCTpUpoBaHa 3Hauumocth PU.1 B
nporpeccupoBanun Oone3nn [175]. Takke, BBICOKOE cojJepikaHHe MakpodaroB B
OIYXOJIU SABJISETCS MapKepoOM HEOJIAronpuUsTHOTO MPOTHO3a MPH PA3IHUYHBIX THUIAX
OITyXOJICH, B TOM YHCJIC U B cly4ae capkoM Msarkux tkaHed [1,3]. B To Bpems kak, B
HelaBHEH paboTe HAIIMX COOTEYECTBEHHUKOB, JKCIPECCHsS ITAaHHOTO OelKka Takke
SBWJIACh HE3aBUCUMBIM (DAKTOpPOM MPOTHO3a MPU HEMEIKOKJIETOYHOM pake JIETKOro,
Ipyu 3TOM YBeIWYeHHOE KoyimdecTBo PU.1+ KJIETOK JOCTOBEPHO KOPPEIUPOBAIO C
OJIaroMpUATHBIM TNPOTHO30M TIPU aJCHOKAPIMHOME M IUIOXHUM TPOTHO30M IIpH

IUTOCKOKJIETOYHOM pake [85].

1.5. Pe3yJbTaTbl KOMOMHMPOBAHHOIO M XHUPYPru4eCKOro Je4eHus OmyXxoJiei

13 000J104eK nepudepuiecKux HePBOB

1.5.1 Poab He0aAbOBAHTHON XUMHOTEPANIUU

CBeneHus 0 MPEUMYLIECTBE HEOAIbIOBAHTHON XUMHUOTEPANUHU B CIydae JECUCHUs
capkoMm, u 300IIH B wacTHOCTH, Ha JAHHBIA MOMEHT OCTAKOTCS MPOTUBOPEUUBBIMHU
[31]. Onpenencuuto pasuuibl 3HPEKTUBHOCTH HEOAAbIOBAHTHON XMMHOTEpAIUU C

YYETOM THCTOJIOTMYECKOTO moaTtuna B cpaBHeHMH co craHpaptHou [IXT mocesmeno
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KpymHoe uccienoBanue 3 dasel [56], B koTopoe ObuIM BKIFOYCHBI 287 MAIMEHTOB, W3
Hux 27 co 300IIH (9.4%). Pannomusanus ocHoBbIBajach Ha 2 rpynmax. llepBas co
crangaptHot cxemoit IIXT Bxmrouana Onupyounmd (60 wMr/mM2 B J€Hb) C
Udbochamumaom (3 1/M2 B aeHb), a Bropas (C y4eTOM THCTOTHIIA) COCTOSUIA W3
Orono3uaa (150 mr/mM2 B nenb) u udochamuaa 3 /M2 B aeHp [56]. McciaenoBanue He
BBISIBUJIO KaKUX-THOO TPEUMYIIECTB B MOKa3aTeIsAX OTBETa Ha JICYCHHE, TIPU 3TOM HU
OJIMH MAIMECHT HE JOCTHT MOJHOTO OTBETA, YACTUYHBIA OTBET oTMeUeH Y 16% O0NbHBIX
B IPYIIE CTAHIAPTHOW XUMHOTEpANuK IpoTuB 11% B Tpynmne XMMUOTEpaIuy ¢ YI4ETOM
rucrotuna. Crabunuzauus mpolecca HaOmoganach y 78% NalMeHTOB B TpyIle
CTaHapTHOW XuMuoTepanuu NpoTuB 80% OOJBHBIX B TPYIIE XUMUOTEPAITHHA C YIETOM
ructoruna. [IporpeccupoBanue 3ado1eBaHusS 0OTMEUYaIOCh Y 8% HCClIeIyeMbIX B TPYIIIIE
CTaHJApTHOM XUMHOTEpanuu NpoTUB 9% B Tpynne XUMUOTEPANHM C YYCTOM
ructotuna. [Ipu sTom oOuras BeDKMBaeMOCTh uepe3 46 mecsieB coctaBuiia 89% (95%
JA 78-99 %) B rpymme crangaptHoi xumuoTepanuu u 64% (95% AU 7-90%) B rpymre
XUMHOTEpanuu C¢ ydeToM TucTtotumna. OneHke >()PEeKTUBHOCTH MperonepanmoHHON
XUMHOTEpanuu ObLJIO TMOCBAILIEHO PaHAOMHU3WPOBAaHHOE HccieAoBaHue 2 ¢asbl, B
KOTOpoe ObUIO BKIIOUEHO 134 mainueHTa ¢ MATKOTKaHBIMU CAPKOMaMHM, B TOM 4ducie 22
naruenTa ¢ Jienomuocapkomon [102].

Widemann B. u coaBr. [172] coobmaer o 3aBepieHnn ucciaeaoBanus 2 (assl
KJIMHUYECKUX HCIBITAaHUN, B KOTOPOM OIICHMBAJIach 4acToTa OOBEKTUBHOTO OTBETA
MocJie MpeaonepauoHHON XuMuoTepanuu y O6onpHBIX ¢ H®-1l-acconnmnpoBaHHBIMU
300ITH HI/1V cramuu (o xnaccudukanuun AJCC) u ciopaguaeckumu 300ITH. Bruto
BKtoueHO 48 OompHBIX, W3 HUX 34 Hd-accommupoBaHHBIX W 14 crnopagudecKux
BapuantoB 30OIIH, xoTopbIM NpOBOAWIACHE HEOANBIOBAHTHAS XUMHOTEpPAMNUs, IO
cxeme: 2 mukia (oauH mukia = 21 nenp) mokcopyourmHa (300 mr/m2) u udochamuga
(72 000 mr/m2), 3a koTopbiMu ciemoBanu 2 1ukiaa udochamuma (72 000 mr/m2) u
stono3uaa (2000 mr/m2) [172]. B obmieit cioxHoctH, mociie 4 tukinos [IXT, y 9
MarnueHToB Habmoaancs yactTuaabiii oTBeT (17,9% H®-1 accoummpoannsix 300ITH
(95% U 6,1-36,9%) u 44,4% cnopaguueckux 300IIH (95% U 13,7-78,8%)). Y 24

nanueHToB orMedanach cradbmmm3zanus (20 HO-1-30011H, 4 cnopaanueckux 30O0ITH)
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1 y 4 nmanueHToB mporpeccupoBanue mnpouecca (3 HO-1-300I1H, 1 cnopannueckuii
300IIH). Takum o6pa3oM, HaOIrOAaIACH OOJiee HU3Kas YacToTa 0OBEKTUBHOI'O OTBETA
npu JsedyeHun H®-l-acconuupoBanneix 30OIIH (17,9%) mno cpaBHeHHIO C€O
criopaanyeckum ciydasmu (44,4%) [172]. Ananorudsbie pe3yabTaThl IpUBOIUT Ferrari
A. u coaBt. [50], rae yactora 0ObEKTHBHBIX OTBETOB Ha XUMHUOTEPAIIHMIO OBLIH MEHBIIIC
npu H®-1-accomuupoBanubix 300TIIH (8%) B cpaBHeHuu co criopagudeckum (60%). B
padote Valentin T. u coasr. [163] yacroTa yacTuuHOro oTBeTa (TOJHBIC OTBETHI HE
HAOJII0JJaTUCh), CTAOMIM3allMk U TporpeccupoBanusi 3aboseBaHus y 69 MalMeHTOB,
MOJIY4aBIIUX HEO0ABIOBAHTHYIO XUMHOTEPAIHUIO HA OCHOBE JOKCOPYOHUIIMHA, COCTaBUIIA

24%, 55% n 6%, COOTBETCTBEHHO.

1.5.2. PoJb He0a1BLIOBAHTHOM JIy4eBOil Tepanuu

Ha ceronHamHuii J1€Hb OTCYTCTBYIOT YyO€IWTENbHBIE JaHHBIE B TOJB3Y
3G ()EKTUBHOCTH TPENONEPAIIMOHHOW JIy4eBOW TEpanuu W BIUSHUA TOCIHeAHEH Ha
oOuryro U Oe3peluIuBHYIO BbIKMBaeMOCTh. [Ipemonepanmonnas JIT mMoxer OBITH
UCIIOJIb30BAHA C LIEJIBKO0 BBINOJIHEHUS PaAUKaIbHOW OPraHOCOXPAHSIONIEH onepanuu
[8]. PesynbraThl KpymHOro MNPOCHEKTHBHOIO PAHIOMU3UPOBAHHOTO HCCIICIOBAHMS
MoKa3ajiu, YTO HE ObUIO CTAaTUCTUYECKU 3HAYUMOM pPa3HUIBI B MECTHOM KOHTPOJIE
CapKOM MATKHX TKAHEW MPH CPABHEHUU HO- U IOCICONEPALMOHHOMN JIy4YEBOM TEepaIruu
[52]. B HemaBHeM  paHJAOMU3HPOBAHHOM  HWCCIeNOBaHMHM 2 (a3l  HAIIUX
COOTCUSCTBEHHUKOB  [125] ObUIM  TpoaHAJM3HPOBAHBI  IEJIECOOOPA3HOCTh |
0€e301MacHOCTb JTy4eBOM Teparuu, COYETAIOIIETO MpeaoNePALMOHHYIO
CTEPEOTaKCUUECKYIO abIsAMOHHYIO JTydeByIo Tepanuto (SABR) u mocieonepannoHHy 0
JUCTaHIHMOHHYIO JydyeByto Tepanuto ([IJIT) y manmeHToB ¢ capkoMaMu MSTKUX TKaHEH
koHeuHocter, Bkitouas 300OIIH. HecmoTps Ha uMeromuecs OrpaHHYEHHs] JAHHOTO
UCCIIEIOBAHUS, & UMEHHO, KOPOTKUU mepuoja HaOmoaeHus (Meauana 23 mecdna) u
HeOoNbIIOW O00beM uccineqoBaHUd (B MPOTOKOJ  BKIKYEHO 23  TalMeHTA)
MpeABapUTEIbHBIE PE3YyJbTaThl IMOKA3bIBAIOT, YTO KOMOMHAIUSI MpeonepaluoOHHON

SABR u mocieonepaniioHHOW TpaJAWIIMOHHON JIY4eBOM Tepanuu HE YBEIUYHBAET PUCK



41
MOCJICONEPAIIMOHHBIX OCIOXXHEHUA M MOXKET OBITh NMPUMEHHMMAa IO0CIE OKOHYAHUS
KIMHUYECKUX ucnbiTanuid. MaTepecHsie pesynbrathl npuBoaut Collier C. u coasr. [34]
B KOTOPBIX OIIEHWBAJIACh CBSA3b C BPEMEHHBIM MHTEPBAJIOM MEXIY MPEIOTIePalHOHHON
Jy4eBOM Tepamnuei ¢ Mocaeayroiel onepanuii U moxkazaTeysiMu o0IIel BbKMBAEMOCTH
y OOJIbHBIX MATKOTKaHbIMU capkoMamu, B ToM uucie 3OOIIH. IlstunetHss obmias
BEDKHBAEMOCTH ObljIa MPAKTHYECKH OJJMHAKOBOW BO BCEX TPYMITaX ¢ HHTEPBAIOM MEKITY
onepanusiMu: MeHee 3 Henelb 66% (95% AU 60-72%), 6onee 9 nenenb 59% (95% AU
ot 48 10 69 %). B Teuenue 10 neT He HAOIIOAATOCH PA3IUYMil B OOIIEH BHIXKUBAEMOCTH
npu cTpaTUGUKAIUK TI0 MHTEPBATY MEXKIY HEOATbIOBAHTHOW JIy4EBOH Tepamued u
oneparuet (p = 0,74). Takum 00pa3om, HeB3Upas Ha HEKOTOPbIE MPEUMYIIECTBA
IPEIONEPAIIMOHHON JTydyeBoM Tepanmuu €€ A(OPEKTUBHOCTh OCTaeTCS MPEAMETOM

00CYXICHUH.

1.5.3. Xupypruueckoe jiedeHue OnyxoJieid n3 000/1049eK nepudepuieckKux

HEPBOB

B nacrosiiee Bpemsi, 1o MHEHHUIO OOJIBIIMHCTBA aBTOPOB, PAJAUKAIBHOE YAAJICHHUE
omyxoiau en-bloc ¢ mocTHKeHHWEM OTPHUIATEIBHBIX KpaeB PE3EKIUH OCTaeTCs
KpacyroJbHbIM KaMHEM JICYeHHUS OOJBHBIX Kak € JA00pPOKAaYeCTBEHHBIMU, TaK H
3JI0KQ4e€CTBEHHBIMH OITyXOJIIMH M3 000j104eK nepudepuyeckux HepsoB [41, 80, 163].
Opnako o cux nop npu OOITH nabmtomaercs BHICOKHI MPOIIEHT MOCIEONePAIMOHHON
WHBaJTUAN3AlMNA, BBICOKOE€ YHUCJIO TOCICONEPANMOHHBIX OCIIOKHEHUW W PEIHIUBOB,
MPOSBISIONINXCS ~ TPYOBIMH  HEBPOJIOTHYECKMMHU  PAacCTPOMCTBAMHU,  3a4acTyIo
UMEIONIMMHE HeoOpaTHUMBIX XapakTtep [35].

K ynmamenuro moOpoKadyeCTBEHHBIX OMyXOJIEW MPUOETAOT B Clydae HaTUYHs
TAaKUX CHMIITOMOB KakK 0OJIb, SCTETUYECKHUE HAPYIICHUS, HEBPOJOTUUYECKUN IePUITUT
WIH TOJO03pEHUE Ha 3JI0KA4eCTBEHHYI0 TpaHchopmanuio [164]. OnTumanbHO
JOCTIDKEHNE MAaKCUMAalbHOTO OallaHca MEXIy YAICHHEM OIyXOJIeBOW TKaHU U
MUHUMH3AIUCH HapyIICHUsS TPOBOJAMMOCTH HepBHBIX myTted [89]. Stone J. m coasr.

[153] coobiiaer o mpeumyiecTBax Mex(acHaIbHbIX PE3eKIMA H00pOKaYeCTBEHHBIX
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omyxoyiell u3 obosouek mnepudepudeckux HepBoB. [laHHAs TeXHHKa MOJpa3yMeBacT
COXpaHEHHE ONYyXOJICBOM IMCEBAOKAICYIbl, KOTOpasi 00pa3yeTcsi W3 HIUHEBpUS U
OKPY’KAIOIIUX PEAKTUBHBIX COCIMHUTENIBLHBIX TKaHEH, cojepKalinuM (PyHKIIMOHATBHbIE
npoBojsnMe HepBHbIe NMydkd [154]. B pasHbIX HMCTOYHMKAX, MPU HCIOIb30BAHUH
JAHHOW METOJIMKH, HEBpOJIOTMYecKass (YHKIUs, a Takke OOJIErYeHHEe CUMIITOMOB
HaOmogaeTcss vy 90% malMeHToB ¢ CONMTapHbIMH  mopaxeHwsmu [81, 128].
Amnanornuno, Montano N. u coaprt. [117] yTBepkmaaer 0 BO3MOXKHOCTH MPUMCHECHHSI
JAHHOTO METOJa MPAaKTUYECKU TPH OMyXOJsiX JIF0OOM Jokanu3anuu 0e3 3HaYuMOou
yTpaThl HEBPOJIOTUYECKUN (DYHKIIHIA.

Brinonnenue paaukansHoro xupyprudeckoro jgedeHuss 300ITH B enuHOM Gr10Ke
3aTPYAHSIOT Takue (akToppl, Kak pacHpoOCTPAaHEHHOCTh M  MHOXKECTBEHHOCTH
OMYXOJICBBIX Y3JI0B, YAaCTOE BOBJICUCHHE B HEOIUIACTUYECKUH MPOIEeCC BHYTPEHHUX
opranoB u cocyaoB [97]. Tak, B KpylmTHOM paHIOMH3MPOBAaHHOM HccieaoBanuu Martin
E. u coaBT. [44] 6bu10 npoananm3upoBano 756 manuentoB ¢ 300ITH (33,4% ¢ HD-1).
B 34,4% cnydaeB omyxoib HCXOAWIA M3 KPYIMHOrO HEPBHOro crBoyia. M3 658
NAIMEHTOB, ¥ KOTOPBIX MPOBOAMIIOCH XUpYypruueckoe jedenue, y 27,2% pa3BUiIoCh
CHI)KCHHE MBIIIEYHOW CHIJIBI Pa3HOM CTENEHU BBIPAXKEHHOCTH, a y 24,3% yTpaTa Bcex
BUJIOB YYBCTBUTENbHOCTU. HeszaBucumpbie (pakTopbl pHcKa pa3BUTHS IBUTATEIBHOTO
W/WIM ceHcopHoro nedunmra BKirovanu mnanueHtoB ¢ HD-1, cumnromaTtnueckumu,
rIIyOOKO PacroJIOKEHHBIMU OMYXOJISIMH KOHEYHOCTEW WM HEpBHBIX cruieTeHuit (P <
0.05) [44]. 61 GosbHOMY (8,1%) OBLIIO BBIMIOJHEHO KaJleyallde OTepalid B 00beMe
aMITyTallud KOHEYHOCTH.

Cpenu Bcex MEpBUYHBIX HOBOOOPA30BaHUI MO3BOHOYHUKA, PUMEPHO JIBE TPETHU
COCTaBJISIIOT MHTPALypaJIbHbIE SKCTpaMEIyJUISIpHbIE OPAXKEHUSI — OMYXOJU HEPBHBIX
000J109€K, KOTOPHIC HAIMOJIOBUHY COCTOAT U3 HelpohnOpom u mBanHoM [138]. B cBonx
tpymax Saface M. um coaBr. [143] UpPUBOIUT YAaCTOTYy pa3BUTHS HOBBIX WIIH
MPOTPECCUPOBAHMSI  UMEIOIIMXCS ~ HEBPOJIOTMYECKUX  HApYIICHWH, a  Takke
XUPYPrUYECKUX OCIOKHEHUM, CBSI3@aHHBIX C pe3eKUuer omyxoneil 000J04eK
CIIMHHOMO3TOBBIX HepBOB. Cpeau 221 6ompHOro OOIIH, M3 kotophix 196 okazanuch

I[O6pOKa‘-ICCTBCHHBIMI/I us 3JIOKa4YCCTBCHHBIMH, OCJIO)KHCHHA BO3HHUKIIN Y 70 MManuCHTOB
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(32%) [143]. U3 wux y 34 mnanWeHTOB HAOJIONAIOCh pa3BUTHE HOBBIX HIIH
MPOTPECCUPOBAHUE HMEIOIUXCA CEHCOpHbIX HapymeHud (15%), y 12 OGosbHBIX
pa3BUTHE HOBBIX WJIM IPOrPECCUPOBAHUE JIBUraTeIbHbIX HapymeHuil (5%), 10 ciayyaes
JUKBOpeH Wi rceBaoMenunronesne (4%), 11 paneBbix uHdpexuuii (5%) [143]. Bonee
BBICOKAsl 4YaCTOTa OCJIOHEHUU Habroganack y nanueHToB ¢ HO-1, yem y manueHToB
co crnopaaudyeckumu onyxoisimu (38% mnpotus 30%, p=0,189). He Oblo paznuuuii B
4acTOTE XUPYPrUUYE€CKUX OCIIONKHEHUM MpPU MCHOJIB30BAHUM HWHTPAOTIEPAMOHHOTO
HeipoMoHuTOpuHTa U 6€3 Hero (67% npotus 69%, p=0,797) [163].

Henb3st HE OTMETHTH, YTO CJIOKHOCTH BBIPAOOTKH aJEKBATHOW XUPYPrUUYECKON
TAaKTUKU B JAHHBIX CHUTyal[usX OOYCJIOBJIEHA JOKaiu3alueil HOBOOOpa3OBaHMS Ha
«TpaHUIle MHTEPECOB» Pa3IMUHBIX XUPYPrHUYCCKUX CICIHMATbHOCTEH (HEHPOXUPYPIroB,
OHKOOPTOIEIOB, XUPYPTOB U JIp.), YTO TPEOYET pa3BUTHSI COBMECTHBIX UCCIICIOBAHHIA B
910l obmactu [9]. YuurbiBas Te OOCTOSATENBCTBA, YTO B HEOIUIACTHUYCSCKUI Tpoliecc
94acTO BOBJIEKAIOTCS (PYHKIIMOHAIIBHO 3HAYMMbIE HEPBHBIE CTPYKTYPHI, JJI JTOCTHKCHHUS
HAWIYYIIeT0 pe3yibTaTa B YJAJICHHH OIYXOJIM W TMPEAOTBPAIICHUU PELUIMBa
HEOOXOMMBI TIATEIbHOE MPEAONEePAMOHHOE IUIAHUPOBAHUE M BBHICOKUN YpPOBEHD
HOJArOTOBKHU Xupypra [177].

B pabore Hajiabadi M. u coasr. [115] mpoananu3upoBaH ONBIT JeueHus 18
MAllMCHTOB C ONyXOJsIMH 000JI0YeK TMepuepruuecKkux HEPBOB 3a0pIOMIMHHOTO
NPOCTPAHCTBA MPHU MOMOIIH MEXAUCIUIUIMHAPHOTO TMOJX0/a, COYETAIOIIET0 HABBIKH
BUCLIEPATIBHBIX W HEUPOXHPYProB. ABTOp MOJYEPKUBAECT, YTO TaKOW MOAXON
accolUuupoBaics ¢ 0ojiee HU3KUM MPOLIEHTOM HEBPOJIOTMYECKUX OCJIOKHEHUH, a TaKXKe
CHUKEHHEM OOJIEBOrO CHUHAPOMAa B CPaBHEHHHM C MPEABbIIYIIMMHU HCCIEIOBAHUIMU
[115]. Takum  oOpazoM  MYJIBTHAMCHUIUIMHAPHBIA  TOAXOA B YCIIOBHUAX
CHEIUATM3UPOBAHHOTO IIEHTPA OCTACTCS BaXKHBIM (PAaKTOPOM B JICUCHUU CAPKOM MITKUX
TKaHEH, a TaK’Ke COXPAHEHUU JIy4YlIero KauecTna ku3Hu y 6oapHbix ¢ 300ITH.

HepemennsiM octaeTcst Bompoc 00 oO0beMe pe3eKIHil, B 4aCTHOCTU KPYITHBIX
mwiekcumMopHeix HelpodubOpom, y OonbHbix H®-1, rae 3auacTyro arpeccuBHas
XAPYyprudeckass TaKTHKa COMPsDKEHA C TOCICONEePAllMOHHBIME OCJIOKHCHUSAMH U

HCTAaTUBHBIMHA ITIOCJICACTBHUAMHU, CBA3AHHBIMH C IICPCCCUCHHCM HCPBHBIX 06p330BaHI/II/IV
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[70]. Dunn G. u coaBr. [22] mpencTaBwi pe3yNbTaThl XUPYPTUUYECKOTO JICUCHHS
6onpHBIX H®-1-accounnBanupivu 300ITH, koTOphIM IpOBOAMIACH MOJIHAS PE3EKIIUS
wm GTR (Gross Total Resection - oTcyTcTBHE OCTATOYHON OMYXOJH MOCIE OMEPAIIH
no naHHeiM MPT-uccnenoBanus). [Ipu mHorodakropHom anaiuze ObLUIO YCTaHOBIICHO,
4YTO OTpHUIATeNbHBIC Kpas pesekuuu (P=0,034), a Taxke GTR (p=0,01) cramu
CTaTUCTUYECKH 3HAYMMBIMH  (akTopaMud B TIOBBIIICHWHM YypPOBHS OOmIeH U
0e3pennIuBHON BBDKMBaeMOCTH. Kpome 53TOro, y TalMEeHTOB C OTPHUIATEIbHBIMU
kpasmu pesekiuu (p=0,029), a Taxke ¢ GTR (p=0,007) cHu3mIachL BEPOSTHOCTH
JOKAIbHOTO peuuauBa B 2,3 u 2,5 pa3za cooTBeTcTBeHHO. (OIHAKO YacToTa
MIOCJICONEPAIIMOHHOTO HEBPOJIIOTUYECKOTO AePUIHMTA (B OCHOBHOM MBIIIEYHAS CIa00CTh
HHHEpBHUpYeMoro ydacTtka) coctaBuia 30% [43]. ITogoOHbIM 00pa3om, B UCCIIEIOBAHUH
Chen J. wm coaBr. [36] mnpuBOAsTCS pe3yabTaThl XUPYPrHUECKOTO JICUCHUS
untpanypanbubix  300IMIH wmetomom GTR, opHako B pe3ysibTaTe JCUYCHUS
HEBPOJIOTUYECKAsi CUMIITOMATHKA pa3BUiiach y 62% OO0JBbHBIX (Yalle BCEro MbIIICUHAS
cnabocTh B KOHEYHOCTAX 60%, HapyllleHHe MOBEPXHOCTHBIX BHUJIOB YYyBCTBUTEIHLHOCTH
30%). Bce emie ocrtaeTcs He pa3paboTaHa Xupypruueckass TaKTHKa IMPU yAAJCHUU
JAHHBIX HOBOOOpPA30BaHMH B 3aBHCUMOCTH OT CTEIEHU BOBJICUEHHUS B TPOIECC
HEPBHOTO CTBOJIA U OKPYXKAIOIIMX CTPYKTYP, B MEPBYIO OUYEPEb KPYIMHBIX COCYIIOB H

BHYTPEHHUX OPraHoOB.

1.5.4.1 Poab aibIOBAHTHOI XUMHOTEPATTUA

CornacoBanne O  TIPOBEACHHHM  aIbIOBAHTHOW  XUMHUOTEpANMH  IPU
nokanmu3zoBanHeix 30O0IIH 1o cux mop He pocturHyro. B wmera-amammse [133],
OIICHUBAIOIIEM pOJIb aJbIOBAHTHOW XHMHOTEpPANMK B JICUCHUU JIOKAITM30BAHHBIX
MSATKOTKaHHBIX CapKOM B BHJ€ KOMOHWHAIIMH JOKCOpyOWIMHA W udochamuma, ObLIO
MOKa3aHO 3HAYMMOE YBEIWYCHHWE TIOKa3aTelieW oO0merW U Oe3peluIuBHOU
BbDKHBaeMocTH. OIHaKo B 0ojiee MO3JIHUX PabOTax MOKA3aHO OTCYTCTBUE Pa3HUIILI B
BBDKMBAGMOCTH B o0eux Trpymmax OonbHBIX [32]. B panmomMusnpoBaHHOM

uccienoBannu Kroep J. m coaBr. [87] mpexcraBui mepBoe CpaBHEHHE, KOTOPOE
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MOKA3aJI0 aHAJIOTMYHbIE PE3YNIbTATHI MOCIE MPOBEACHUS aIbIOBAHTHOW XUMHUOTEPANIUH
B ciaydyae 30OIIH B cpaBHeHMM C JPYrMMH MSTKOTKaHBIMH capkoMmamu. Yacrora
oObekTuBHOro orBeTa B ciydae 300OIIH u capkom pyrux ructotunoB coctaBuia 21%
n 22% COOTBETCTBEHHO, BBIXKMBAEMOCTh 0Oe3 mporpeccupoBanusi 17 u 16 Henmenb
COOTBETCTBCHHO, M¢IMaHa OOIIer BeDKMBaeMOCTH 48 u 51 Heneab, COOTBETCTBECHHO
[87]. B 3aBepmiennom wuccnemoBanuu 3 ¢dasel (EORTC 62012), npumeHeHue
koMOuHanus Mdochamuaa u Jlokcopybuimua, mo cpaBHeHUO ¢ JlokcopyOUIIMHOM B
MOHOPEKUME, MOKa3bIBAET Jy4Iine noKa3aresiu BBDKMBAEMOCTH 0e3
IPOrpecCUpOBaHUs, OJTHAKO HE ObUIO CBSI3aHO C YIyYIIEHHEM OOIleld BbDKMBAEMOCTH
P MECTHOPACIPOCTPAHCHHBIX/METACTATUYECKUX MSTKOTKAHBIX CapKOMaX, BKJIHOYas
300ITH [170]. Wwmeromuecss Ha TEKyIIMH MOMEHT JaHHbIE O MPEHMYIIECTBE
NpOBEJICHUS aIbIOBaHTHOU XxumuoTepanuu y 6oibHbIX ¢ 300ITH ocraroTcs mpeameTom

}IaJII:HeﬁHIHX IMPOCIICKTUBHBIX I/ICCJ'IGJIOB&HPIﬁ.

1.5.4.2. Poab aqblOBAHTHOM JIy4eBOH Tepanuu

Bompoc 0 mpuMeHeHHH MOCIEOINepalMOHHON JTy4eBOMl Tepanuu y OOJNbHBIX €
300IIH ocTaeTcsi TUCKYCCUMOHHBIM. YUHWTHIBAasl BBICOKHII PUCK Pa3BUTHUS JIOKAIBHBIX
PEIUANBOB, a TaK)KE arpeCcCMBHYI0 OMOJOTHIO OMYXOJIEBOTO Mpoliecca, B KOHTEKCTE
KOMOMHUPOBAHHOTO U KoMmIuiekcHOro JedeHuss 3O0OIIH mnpumeHSIoTCs MeTObl
JTUCTAHIIMOHHOH JTy4eBOW, HHTPAOTICPAIIMOHHOM, a Takke Opaxutepanuu [97]. B padore
Kahn J. u coaBt. [71] mcciaemoBanmu pe3ynbTaThl aJbIOBAHTHOH JIY4eBOW Tepamuul y
nauueHToB co crnopagudeckumu u  H®-1-accounnpoBannsiMu 30OIIH. Yactorta
JIOKaJIbHOTO KOHTpOJA uepe3 5 net mig HP1-acconuunpoBaHHBIX OMyXOJed coCTaBUiIa
51%. Meauana BRDKMBAEMOCTH BCEX MAIMEHTOB cocTaBuia 46,5 mecsna npu S-netHei
obmelt BeDKHMBaemoctu 43,7%. VHTEepecHO, uTO MenuaHa oOImEeld BBDKHBAEMOCTHU
namnueHToB ¢ H®-1l-accommupoBanupiM 30O0IIH, mony4aBmuX JIy4eByIO Tepamuio,
cocraBwia 33,1 Mecsia, Torjaa Kak MeJinaHa BbDKAUBAEMOCTH CPEAU TE€X, KTO HE MOIy4dall
Jy4eBYIO Tepanwuio, coctaBwia 17,4 mecsma. Ananormuno Kar M. um coaBt. [74]

COOOIIAET O JIOCTUKEHUHU JIOKAJIBLHOIO KOHTPOJIS U YIYUYIIEHUH OOLIel BBIKUBAEMOCTH
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cpenu 6osbHbIX ¢ 300IIH mocne agbroBaHTHOW Jy4yeBOM Tepanuu (S-JIEeTHsS oOmias
BBDKMBAaE€MOCTh MAIMEHTOB, IOJYYaBIIMX M HE MOJYyYaBIIMX JIy4EBYIO TEpaIluio,
coctaBuiia 65% u 38%, coorBeTcTBeHHO). IIsTHIETHAS Ge3pennauBHAs BEIKUBAEMOCTb
Cpely MalMeHTOB, MOJYYaBIIMX W HE MOJYYABIIUX IOCIEONEPALUOHHYIO JIyYEBYIO
Tepanuto, coctaBuina 42% u 0% coorBercTBeHHO. [Ipu 3TOM MeamMaHa CyMMapHBIX 103
npu cnopagudyeckux u H®-1l-accounnpoBaHHbIX omyxonei cocraBuina 58,5 I'p u 59,4
I'p [74]. Stucky C. wu coaBr. [156] cooOm@aer 0 BO3MOXKXHOCTH TMPOBEACHHUS
nocJieonepaluoHHoM TyyeBoi Tepanuu y Beex 6oabHbIX ¢ 300ITH ¢ o6bemom OosbIie
5 cm, a Takxke R1 w/mmm R2 kpasx pesekuuu. MHTepecHble NaHHBIE MPUBOMASTCS B
uccnenoBanun Berzaczy D. [18] rme Obuin mpoaHANM3MPOBaHBI  PE3YJIBTATHI
IPOBEACHUS MOHHOW Tepanuu ¢ KymynsTuBHOW noszoi 60 I'p maumentoB ¢ 30O0ITH.
Hecmotpss Ha kopoTkuii mepuoa HaOmwoaeHUs (MeauaHa HaOmrofeHus 17 Mecsies
oOmas BeDKHMBaeMOCTh coctaBmia 75%. CoriiacHo MHOTHM — HCCIICIOBaHHUSM,
nocieonepannonHas yydesas tepanus 30OIIH cHuxkaeT puck MECTHOro penuausa U
yJIy4IlIaeT JIOKAJbHBII KOHTPOJIb, OJHAKO YJIy4YlIEHUE I0KA3aTeNe BBIKUBAEMOCTH

ocraeTcs criopHbim [11, 167].
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I'TABA 2. MATEPHUAJIBI U METObI HCCJIEAOBAHUA

B otrnene oOmiedi OHKOJOTMM M OHKOJIOTMYECKOM OTICJICHHMH a0JOMHHAIBLHOMI
onkonoruu Ne 1 ®I'bY «HMMUIL] oukonorun um. H.H. broxuna» Munznpasa Poccun
MPOBEICHO PETPOCHEKTUBHOE M MPOCHEKTUBHOE HCCIEIOBAHUE, W3YYCHBI JTAHHBIE
HETMOCPEJACTBEHHBIX U OTJAJIEHHBIX PE3YJbTaTOB ONEPATUBHOIO U KOMOWHHUPOBAHHOIO
nedeHus 131 GOJIBHOTO ¢ OMyXOJIsIMU U3 000J104YeK Mepudepuueckux HEPBOB 3a MEPHUO/T
c 1998 roma mo 2022 roxn. B pesynbraTe mNpoaHATIM3UPOBAHHONW HHQPOpPMALIUH,
MOJIYYEHHON U3 MEIULMHCKON AOoKyMeHTauuu apxuBa HUW kiMHWYECKOW OHKOJIOTMH
OI'bY «HMMUL] onkonormm wum. H.H. bioxuna» nana ouneHka xapakrepy H
ocobenHoctsaMm pazsutus OOITH. M3yuensl Takue nemorpaduyeckie U KIMHUYECKHE
MOKa3aTeIM KakK TOJI, BO3pAcT, XapakTep >KaJlo0 W CTENEHHW HEBPOJIOTHYECKOTO
nedurmTa, HUIMYKUE COMYTCTBYIOMIET0 HelipoduOpomaTos3a | Tuna B anaMHe3e, pa3Mep
OOIIH wu e€ nmokanu3aimusi, NPOLIEHT YCTAHOBJIEHHOI'O JWarHo3a J0 OINepaluu MyTeM
OTKPBITON WJTU MTYHKIITMOHHOW OMOTICHH.

CragupoBanne mnamnueHtoB co 30OIIH, a Takxe onpenesieHUEe HAIMYUS
COCYJMCTOM MHBA3UU OCYIIECTBIISUIOCHh HA OCHOBAHUHU CJEAYIOIIMX METOAOB JIy4eBOM
JMAarHOCTUKH: KOMITbIOTEpHAss U MAarHUTHO-PE30HAHCHAss ToMorpadusi ¢ BHyTPUBECHHBIM
KOHTPaCTUPOBAHUEM, YJIbTpacoHOTpadus, MO3ZUTPOHHO-IMUCCHOHHAS ToMmorpadus c
dTopaeszokcurirokozoii 18F. PanukanbHocTh onepatuBHOrO BMemarenscTBa (R0), ero
JUTUTEIILHOCTh U 00BEM MHTPAONEPAIIMOHHON KPOBOIIOTEPU, BapUAHT JOCTYIa, YacTOTa
KOMOMHHMPOBAHHBIX, a TAKKE COMPOBOXKIAIONMIUXCS COCYIUCTONW PE3eKIMel OoIreparui,
MIPOAHATM3UPOBAHBl HAa OCHOBAaHMHM MOP(QOJOTHYSCKOT0 HCCICAOBAHUS YAAICHHOTO
npenapara U MPOTOKOJIOB Omepanuu. Y BCEX MAIMEHTOB PETMCTPUPOBAIIUCH JAHHBIE
MPOBEICHHOM MEPUONIEPAITMOHHOM JICYECHUH (MTOJUXUMHUOTEPANNHU 1 TyYEBOM Teparun).

ITokazatenr OB paccuuThiBajiCs 3a TEPUOJ OT MOMEHTA XUPYPrUYECKOTO
BMEIIATeNIbCTBA JI0 JAaThl MOCJIEIHEr0 HAOMIOICHUS WM CMEPTH OOJBHOTO MO JIF000i
npuunHe. [loka3zarens BPB paccuntsiBancsa 3a mepuos OT MOMEHTa XUPYPrHYECKOTO

BMeIIaTeNbcTBa A0 AaThl BeisiBIeHHUs peruauBa OOITH wiau mocnemnHero HaOmIOACHUS
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OoonpHOro.  IlpoaHanu3upoBaHbl M U3y4YeHbl  BHJA  NPOrPECCUPOBAHUS U
peuuanBUpoBaHus. Bce mocneonepalmoHHbIe OCIOXHEHUS KIACCHU(PUIIMPOBAHBI 1O

cucteme Clavien-Dindo, nano onucanue HeOIaronpusATHBIX HCXOI0B.

2.1 Mopgonornyeckue XapakTepucTUKHU ONyXoJieil u3 000104eK

nepudepuyecKux HepBoOB

[IpousBeneH TUCTONOTMYECKUN aHAIU3 CPE30B TKaHU U3 MapaUHOBBIX OJIOKOB,
MOJIYYEHHBIX TOCIE XUPYPTrUYECKOro JICUCHUS W/WIM KOMOMHUPOBAHHOTO JICUCHUS
naimenToB ¢ OOITH. Bce omyxoneBbie 00pa3ibl MOBTOPHO NEPECMOTPEHBI B
narojioroanHatomuueckoM otaeneHuu ®I'bY «HMMUIL] onkonorun um. H.H. baoxunay.
Bcero B paboty 6wt BritoueH 61 GonpHON co 3mokavecTBeHHbIME U 70 ¢ JIOOITH.
Cpeaun JJOOIIH BbigeneHo 2 rpymmbl: mBaHHOMBI 55 (79%) u nHeitpodudpomsbr 15
(21%). Ilpu wummyHoructoxumudeckom wuccieaopanun JJOOIIH wucnons3oBanack
crenyromas maneiab MapkepoB: S100 («CellMarque»), SOX10 (xkmon SDMZ2,
«CellMarque»), NSE (xmou MRQ-55, «CellMarque») Ki-67 (knou MIB-1, «Dako»),
GFAP (xnmoun EP672Y, «CellMarque»), CD34 (x1ou QBENd 10, «CellMarque»), NFP
(xmon 2F11, «CellMarque»), EMA (xion E29, «CellMarque»), CD56 (kmon 123C3.D5
, «CellMarque»), CD68 (kmon Kp-1, «CellMarque»). IloporoBoe 3Hauenue B 1%
BBIOpaHO, UCXO/s U3 AaHHBIX JuTepaTypbl A1 3OOITH u capkom Msarkux tkaHew [1, 5,
152]. B kadecTBe KOHTPOJS IS UMMYHOTHCTOXHMMHUYECKUX PEAKIIMH HCIIOJIb30BaHbI
TKaHU MUHIQIAHBI U TUTarieHThl. AHTHTEeNamMu K PD-L1 Oplu okpamiersr 46 00pa3ios.
UccnenoBanne »skcnpeccun PD-L1  mpoBoawioch COBMECTHO B OIYXOJIEBBIX U
MMMYHHBIX KJe€TKaX. Jlomyckanoch MNPUCYTCTBUE TPAHYJISIPHOTO WM 3E€PHUCTOTO
MeMOpaHHOTO KJIETOYHOTo oOKpammBaHusi. Ha ocHoBanmm PD-L1-ctatyca OGomnbHBIC
OBLTM pa3/eNieHbl Ha 2 TPYMIbI: ¢ HU3KUM yYPOBHEM HKCIPECCHUHU, YTO COOTBETCTBYET
HeratuBHomy PD-L1 cratycy (PD-L <1% knerok) u BBICOKUM YPOBHEM SKCIPECCHUH,
XapakTepHbIM A8t osioxkuTeabHoro PD-L1 cratyca (PD-L1 >1% kietok).

Okcnpeccuto Mapkepa PU.1 orneHnMBaiu MMMYHHOTHCTOXMMHUYECKHM CIIOCOOOM

(UT'X) Ha omyxosieBbIX oOpa3max c¢ wucnonb3oBanwem TrSEDTA, Oydpep pH 9,0
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(«IIpaitmbuoMeny, P®). Uukybauus anturen (4G6; «IlpaitmbuoMen», PO, 1:200)
dakropy PU.1 mpoBomunace B Teuenne 30 munHyT. Cuctema aetekiuu PrimeVision
MS/RB HRP/DAB (78-310004, «IIpaiimbrnoMeny», P®) npuMeHsIach COOTBETCTBEHHO
pyKOBOJCTBY mpousBoautens. llomyueHHble mnpenapaThl OLEHUBAIM C IOMOIIBIO
mukpockona BX53 (Olympus, Anonust), kamepsl INFINITY2-2C (Lumenera, Kanana)
u nporpammHoro ob6ecnedenust Infinity analyze (Lumenera, Kanama). Dxcnpeccuto
PU.1 onenunBasim B cTpoMe omyxoiau. B kaxaom ciywae oneHky konudectBa PU.1
MOJIO)KUTENBHBIX KJIETOK OCYECTBIsIM npu *400 B 5 HE3aBUCUMBIX MOJSAX 3pEHUS
nyrem mnpsmoro nojcyera. Conepxkanue PU.1 B cTpome omyxonu Bblpaxald Kak

CPCAHCC 3HAUYCHUC KOJINYCCTBA KIJICTOK B ITIOJIC 3PCHUA.

2.2 ®daoopecuedTHast in Situ ruopuanzanus (FISH)

B xayecTBe BCIOMOTaTelIbHOT'O IMarHOCTUYECKOTO MHCTPYMEHTA JIJISl IEPBUYHOM
u aud@epeHInanbHO  TUArHOCTUKHM  3JIOKAYECTBEHHBIX OMyXoJied H3 000JI04eK
nepuepruvIeckux HEPBOB MPOAHAIM3MPOBAH MeToN  (IyopecleHTHOH In  Situ
ruopuamzanmu - (FISH).  FISH-uccnemooBanwe  mpoOBOAMIOCH  MPH  TOMOIIH
¢yopecuentaoro mukpockona AXIO Imager.Z2 (ZEISS, I'epmanust) 1 mporpaMMHOTO
obecneuenuss NEON (MetaSystems, I'epmanust) ¢ ucnosis3oBanrem 30108 CDKN2A
(9p21/9921 tissue) (Kreatech) m NF1 (17q11)/MPO (17922) (Kreatech).

Jlns onpeneneHus HaTWYUS ajdbTepaluii JaHHBIX TeHOB Oblia mpoBeneHa FISH B
rpynne 6onpHbIX 300ITH (n=13) ¢ monoxutensapiM PD-L1 crarycom. B kaxmom u3
UCIIOJIb3yeMbIX (hITyOPECIICHTHBIX 30HJ0B HCCIEAYEMbIi TeH OBbLI MOMEYEeH KPacHBIM
I[BETOM, 3€JICHBIM I[BETOM OBUI MTOMEYEH KOHTPOJIbHBIA JIOKYC, KOTOPBIN CIYKHUT IS

onpeiesieHns] KOonuiHOCTU XpoMocoMbl (Pucynok 1).
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CDKN2A gene on chromosome 9 NF1 gene on chromosome 17
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KpacubsiM duryopodom okpamrern ren CDKN2A (p16), 3enensiM diryopodopom
okpamieH jokyc PIPSK1B (9921), cmyxammii must koaTposist konwiHOocTH. ['er NF1
TaKKe OKPAIICH KPACHBIM IIBETOM, 3eJieHbIM - JIokyc MDNF1 (17q11), cmysxammii s
KOHTPOJISI KOMMUMHOCTH.

Pucynok 1 — Ywactkm 9 m 17 Xpomocom, okparieHHbIe (iryopodhopom
COOTBETCTBYIOIIETO IIBETA

CxemaTnyecKy BapuaHThl AIbTEPALIAN PEACTABICHBI HA PUCYHKE 2.



o1

Bapuant HOpMBI: 2  KOmMH
reHa/2 KOHTPOJIbHBIX JIOKyca (B
HalleM  HCCIEJOBaHUM  HE &

HaOJIrO1asICs ) ®

Uctunnasa  genmenus:  yrpara
OIHOW WJIM JIBYX KONHWW TE€Ha
NF1 wm CDKN2A  1npu
HAJIMYUM KOHTPOJIBHOIO JIOKyCa
(reTepo3uroTHas/TOMO3UTOTHAS)

Henemus renoB NF1 u CDKN2A
(B HaIlIeM HCCIIeIOBaHUH

nenenua reHoB  NF1  wm o @
CDKN2A  maOmmomaimace  Ha
done momucomun 9 wmm 17 O

XpOMOCOM, COOTBGTCTBCHHO)

Pucynok 2 — Yuactku 9 u 17 xpomocom, okparieHHbIe (iayopodopom
COOTBETCTBYIOIIETO I[BETA
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2.3 CTaTuCTHYECKUH aHAJIN3 Pe3yJIbTATOB

CraTtucTuyecKuy aHaliu3 MPOU3BEIECH PHU MOMOIIU NPOrPaMMHOI0 00ecreyeHus
IBM SPSS Statistics 26.0 (CIHA), Excel 16.69 (Microsoft, CIIIA) JuckpeTHbie
IIEPEMEHHBIE CYMMHPOBAJIUCh B BUAE YHCEN M MPOLEHTOB, HENPEPBIBHBIE — C
WCIIOJb30BAHUEM CpPEIHHMX 3HAYEHUW M JUANla30HOM B CJIydae HOPMAJIBHOIO
pacrpeneneHus Wi ¢ MEAUAHOUW, KOT/la paclpeeleHUe OTJIMYaI0oCh OT HOPMAaJIbHOTO.
Taxke s onKcaHusl KOJMYECTBEHHBIX JAHHBIX OCYLIECTBISICA PacyeT CTaHAAPTHOTO
otkiioHeHus (6). C 1enplo onpeaeseHus cBs3u Mexy skcnpeccueit PU.1 1 ocHOBHbIMU
KJIMHUKO-MOP(OJOTHYECKUMH XapaKTEPUCTUKAMH HCIOJIb30BaJICs KpuTepuil MaHHa-
YUuTHU [Jisi HE 3aBUCUMBIX Tpymlil. B HE3aBUCUMBIX TpyIINax C LEJIbIO BbIABICHUS
CTATUCTUYECKU 3HAYMMBIX Pa3/IMuMi TaKKe MPUMEHSUICS TOYHBIM Kputepuil duiepa.
Otnaneéunple pe3yibTaThl JICUCHUS, MpeacTaBieHHble mokazatensimu OB u BPB
paccunthiBauch o merony Kaplan-Meier. Jlns mocTpoeHHMs M OLIEHKH pa3inuud
BBDKMBACMOCTH HCIIOJIB30BaIKCh KpuBble Kamnmana—Mewepa, npu nomoru tecta 10g-
rank. Pa3nuuus cuMTanuch CTaTUCTHYECKH 3HAYMMbIMHU, eciid 3HadeHus P<0,05. Ha |
ATane MpoBeleH OJHO(MAKTOPHBIM aHAJIU3 C IMOIIArOBBIM BKIOYeHHEM (pakTopoB. Bee
daktopel, gpocturmme P<0,1 B  ogHO(GAKTOPHOM aHajau3e, BKJIIOUEHBI B
MHOTO(GAKTOPHBIM aHanu3. Jlns mnpoBeneHuss MHOTroGaKTOPHOTO PETrpeCCHOHHOTO
aHanu3a o COX MCIOJIb30BaH METO/] MOIMIArOBOr0 MCKIIOYeHHs GakTopoB 1o Bampny,
UMEIONINX HeAocToBepHOoe BiusHME Ha OB mo naHHBIM 0JHO(GAKTOPHOTO aHaIU3a.
BnusiHue paccMaTpuBaeMbIX —MPOTHOCTMYECKUX  (AKTOPOB  HM3YyYEHO B XOJ€

perpeccuoHHoro ananausa o Cox.
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I'JIABA 3. PE3YJIBTATBI UCCJIIEJOBAHUSA

3.1 KnuHuko-Mop(os1oruyeckasi XapaKTepucTHKA 00JIbHBIX €

A00POKAYECTBEHHBIMH OIYXO0JISAMHU M3 000/1049¢eK nepudepuiecKux HepBOB

OnepatuBHoe BMemaTenbcTBO 1o nosoay JOOIIH nposeaeno 70 manueHtam, us3
KoTopbix 52 xeHuuH (74%) u 18 myxuun (26%). CpenHuid BO3pacT Ha MOMEHT
MMOCTAaHOBKM JMarHo3a coctaBwi 45 ner (mMenuana 48 ner, Munumym - 17 Jner,
MakcumMyM - 84 ropa). Pacmpenenenue OOJIBHBIX B 3aBUCUMOCTH OT BO3pacTa

MPEICTaBIEHO PUCYHKE 3.

Pucynok 3 — CoOOTHOILIEHHE MAalMEHTOB >KEHCKOIO M MYXKCKOro Imojia B
TPYIIIE XUPYPTUYECKOTO JICUECHUS

Cpenqn JIOOIIH wnHambonee YacTo B HalIeM WCCICAOBAHUHM BCTPEYAINUCH
mBaHHOMBI (N=55; 79%), pexe BepudunmupoBansl Herpodudbpomsr (N=15; 21%), u3
KOTOphIX 4 (6%) Obimu atunuuubIMY, 2 (3%) muddy3asiMu. B pe3ynbTaTe mMOBTOPHOTO
MepecMoTpa TUCTOJIOTHUECKUX MPEnapaToB Mbl HE BCTPETWIM TMEPUHEBPUHOM, Y 3
OONBHBIX OBUIM JHATHOCTHUPOBAHBI TAHTIMOHEBPOMBI, KOTOpPHIE HE OBUIM YYTCHBI B
Hameld pabore. OOpamiaer Ha cebst TOT (dakT, uto B 5 (7%) ciiydaeB M3HAYaIbHbBIN
JIMarHO3, YCTAaHOBJICHHBIA 110 pE3yJbTaTaM COre-OMOICHU, TIOCJIE TMPOBEIACHUS

nepecMoTtpa ructosiorndeckux npemnaparoB B HMHUILI oukonoruu um. H.H. biioxuna He
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noareepawicss (B 3 cayyasx Jaud@epeHUMaTbHBIA  IMAarHO3 MPOBOAMWICA C
JUIOCAPKOMOM, B | cilyyae ¢ racTpOMHTECTHHAIBbHOW CTPOMAIBHOM OMyXOiblo, B 1
cly4yae C XOpJIoMOH, B 1 ciiydae ¢ MOYEHHO-KJIETOUHBIM pakoMm). Hurke B kadecTBe
npuMepa MPEeACTABICHO ONHucaHue IudPepeHInanbHON JUATHOCTUKU OOJIBHOIO C
00BEMHOI MapaBepTeIbHON OMYXO0JbIO MOSCHUYHOTO OT/JENa TO3BOHOUYHHUKA, KOTOPOMY
Oblla TpOBElEHAa OTKphITass Ouorncus HoBooOpasoBanus. Ilo  pe3ynbratam
TUCTOJIOTUYECKOTO M HMMMYHOTHCTOXMMHUYECKOTO  HCCle[oBaHUs  OuonTara
HOBOOOpa3oBaHWE  OBUIO  KJIACCUPUIMPOBAHO  Kak  jaenuddepeHnrupoBaHHas
munocapkoMa G3. YuuteiBags MOP(OJOTHUECKYI0O KapTHHY OMYXOJH, pa3Mepbl U €€
JIOKaNIM3alMI0 Ha MEePBOM 3Tare ObUIO peleHo NTpoBecTH XuMHuoTepanuto no cxeme HD
Al TIposegeno 3 «kypca xumuotepanuu Ha ¢oHe I[-KCO wu mnoanepxke
aHTUOMOTUKOTEpANuu, MPOTUBOTpUOKOBON Tepanuu. Ilocie Tpex KypcoB MO JaHHBIM
KOHTPOJBHOTO 00CJeoBaHus Obljla OTMEUYEHA CTaOMIM3aIMs OIyXOJIEBOTO MpoIlecca.
PekomMeH/0BaHO TMpOBENEHUE XUPYPTUUYECKOTrO JIeYeHHsT B 00beMe yJajeHUs
3a0pIOIIMHHON OMyXOJdM ¢ MopakeHueM Ttena LS mo3BoHKa KOMOWHHPOBAaHHBIM
noctynom. IIpy maTos0roaHaTOMU4ECKOM HMCCIECJOBAaHUU ONEPALMOHHOIO MaTepuasa-
ONyXOJIEBBIM y3esn Obl1 pekiaccuuuupoBaH Kak MmBaHHOMa. Ilpu mnepecmotpe
TMCTOJIOTUYECKOTO HCCIIEIOBaHUsl OUONCUHHOrO MaTepuana: HeOONbIINE KYCOUKH
OIYyXOJHY, HMEIOIEH aHaJOrMYHOE CTPOCHME M KYCOYKH JKUPOBOW TKAHM C
MPOCIIOMKAMU  COCJUHUTEIBHOTKAHHOM  KaIlCyJbl C y4aCTKaMW  IOBBIIICHHON
KJIETOYHOCTH, CO3Jal0IAE€ UMUTALUIO MHBA3UBHOI'O POCTA, YTO B YCJIOBHSIX MAajoro
KOJIMYECTBO OMONCUITHOTO MaTepuaia MOCIYKIIO MPUUYUHON MHTEPIPETALUU OIyXOJIH
Kak aenuddepeHImpoBaHHas TUOCApPKOMa.
Pacnipenenenne OONBHBIX B 3aBUCHMOCTM  OT THCTOJIOTMYECKOrO  THUIIA

MPEJICTABIEHO HA PUCYHKE 4.
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[IIBaHHOMBI Heitinodbubnomel

PI/IC}’HOK 4 — CooTHonieHre OOJIBHBIX B 3aBUCUMOCTH OT TMCTOJIOTMYECKOr0 THIIA
OITYXOJIN

Menuana wHaekca nponudepatuBHor aktuBHocTH Ki-67 mms  JIOOITH
coctaBwia 4% (cranmapTHoe oTkinoHeHue 13,2%, munumym 1%, makcumym - 45%).
Cpennuu pazmep onyxonu coctaBui /8220 mm (Meauana — 70 MM, MUHUMYM — 20 MM,
MakcumMyM — 210 mwm). B 3aBUCMMOCTH OT JOKalIHM3allMU OIYXOJH pacCIoJiarajiuch
napaBepteOpanbHO B 22 (36%) cinyyasx (IIeWHBIH, TPYAHOW U MOSICHUYHO-KPECTIIOBBIN
OTJIeJIbl TTO3BOHOYHMKA cOCTaBWIU 1, 6, 15 ciiydaeB COOTBETCTBEHHO), 3a0pIOIMIMHHAS
nokanu3anus — B 14 (23%), B BepxHuX KoHeuHOCTAX — 13 (21%), B HIbKHUX — 12 (20%)
Pacnipenenenue onmyxosei B 3aBUCUMOCTH OT PACIIOIOKEHUS MIPEICTABICHO HA PUCYHKE

5.

4 -— . -

Bepxnaue xoneunoctu Hmxnue koneunoctu [lapaBepreOpanbHas 3abpromnHHAs
JIOKaJTH3aIHs JIOKaJTH3aIHsI
Pucynok S5 — Jlokamu3anus INEpBUYHOM ONYXOJHM, YMCIO CIy4aeB H HX

IMPOLCHTHOC COOTHOIICHHUC
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B Tabmune 2 mnpexncraBieHa oOmias XapakTEpUCTHKA HCCIELYyeMOH TIpyIIbI

OOJIBHBIX.

Tabanna 2 — O6mas xapakTepucTUKa U3y4yaeMou Tpymibl nanueHToB; (n=70)

XapakTepucTHKa KonmudecTBo O0NBHBIX, N
(%)
Bospact 60nbHBIX, JET
<48, n (%) 42 (60%)
>48, n (%) 28 (40%)
[Ton
Myxckoit, n (%) 18 (26%)
Kenckuii, n (%) 52 (74%)
Jlokanmu3anus IEpBUYHOMN OITYXOJIH
Koneunoctu, n (%) 13 (19%)
[Heitnsiit/rpyaaoit/mosicanunbiii OI1, n (%) 17 (24%)
Kpectuossriit OI1, n (%) 16 (23%)
3abprommHHas Jokaau3arus, n (%) 24 (34%)
Pa3zmep onyxonu
<5 cm, n (%) <8 cm, n (%) 24 (34%) 31 (44%)
>5 cM, n (%) >8 cm, n (%) 46 (66%) 39 (56%)
['ucronornyeckuit TUI
[IBanHOMBI, N (%) 55 (79%)
Heiipodgubpomsi, n (%) 15 (21%)
Xapakrtep onepamnuu

[lepBuunas, n (%) 60 (86%)
Peumausnas, n (%) 10 (14%)

beccumntomuoe Havano 3aboneBaHusi otmedueHo y 10 (14%) OonbHBIX, B
OCTJIBHBIX CydasiX 3a00JieBaHUE MPOSIBUIIOCH JIOKAJIbHBIM OO0JIEBBIM CUHIPOMOM Yy 48
(69%) manmenToB, pamukynonarued y 22 (31%), HaIMYHMeM TaJBIIAPYEMOTO
obpazoBanus y 13 (19%). HeBponoruueckuii negurnut pazpmwics y 20 60mapHBIX (29%),
B 10 cnyuasx (14%) umenn MeCTO CEHCOpPHBbIE HAPYIIEHUS, PEXE BCEro BCTPEUATUCH
HapylieHus: GyHKIUA Ta30BbIX OPTAHOB U MBIIIEYHAs! C1A00CTh, KOTOPbIE HAOII01ANIUCH

B 7 (10%) u 6 (9%) cinyuasx, cooTBeTCTBeHHO. Ilocie omepaTHBHOrO BMEMIATEILCTBA
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cToiikas pagukynonatusi HaOmomanack y S5 (7%) OonpHbIX, Vv 6 (9%) octanuch
YyBCTBUTENIbHBIEC HapyllleHUusa. Hapylienust ABurateibHOM aKTUBHOCTH TOCIIE ONEPALNU
COXpaHUJIUCh y OJHON OOJIbHOW ¢ mapaBepTeOpalibHOM OIMyXOJbIO CIipaBa B 00JlacTH
C6-Th2 mo3BonkoB. Eif ObLJIO MPOBEACHO ABYXITAIIHOE XUPYPTrUYECKOE JICUCHUE B
oobeme: 1 atam - mexommpeccuBHas JIIMUHAIKTOMHM C6-Thl MO3BOHKOB, yaalneHHE
OMYXOJH, 3aaHsAd CTaOWiIu3alusg METAJUIOKOHCTPYKUMEH; 2 Jranm - yJajieHue
napaBepTeOpanbpHOil onyxoiu ¢ pesekiueit Ten C6-Thl mo3BOHKOB, 3aMelieHUE
nedeKkTa ayTOTPaHCIUIAHATOM W3 CTEPHAJIBHOTO OTAENa KIIOYUIIbl, CHOHJIUJIOJNE3
acTuHOM  mepeaHed  (Qukcammu. HecMoTps Ha mNpoBeIEHHOE ONEPaTUBHOE
BMELIATENBCTBO y OOJIBHOM COXpPaHSIOTCS HEWpomaTus JOKTEBOTO HEpBa CIpaBa C
MOTOpPHBIM JAedUIIMTOM, TuUrocTe3ner B 30He aepmaroma C8, cunapom [opHepa
cupaBa. Takxke y 2 (3%) OoyibHBIX 0€3 MPU3HAKOB HEBPOJIOTHYECKOrO Jae(HUIIUTa B
IpeIoNEePALMOHHOM MEPUO/Ie, MOSIBUINCH MPU3HAKU ociabiieHns GyHKIMHU cruOanus B
CTOIIE TOCJIe ONepalMu IO MOBOAY OmyXxosied kpectua. Pacripenenenue OONBHBIX B

3dBUCHUMOCTHU OT BapHUaHTa KJIMHAYECKON KapTUHBI IIPCACTABJICHO HAa pPUCYHKC 6.

60
50
40
30
20
p . ] ] - —
Hapymienus
JlokanbHass Panukynomar Ilansmupyem Cencopuble  QyHKIMH — MoTopHBbIe
601b us as OIlyXOJb ~ HApyLICHWs  Ta30BbIX  HapyLICHUs
OpraHoB
m Seriesl 48 22 13 10 7 6

PucyHnok 6 — Yactora KIMHAYECKUX MPOSBICHUM, N

Y 19 (27%) OonbHBIX AMArHO3 ITOOPOKAYECTBEHHOW OMYyXOJIW #3 000J0YeK
nepudepuueckux HEPBOB ObUT MOCTABJIEH JO ONEpalud MYyTeM BBINOJIHEHUS
core/tonctouroiapHor Owonicuu, B 4 (6%) ciydasx TP TIOMOIIM OTKPBITOH

AKCIIM3UOHHOW OWOICHM, KOTOpbIE, KAaK MPaBUJIO, BBIMNOJHMINCH B XUPYPrUYECKHUX
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CTallMOHApax IO MECTY XHUTEIbCTBA B TEX CIydyasx, KOTJIa OMYyXOJb CUMTANIAach HE
onepabenbHOH. B ogHOM cnmyuyae ObUia TpOBEACHA JAaNapOCKOTHYECKas OWOTCHUS Y
OOJILHOTO C Ta30BOM OMYXOJIBIO.

OneparuBHoe BMemaTenbcTBO y 63 (90%) mnauveHToB OBUIO MPOBEIEHO
OTKPBITBIM crtocoOoM, B 5 (7%) cinyyasix KOMOMHHUPOBAaHHBIM JOCTYNOM (4 omnepanuu
ObUTH TIPOBENIEHBI 1O TOBOJY OMYyXOJEH KpecTIa, MPU KOTOPHIX OBUI HCIOJIB30BaH
3aJHUN W JanmapOCKONUYECKUH JTOCTYIbI, B 1 ciydyae 3aHUNA U 3a0pIOMIUHHBIA JOCTYII
ciena), B 2 (3%) cinydasix 1anopoCKOMUYECKH.

KoMOuHMpOBaHHBIE XUPYPTUYECKHME BMEIIATEIBCTBA C PE3EKIUEH CMEXHBIX
BHYTPEHHHUX OpraHoB ObutH BhITIONHEHBI B 9 (13%) ciywasx. XapakTep mpoBeIeHHBIX

orepanuii B 3aBUCUMOCTH OT pPE3€LIUPYEMbIX OpPTraHOB OTpa)keH B Ta0iuLe 3.

Tadbamma 3 -~ pacnpoCcTpaHEHHOCTh KOMOWHUPOBAHHBIX — OIEpalluid,
IMPOBEJACHHBIX IO TIOBOAY JIOOPOKAYECTBEHHBIX OMyXoJed u3  000JI0YeK
nepudepruuecKkux HepBOB

KomOunupoBanHas onepanus KonuuecTno;

n (%)
ATUnIMYHAs Pe3EKLUs JETKOr0, PE3EKIHS TPYAHON CTEHKH 2 (3%)
Hedpakromus 1 (2%)
Hedpanpenanmskromus ciesa, CIIIEHIKTOMHUS 1 (2%)
AJIpeHaTIKTOMUS 1 (2%)
OOCTpyKTHUBHAS PE3EKINS CHTMOBUIHOW KUIITKA 1 (2%)
XOJIEUCTIKTOMHUS 1 (2%)
Pe3exnnst MO4ueBOTO IMy3bIpsi, CTEHKHU BIIAraJIMIIA 1 (2%)
Pesekius mpaBoro Kymnona auadparmsl 1 (2%)

[TepBuunoe xupypruueckoe jgeuenne B HMUILL onkonorum um. H. H. brnoxuna
npoBoausiock y 60 (86%) OonbHBIX, mpu 3ToM panukainbHyo (RO) pesekuuio ynamock
BBITIOJIHUTH B 49 cinyvasx (82%). Mectubiit peuuaus pa3suiics y 2 (3%) OonabHbIX. Y
OJIHOW OOJILHOM C MPOJIOJKEHHBIM POCTOM, CTPaJlaBIlIeil MEPBUYHO-MHOXKECTBEHHBIMU

METaxXpOHHBIMH OIYXOJISIMH, BKIIOUas HedpoduOpomy kpectma Ha ypoBHe S1-S3
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MO3BOHKOB, 4epe3 10 ner mocne MpoBENEHHOM AEKOMIPECCHUBHOM JSIMUHAIKTOMHUHU C
OJTHOMOMEHTHBIM HEpaJuKaIbHBIM yIaJICHUEM OMyXO0JIH1 KpecTIia. B
MOCJICONEPAIIMOHHOM TEpUOE IO TMOBOJAY PEUUIUBHON HepoduOpombl KpecTia y
MAlUEHTKU OBbUIO OTMEYEHO MOCTYIUICHUE JUKBOpA MO JAPEHAXY U3 JIOKa yAaJleHHOU
omyxoJyii. bplja ycTaHOBIIEHA cUCTeMa HApYKHOTO JIPEHUPOBAHMS, OJJHAKO Yepe3 3 JHS
y OONBbHOM TMOSBWINCHL TMPU3HAKKM MEHUHTUTA, KOTOPBHIM OBUT MOJATBEPXKIACH
1ab0paTOpHBIMU MeTOolaMu. HecMOTpsi Ha TPOBOIMMYIO Teparnuto 00IbHAs CKOHYAIach
yepe3 2 HeAeNau OT OCTPOro OakTepuajibHONO MEHHUHTUTA B COYETAaHWU C TPUOKOBHIM
CETICUCOM.

VY OonaHOW MAaIMEeHTKU MO MOBOAY IIBAaHHOMBI ¢ nopaxenueM C3-C4 mo3BOHKOB
OBIO  MPOBEJCHO  XUPYpruyeckoe JICUeHHE B  00BEME  JICKOMIIPECCHBHOM
JSIMUHIKTOMUHU, YJAJCHUS OIYyXOJId, OKIHUIUTOCTOHauIone3. Yepes 6 mer ObuIo
OTMEYECHO BHE3aIMHOE TMOsBJICHUE OO0JIeBOro cuHApoMa B obnactu omnepaiuu. [lo
nanHeiM MPT mieitHoro otniena mo3BOHOYHMKA U3MEHEHUHN BBISBIEHO HE ObLIO, OJHAKO
npu pentreHorpapun u KT ormedancs mnepenom JieBOW MPOJOJIBHOM — Oaiku
CTAOMIIM3HUPYIOLIEH CUCTEMBL. B CBSI3W € 3TUM MPOBEAEHO TMOBTOPHOE OMNEPATUBHOE
BMEIIATENBCTBO - 3aMEHa MPOJOJIbHON Oanku, Koppekius (ukcupyromen cucreMsl. B
JanbHEHIIIEM MPU KOHTPOJIBHBIX 00CIIEIOBAHUAX HA MPOTSHKEHHUH MOCIENYIONUX 3 JIeT
MOJIOMOK 3JIEMEHTOB METAJUIOKOHCTPYKITUU HE HAOIII01aNIOCh.

[lepBuyHOE XMpYypruvecKkoe JEUYeHHE B APYTHX JICYEOHBIX YUPEKACHHUSIX OBLIO
nposeneHo 10 (14%) GonbHBIM, SKCIUIOPATHBHAS JAapOTOMUS MO MECTY JKUTEIhCTBA
Ob1a TipoBenieHa y 4 (6%) 6onbHbIX. B 2 (3%) cnydasx WHTpaomepanuoHHO OIMyXOJb
MPECTaBIANIaCh HEOoNepaOeNbHOW BBUIY TECHOTO TMPUJICKAHHS TMOCIEIHEH K
MarucTpaibHbiM cocyaaM. Y ocrtanbHbiXx 8 (11%) manmueHToB pa3BUIICS MECTHBIN
peruauB  3aboneBanus. Bce OombHBIE W3 ATOrO CHHCKAa OBUIM  TIOBTOPHO
npoonepupoBanbl B HMMUL] onkonoruun, HecmMoTpsi Ha paaukanbHbiii (RO) xapaktep
onepanuu B 8 (80%) coyuasx, y 6 (75%) O0JIbHBIX pa3BUIICSI MECTHBIN PELIU]IUB.

OnepaTuBHOE BMENIATENIBCTBO MPOBOJUIOCH B OCHOBHOM B XUPYPTHUYECKUX
OTZICJICHUSIX TI0 MECTY KuUTeiabcTBa. OOpaiaeT Ha ce0sd BHUMAHUE, YTO MPU ONEpalUsX,

BBIIIOJTHCHHBIX HEPAJHUKAJIbHO, YalllC BCCTO OIIYXOJIM pacCIiojarajinucCb HapaBepTe6paﬂLHo



B mosichuyHOoM (15%) u KpecTiOBOM OTAeNe MO3BOHOUHUKA (22%),
3a0promuHHO (22%), pexe B meiHoM (19%) u rpyasom (7%) otaenax mo3BOHOYHUKA U
HIOKHUX KOHEYHOCTAX (15%). HepaamkanbHO TPOBENECHHBIX OIEpaluii Ha BEPXHUX

KOHEYHOCTSIX B HallleM HccliefoBaHuu He Obuto. CTpykTypa MociieonepalioHHbIX
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OCJIO)KHEHMH MpejicTaBieHa B Tabnuue 4.

Tabonuna 4 — Knaccudukanus nociaeonepaioHHbix ocioxkHeHui nmo Clavien-

Dindo
CreneHb [MocneoneparioHHOe KonmuectBo
OCJIO)KHEHUI OCJIO)KHEHUE HaOJIr0ICHU
(n/ %)
| crenenn Bropuunas pagukynonarus L3-L5 kopemkoB 2 (9%)
CclieBa, BTOpUYHAs MUeionatusi Ha yposae C4-
C6 103BOHKOB
| crenenn BropuuHblii BepXHemieueBoil IIEKCUT clieBa 1 (4%)
| crenens Panuxynonatust S2ZHEpBHBIX KOPEIIKOB 1 (4%)
| cTenenn JInmdopes nocJie MOAMBIIIIEYHOMN 1 (4%)
TAMQOTUCCEKITUH
Il crenens I'emoTpancdy3ronHas Tepanus (epeTuBaHue 2 (9%)
SPUTPOIUTAPHON MaCCHI)
Il crenens YacTuyHass TOHKOKHUIIIEYHAS! HEPOXOAUMOCTh 2 (9%)
Il crenens Tpom003 ri1yOOKHX BEH FOJCHH 2 (9%)
Illa crerenp JIMKBOpEs U COMYyTCTBYIONIUE OCIOKHCHHS 1 (4%)
Illa crernenp MoueBast nHGEKIHS 1 (4%)
I1Ib crenens KpoBoTeuenne noxe mocCIeonepanmoHHON
paHbBl B TPOSKIIMH TIPaBOM M. psoas major
(MMOUOUTINSA MBITIITBI?)
I11b crenens NudunmpoBanue sHA0MPOTE3A MOSICHUIHOTO 1 (4%)
otneina no3BoHouHuka (OIT)
I1Ib crenens AOciienpoBaHne MSATKHX TKaHEW MpaBoro 1 (4%)
oenpa
[1Ib crenens [Tponexens B 006J1aCTH KPECTIA, YaCTUIHAS 1 (4%)
TOHKOKHIIICYHAS] MeXaHHUECKast
HETPOXOINMOCTb
V creneHb OcTperit OakTepuaTbHBIN MEHUHTHT, 1 (4%)
rpUOKOBBII Cerncuc

a TaKXKeC
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Bcem nanuenTam onpenensid 00beM HHTpaolepalMOHHOW KpoBomoTepu (B
MUWUTWINTPaX) U JIUTEIBHOCTD onepanuu (B MUHyTax). CpeaHUW 00beM KPOBOMOTEPHU
st JIOOIIH cocraBun 1061 ma (95 % AW 655-1468 mu), cpeaHee Bpemsi onepamuu
164 munytsl (95% AU 137-191 muH.)

Pezexuusa maructpanbabix cocynoB npu JOOIIH 6wia Bemmosnena B 13%
ciydaeB (n=9). Yame BcTpedanach Pe3eKIMs IMOAB3AOIIHBIX COCynoB 56% (n=5)-
pe3eKiusl BHYTPEHHEH MoaB3A0mHON BeHbl 22% (N=2), oO0Iiel MmoJB30IIHON BEHBI
11% (n=1), oIHOCTOPOHHSIST PE3CKIKsI BHYTPEHHUX MOAB3IOIIHBIX cocynoB 11% (n=1),
JIBYCTOPOHHSISI PE3€KIUsl BHYTPEHHUX NOAB3A0MHbIX apTepuil 11% (n=1). Taxxe ObL1M
POBEJIEHbI OAHOCTOPOHHSS PE3EKIHUsS U MPOTE3UPOBAHNS OCHOBAHMSI YPEBHOTO CTBOJIA
11% (n=1), pe3ekius HIKHEH OpbikeeuHoi aptepun 11% (N=1), mpaBoit MO3BOHOYHOM
aprepunn 11% (n=1). Xapaktep omepamuii COMPSIKEHHBIX C PE3EKIUeHd COoCyI0B

IpeCTaBjICH B TaOIHIE 5.

Tabauma 5 — Pa3HOBUIHOCTH PE3EKUMH COCYJIOB MPH BMENIATEIbCTBAX 10
MOBOJTY 100POKAauYECTBEHHBIX OMyX0Jjei u3 00004YeK nepudepruiueckux HEpBOB

Cocynucras pe3ekuus KonnuecTso;
n (%)

Pe3exuust BHyTpeHHEN MOAB3A0IIHON BEHBI 2 (22%)
Pesexmust oO111eii MOAB3IOIIHON BEHEI 1 (11%)
OOHOCTOPOHHASI ~ pEe3€KLUMsl BHYTPEHHUX  IOAB3IOLIHBIX 1 (11%)
COCYZIOB

JIByCTOpOHHSII ~ pe€3€KIusl  BHYTPEHHUX  IOAB3JOLIHBIX 1 (11%)
aprepuu

Pesekius HuKHENH OpbKeeUHON apTepunt 1 (11%)
Pe3exnnst n03BOHOUHOM apTepuu 1 (11%)
KpaeBass pesekuus OCHOBaHMSI YPEBHOIO CTBOJA C €rO 1 (11%)
TJTACTUKOMN
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B xauecTBe AeMOHCTpaIuu NPECTaBIsAeM KIMHUYECKOE HAOII0ICHUE allueHTKH
¢ nuddy3Hoit Heltpopudpomoi, cTpagatoiieit Heltpopudpomarozom | Tuna.

[NanmenTtka T., 40 ner. B anamue3e Heilpodpudpomaro3 1 tuma. Co cioB
OOJILHHOM OTMEUaeT BIIEPBBIC TMOSABJICHUE OOpPa30BaHUSI B MATKUX TKaHSAX JICBOW
aroguyHor obnactu B 2012 1, B TOM K€ TOAy WPOBEIACHO HEPAAUKAIBLHOE
XUPYPruUvuecKoe yJajeHUE OIMYyXOJHU MSTKUX TKaHEW JIEBOM SrogudyHON 00J1acTH 10
MECTy  JKUTEJICTBA,  IIOCJICONMEPAIIMOHHHOE THUCTOJOTHYECKOE  3aKJIIOYeHUEe -
nunocapkoMa. B nganpHelimem nuHamuyeckoe HaOmogeHue. B 2022 r. (uepes 10 ner)
OTMEYaeT MOsIBJICHUE Xajdo0 Ha O0NM B SITOAUYHOW O00JIACTH ClieBa, OOpa3oBaHUE
ATOAUYHBIX OOJjacTed, 3amopbl. BeimonHeHa OWONCHS OMyXOJH. [ MCTOJOTMYECKH B
npenapaTtax Mejakue (parMeHThl HEKPOTHU3MPOBaHHOW TKaHU. [Ipu mooOcienoBanuu B
HMMUL] ounkonorunm wm. H.H. brnoxuHa BbIsIBIEHBI MNPU3HAKK MAaCCHUBHOU
HeHpopuOpOMBI B STOAMYHOM OOJACTH C PACIPOCTpPAHEHUEM Ha TIOSICHUILY,
IPOMEXXHOCTh, Oeqpa. BHemHHuN BU 60JbpHON npu niepBruYHOM obOpamiennn B HMUIL]

onkonoruu uM. H.H. biioxuna npeacraBieH Ha pUCyHKe /.
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Pucynok 7 — Bun GonbHOM ¢ ruranTckoit nudpy3Hoi HelpohuOpoMoit MATKHX
TKaHEH MOSICHUYHOM, JICBOM ATOJUYHON 00J1acTeit
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[Ipu nooGcnenoBanuu, mo gaHHbIM MPT (Pucynok 8) momumo umeromieics
OIYXOJM, MpWJIEralplled K KpPEecTUy NpakTUYEeCKHU Ha BCEM MPOTSHKEHHM U €€
MAaCCUBHOTO KOMIIOHEHTa, pa3Mmepsl KoToporo coctaBuiu 45x30x20 cM, OCHOBHOU
TPYAHOCTBIO B PaJIMKAIbHOM YAAJIIEHUU OMYXOJIU SIBJISJICS MPOJIArC OPraHoOB Majoro
Ta3a, BBIPAXKABIIMIICS B OMYIIEHHOM MPaKTUYECKH N0 CpeAHell Tpetu Oexep u
pacuiupeHHoi 10 8 cM mpsiMod Kumike (puc. 6, 0003HAYEHO CUHHUMH CTPEJIKAMH).
AHanbHBIM KaHal ObUT PACTAHYT 10 6 CM, MOYEBOM My3bIpb PE3KO pPacIIUpPEH, YPETpa
cIpaBa pacrosarajach B TOJILIE y37a, NpaBblii SUYHUK HE IuUPepeHirpoBaics.
Pacmimpenne KpecTHOBOro KaHajla, 3allOJIHEHO JIMKBOPOM JHOO  CEpO3HBIM
COJIEP)KUMBIM (PUCYHOK 8, 0003Hau€HO 3€JEeHBIMU CTpesikamMHu). MaructpaibHble
COCyAbl M CEeIAJMIIHBIE HEPBBI MPU ATOM C OMYXOJIbIO CBsSI3aHbl HE ObUTH. Takum
o0pa3oM, B OMyXOJIEBBIW MPOIECC BOBJICUYEHBI BYJIbBA, aHAIbHBIA KaHAN, a pa3Mepbl

HOBOOOpa3zoBaHus coctaBisuin He MmeHee 420x320x180MmM.

A — GdpoHTaNBHBIN Cpe3, CHHUMH CTpelIKaMHu O0O3HAa4YeHa IUISTHPOBAHHAS
npsMasi KHIIKa C JUACTONHEN, b — caruTranpHbId Cpe3, CHHUMH CTPEIKAMU
o0O3HaueHa TUISTUPOBAHHAS TIPsiMasi KHUIIKA, 3€JCHBIMUA CTPEIKAaMU O00O3HAYECHO
pacImpeHre KpecTioBOTo KaHama, B — ¢hpoHTanbHEIN Cpe3, 3eTEeHBIMHU CTPEITKAMHU
o0O3HauYeHa AWIATAINAS KPECTIIOBOTO KaHAIa

Pucynoxk 8 — MPT kaptuHa Mamoro Ttasza — OpPU3HAKU MOpoJanca Ta30BbIX
OpraHoB
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[lo manasiM KT B cTpykType HOBOOOpPA30BaHHS PACIOIOXKEH OBaJbHBIH
yyacTok pazmepamu  10,9x9,9x3,7 cMm, TOOO3pUTENBHBII B  OTHOLICHUU
37I0Ka4e€CTBEHHOTO POCTa, B TO BpeMs Kak KPECTIIOBBIM KaHaJl MPAKTUYECKU HAa BCEM
MPOTSHKEHUU PacIIMpeH, MaKCUMAaJIbHO 10 7,5 cM Ha ypoBHE S2-S3, ¢ BOBiIE€UEHUEM

KpecTioBbIX oTBepcTUr (PrcyHoK 9).

S . _
A — akcuanbHBIM Cpe3, KPAaCHBIM KPYIOM OTMEUYEH OMYXOJEBBIM y3€Jl B Ipeaeax

o0BeMHOH HelpopuOpOMBI Ha YpPOBHE BepxHEHl Tpetw Oexep, b — akcmanbHbBIN cpes,
CUHUMH CTpeJIKaMu O0O03HA4YeHBbl MATOTHOMOHHWYHO pacCHIMpeHHbIE Ha ypoBHE S1-S3
KPECTIIOBBIE OTBEPCTHS

Pucynok 9 — KT kaptrHa CUMNOTOMHOTO OIYyXOJEBOTO Y3JIa, PACIUMPEHHBIX
KPECTLOBBIX OTBEPCTUI

B cBf3M ¢ WHBAIMAM3BUPYIOIIUM XapakTEpOM OINEpalMy, CBI3aHHOM C

IIOKN3HCHHBIM (bOpMI/IpOBaHI/IeM KOJIO M JIIMOUCTOCTOM, a TAKXKC THCTOJIOTHYCCKHUM
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TANIOM  JOOpOKAUYEeCTBEHHOM oOmyXxoyin OodbHAs OTKa3ajdach OT  MPOBEIACHUS
pPaIUKaIBHOTO ONEPaTUBHOIO BMeENIATENLCTBA. B CBA3UM ¢ 3TUM OBLIO MPOBEIECHO
yaanenue omyxojeBoro oudara 10,9x9,9x3,7 cm (Pucynokx 10, o6o3HaueH KpacHBIM
KPYroMm), KOTOPBIM, B CBsI3M C OOJEBBIM CHHAPOMOM, IMPENATCTBOBAN OOJbHOU

HaXOJHUTCA B TOPU30HTAJIBHOM IIOJIOKCHUHN Ha CIIMHE.

A - akcuanpHas IMPOCKI U, b - carutanpHas IMPOCKI U

Pucynok 10 — MP-kaptuHa omyxojieBoro y3ia B mpenenax auddy3Hon
HelpopuOpomsl 1o JanHbIM MPT

Yepes 2 MecsIia mociie MpoBEACHHOT0 XUPYPrHUSCKOr0 BMEIIATEILCTBA OOJIbHAS
OTMEUACT 3HAYMTEIIBHBIH perpecc 00JCBOrO CHHApPOMA B IMPOCKIIMH OIYXOJH, OJHAKO
HapylieHUus (DYHKIMI Ta30BbIX OPraHoOB, B IPEXKAEC BCETO 3aropbl, COXPAHSIOTCS B
MpEeXHEM O00BEME.

['uctonornyeckoe 3akiOUYEHHUE TIOCIE€ PE3EKIMU  OIMyXOJeBOTO y3ma -
Herpopudpoma (muddy3HbIi THI). [Ip IMMYHOTHCTOXUMHYECKOM aHaIu3e (B 5 MOIsIX
speans x400) cpenHee coaepkanue MakpodarambHbIX KiaeTok — CDG68- 12 kierok,
CD163- 20 «xmerok, PU.1- 15 «xmerok, ypoBerb dkcmpeccun PD-L1-  0%.

Mukpockonuyeckas KapTUHA IPEACTaBIeHA HA pUCYHKe 11.



H&E

CD163

CD68

PD-L1/
PU.1

A — OoKpacka reMaTOKCHJIMH-303UH, b — Makpodaransusiii mapkep CD163, B —
Makpodaranpabiii Mapkep CD68, I'— PD-L1 »skcmpeccusi B KIeTKax OMyXOdd U
UMMYHHBIX KI1eToK 0%, PU.1 — B 4 nonsix 3penus npu yBenuueHuu x400 - 15 kneTox

Pucynok 11 - Mukpockonuueckass kapTuHa audQys3Hoit HelpopuOpomsl, B
neBoM cronbie yemnueHHue x200, B mpaBom x400
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Kak mbl Buaum, auarHoctuka OOIIH B cBsi3u ¢ BO3MOXXHOM MOBCEMECTHOM
JOKanu3aluerd, a TakkKe MHOXKECTBOM wumermuxcs umurnpyomunx OOIIH
HOBOOOpa3oBaHUil  TpeOyeT  BOBJICUYECHUS KJIMHUYECKUX, TUCTOJIOTUYECKUX,

I/IMMYHO(I)CHOTI/IHI/I‘ICCKI/IX N HCPCIAKO '’CHCTUYCCKUX JaAHHBIX.

3.2 Knunuko-mopgoiornyeckas XapakTepucTuKa 00JbHBIX €O

3JI0KAYeCTBEHHBIMH OIYXOJISIMU M3 000/104eK nepupepuiecKux HepBoOB

Bcero B uccienoBanue Obl1M BKIIFOYEHBI 61 00IBHOM, Cpeu KOTOPBIX ObLIO 38
xeHMH (62%) u 23 myxuud (38%). Cpeanuil BO3pacT NAlMEHTOB HA MOMEHT
MOCTAaHOBKM JuarHo3za cocraBun 50,8 ner (meamana 47 ner, MuHuMyM - 17 Jner,
mMakcuMyM - 84 roma). Pacrmpenenenue OOJIbHBIX B 3aBUCUMOCTH OT BO3pacTa

MPEJCTABICHO HA PUCYHKE 12.

Pucynok 12 — CooTHoOUIEHHE MAalMEHTOB KEHCKOTO M MY>KCKOTo Iojia B
TPYIIIE XUPYPTUUYECKOTO JICUCHUS

[TarmenTor ¢ 300ITH G1 6sm10 13 (22%), ¢ 300ITH G2 — 21 (34%), ¢ 300ITH
G3 — 26 (44%). 3mokayecTBEHHAs TPHUTOH-OMYXOJb (C pabaoMHOOIACTHUECKON
muddepennmpoBkoit) 6b1a 00Hapy)keHa y 2 (3%) 6ompHBIX, sntuTemmonaHas 300ITH -
y OJTHOTO TIAITMEHTA, B OCTATBHBIX CIIydasX THCTOJIOTHYCCKUI MOATHIT yKa3aH HE ObLT U
HaOmonanuck tunuunbie 30O0IIH. O6pamaetr Ha ce0sa BHUMaHue TOT (DakT, 4TO B &

(13%) cnydasix U3HaYadbHbBIN JUArHO3, YCTAHOBJIEHHBIN MO pe3ysbTaTaM COre-OuoIcuu,
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MOCJie MPOBEACHUA MepecMoTpa rucrojgormdeckux npenaparos B HMUILL Ounkonorun
uM. H.H. Brnoxuna He moarBepauncs (waiie Bcero auddepeHimanbHas IUarHOCTHKA
NpOBOJMIAChE C CHHOBHAIBHOM capkomor n=4, 50%). Menuana wuHAEKCA
nponudepatusHor aktuBHOCTH Ki-67 ms 300ITH cocrasuna 22,5% (MuauMyMm - 20%
, MakcumyM - 90%) nns 30O0IIH. Cpeanuun pasmep omyxonu coctaBuil 107+30 mm
(mequana — 90 mMm, muaumym — 10 MM, MakcumyMm — 450 mm). YV GonpHbix ¢ HO-1
(n=11; 18%) cpenHuH pa3mMep OMYyXOJIH COCTaBHI 95 MM, B CIIOPAJAUYECCKUX CIydasX —
109 mm. Knunuko-mopdonoruyeckue CBONCTBA HCCIEAYEeMOM TIpymmbl OOJbHBIX

npeJiCTaBiIeHbI B Ta0IUIIE 6.

Ta6auna 6 — OOmas xapakTepucTUKa U3y4aeMOn IPyIIbI MallMeHTOB

XapakTepuCcTHKa KomuuecTBo 00sbHBIX, n (%)
Bospact 60nbHBIX, JIET
<47, n (%) 25 (41%)
>47, n (%) 36 (59%)
[Ton
Myxxckoit, n (%) 38 (62%)
Kenckuit, n (%) 29 (38%)
Bepxuue koneunoctu, n (%) 13 (21%)
Hwuxnue koneunoctu, n (%) 12 (20%)
[TapaBeprebpanbHo, n (%) 22 (36%)
3a0promuHHas jJokanuzanus, n (%) 14 (23%)
Pazmep omyxonu
<8 cm, n (%) 37 (61%)
>8 cM, n (%) 24 (39%)
CremneHb 310Ka4€CTBEHHOCTH
Grade 1, n (%) 13 (22%)
Grade 2, n (%) 21 (34%)
Grade 3, n (%) 26 (44%)
IHonTun

Cnopanuueckue, n (%) 48 (79%)
H®-1-accommuposannsie, n (%) 11 (18%)
PagnonnmynmpoBannsie, n (%) 2 (3%)




70
B 3aBucuMocTH OT JOKanu3alMu OMYXOJW pacroJiarajuch napaBepTeOpaibHO B
22 (36%) cnyvasx (LI€UHBIN, TPYAHOU U MOSCHUYHO-KPECTIIOBBIM OTAENbI COCTABWIH 1,
6, 15 cirydaeB COOTBETCTBEHHO), 3a0promHHO — B 14 (23%), BepXHUX KOHEYHOCTSIX — B
13 (21%), B mmxuux— B 12 (20%) Pacnpenenenue omyxosieii B 3aBHCUMOCTH OT

PACIIONIOKEHHSI IPEACTABIEHO HA PUCYHKE 13.

Bepxuue koneunoctn Hmkxaue koneuHoctn [lapaBepreOpanbpHast 3a0promHHAS
JIOKaIN3alus JOKaIU3aLHst

Pucynok 13 — YactoTta BCTpeuaeMOCTH MEPBUYHOM OMYXOJIU B 3aBUCUMOCTH OT
JIOKAIHU3aIuU

beccumntomuoe Hawanmo 3aboneBanus orMmeueHo Y 4 (7%) OONbHBIX U OBLIO
oOHapy>XeHO B BHJIE cilydailHO Haxoiku. Yamie OosibHBIE oOpamaivuch B Jie4eOHOE
yUpexJAeHHEe MO0 TOBOJAY JIOKaJbHOTO OosieBoro cuHapoma (N=46, 75%), Haimuuuem
naigsnupyemoro oopaszoBanus (N=31, 51%) u pagukynonatuu (N=19, 31%). [Tomumo
ATOro, BCTpedauch ceHcopHble (N=5, 8%) u Motopubie (15%) HapymieHus, B 0AHOM
Clly4ae y MamueHTa OnpenersIuch HapyIIeHUsT Ta30BbIX GyHKIUN. JIF0O0MBITHO, 4TO 2
u OoJee cuMnToMOB Habm0a10¢h ¥ 32 (53%) marueHToB.

[Tocre omepaTUBHOTO BMEIIATEILCTBA paguKynonatus Habmomaitack y 5 (8%)
nanueHToB, y 2 (3%) oTMedanuch 4yBCTBUTENIbHBIC HAPYIICHUS, Y OJHON OONBHOU -
CHW)KCHHE JBUTATEILHON aKTHBHOCTH B MPABOM pyKe, HAOIIOAABIIEECs U 0 ONepaIuH,
MIPOSIBIIIETCSI B TOM ke oObeMe. Pacmpesienienre OOMbHBIX B 3aBHCHMOCTH OT BapHaHTa

KJIMHUYECKON KapTUHBI ITPEJICTABIEHO HA pUCYHKE 14.
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50
40
30
’ .
; -
Jlokanenas  [lanenupyemas Pagukynonatu  MotopHbie CeHcopHbIe
601 OIYXOJIb s HapyLICHUS HapyLICHUS
m Seriesl 46 31 19 9 5
Pucynok 14 — Yacrota KIMHUYECKUX TMPOSIBICHUN y OOJBHBIX CO

3JIOKA@YCCTBCHHBIMHU OITYXOJIAMU U3 0001104€EK HepI/I(l)epl/ILIeCKI/IX HCPBOB

Huarno3 3O0OIIH O6p1  mocTaBieH [0 ONEpalud IyTEM  BBINOJHEHUS
core/TosicTouronabHoi ouornicun (N=24, 39%) win OTKPBHITOW SKCIM3UOHHOW OUOTICUU
(n=4, 7%), xoTophIe, KaK MPaBHUJIO, BBIOJHIINCH B XUPYPIrHUCCKUX CTAIMOHAPAX IO
MECTY JKUTEIhCTBA B TEX CIIy4assX, KOrJa OIyXOJb CUMTajach HE ornepaderbHOM.
OnepaTuBHOE BMENIATENBCTBO Y 57 MAIMEHTOB OBLJIO MPOBEECHO OTKPHITHIM CIIOCOOOM,
B 2 ciydasx JIAllOPOCKOMUYECKMM U 2 choydasXx KOMOWHHUPOBAHHBIM JOCTYIIOM.
Cocynucras unBa3us HaOmoganach y 8 (13%) 60apHBIX, B 2 Cily4asx MPOU3BOIUIOCH
MIPOTE3UPOBAHUE COCYIOB (B OJHOM CiIyyae PE3eKUHUs MPaBOM MOIMBIIIEYHON apTepUu
C €€ MPOTE3UPOBAHUEM, B JAPYrOM DPE3EKLUS CYNPApEeHAJIbHOIO OTIENIa aOpPThl C €ro
MIPOTE3UPOBAHUEM, PE3CKIIMCH YPEBHOTO CTBOJIA, pCUMILTAHTAIIMCH OOIIeH IeYeHOUHON
apTepuu, Pe3eKIMe W IUIACTUKOW BEpXHEH OPBIKECYHOW apTepHH), B JIBYX CIIydasx
(3%) OmHOCTOPOHHSS PE3CKIMI O00OWX BHYTPEHHHUX ITOAB3JOIMIHBIX COCYAOB, IIO
OJHOMY CJIy4ar - PE3CKLUHUS BHYTPEHHEH IMOJAB3JOIIHOM BEHBI, PE3EKUUS HUKHEH
OpBDKECYHON apTepuM, PE3CKIMS IPaBON SUYKOBOM BEHBI, STPOICHHOEC MOBPEKICHUC
OenpenHoit aprepum ¢ e€ 1acTukod. KoMmOWHHMpOBaHHBIE  XUPYPTHUECKHE
BMEIIATEIbCTBA C PE3EKIMEl CMEXKHBIX BHYTPEHHUX OPraHoB ObLIM BBIIIOJTHEHHI B &

(13%) ciyyasix, caMbIM 4YacThIM YyJaJi€eMbIM OpPraHOM IPU 3TOM OKa3ajach IOYKa.
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PacnpocTpaHeHHOCTh M XapakKTep KOMOWHUPOBAHHBIX OMEpaluii MpeACTaBICHbI B

Tabauue 7.

Ta6auna 7 — pacnpocTpaHEeHHOCTh KOMOMHUPOBAHHBIX ONEPALM, MPOBEAECHHBIX
0 MOBOAY 3JIOKAaYECTBEHHBIX OIMyX0Jei U3 000104yeK nepudepuueckux HEpBOB

KomOunupoBanHas onepauus KonnuecTso;
n (%)
Hedpoakromus 3 (5%)
ATUnIUYHAs PE3eKIUS JETKOTO 2 (3%)
Hedpanpenanskromus ciesa, 1ucTaibHas CyOTOTalbHAs pPe3eKIUs 1 (2%)

HO}I)I(GHY]IO‘IHOﬁ KCJIC3bI, CIINICHOKTOMMUS, TCMHUKOJIDKTOMMUA CJICBA,

racTPIKTOMHUS

ToranpHast cakpIKTOMUS 1 (2%)
Peseknys moaB3A0IIHONM ¥ CUTMOBHTHOM KHUIIKU 1 (2%)
DKCcTUpHanus MaTku ¢ IPUAATKaMu, PE3EKLUSI MOUYEBOIO MTy3bIps, 1 (2%)

PE3CKIMA BiIarajiniia, 06CTpYKTI/IBHaSI PE3CKIUA HpHMOﬁ KHIIIKH,

PE3EKIUsl TOHKOM KUIIIKU, KpaeBas pe3eKius 12-mepcTHO KUKy

bonpmmuacTBO manueHtoB 59 (97%) ObUIM TOCHMTAIM3UPOBAHBI B CBSI3H C
NEPBUYHON OMyXOoJiblo 0€3 TMPU3HAKOB TMOPAKEHUA JTUM(PATUUYECKUX VY3JI0B W
OoTHalleHHBIX MeTacTa3oB. Y 2 (3%) OOJIbHBIX HAa MOMEHT ITIOCTAaHOBKHM JHAarHosa
MMEJIUCh METACTa3bl B JIETKUX, B JaJbHEWIIEM UM MPOBOAWIOCH KOMOWHHUPOBAHHOE
neuenne (onepamusi+ [IXT). Peuunussl 6butn oTMedensl y 26 (43%) OONBHBIX, MpU
»TOM HaumbOosee 4Yacto HabOmromancs mecTHbld peummu (N=10, 16%), y 14 (23%)
OONBHBIX MPHU JMambHEWIIeM HAOMI0eHUN ObUTH OOHAPY)KEHBI OTHAJICHHBIE METACTa3bl
(B 5 ciyuasx (8%) B nerkux, B 8 (13%) B JIeTKUX U KOCTSIX B COBOKYITHOCTH C MECTHBIN
peuuauBoM, B 3 (5%) oTmaneHHble MeTacTasbl JpYroil Jokanuzauuu). Tum

MIPOTPECCUPOBAHUS MPEICTABICH HA PUCYHKE 15.



MecTHbI# penuinB

MecTtHblil peuauB +IUCTaHTHBIE
METaCTa3bl
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Pucynok 15 — Tumn nporpeccupoBanus 3a0607eBaHUS

IlepBuunoe xupypruyeckoe nedyenne B HMUL[ onxonornn mm. H.H. binoxuna
npoBoamiock 33 (54%) OonbHBIM, NpU TOM pagukainbHyio (RO) pesekuuio ymanock
BBIMIOJTHUTE B 26 (79%) ciydyaeB, MecTHbIN peruauB pa3suiica y 6 (18%) marueHToB.
Bce 6 GonpHBIX B galibHElIeM ObLTM MOBTOPHO MPOOMEPUPOBAHBI B HAIIEM IEHTPE,
OpHU 3TOM B 5 cilydasX yJajoch BBIMOJHUTH paaukaibHyio (R0O) pesexumro. 28 (46%)
nanyeHTaM ObUIO TPOBENEHO IMEPBUYHOE XUPYPrUUECKOE JICUEHUE N0 OOpallieHus B
HMMUI] Onkonorun uMm H.H. broxuna. M3 HuxX MecTHbIl peuuauB pa3Buiics y 18 (64%)
060npHBIX. OnepaTUBHOE BMEIIATEIBCTBO MPOBOJUIOCH B OCHOBHOM B XUPYPTrUYECKUX
OTIIEJICHUSIX TI0 MECTY JKuTeabcTBa. OOparraer Ha ceOs1 BHUMaHUE, YTO TIPH OTIEPAITUsX,
BBHITIOJTHEHHBIX HEPAJUKAIBLHO, Yallle BCETO OMyXOJHM PacIoarajuch napaBepTeopaIbHo
B mnosichuuHoM (15%) u kpecTmoBOM oTnene MO3BOHOYHUKA (22%), a Takke B
3a0pIOMMHHOM TIpocTpaHCcTBe (22%), pexxe B meitHoM (19%) u rpynHom (7%) oTaenax
MMO3BOHOYHHUKA M HWKHHUX KOHeyHOcTsAX (15%). Ha BepxHMX KOHEUHOCTAX
HEpAJMKATbHO TIPOBENICHHAs oOmepanus ObUla TpoBeJeHA B OJHOM  cliydae
(kIMHUYECKUN ciydaid omucaH Huke). KoiaumdyecTBO HepaauKalbHBIX ONEpaluil B

3aBUCUMOCTH OT JIOKJIN3AIMU IEPBUYHON OIYXOJIM IPEACTABIEHO HA PUCYHKE 16.
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25% o 3alprolMHHas
KpecryoBii JIOKQIA3aIlus;
L. OI1, 21% ’
200 lenuwii OI1,
°  Hmkuue 18%
KOHEYHOCTH, [TosicHuuHBIH
15% 14% OlIl, 14%

I'pynnoii OII,
7%

10%

Bepxune
OHEUYHOCTH, 4%

Pucynok 16 — KonnuectBo R1/R2 onepariuii B 3aBUCUMOCTH OT JIOKAJIM3ALUN

5%

21'/‘

0%

omyxonu (%)

KonmuecTBo kanewammx ormepaiuii cpeau onepupoBaHHbIX OonbHBIX ¢ 3OOITH
coctaBuiio 9 (17%). ¥V 6 (10%) u3 HUX B nanpHEHIIeM HAOIIOAAIMCh HEMpOaTHYeCKue
paccTpoiicTBa, TIPOSIBIISIBIITIMHECST (aHTOMHBIMHU 00IsIMHL. Xapakrep

MHBAJTUAN3UPYIOMINX ONEpalvii U UX paCIPOCTPAHEHHOCTh MPEICTABICHBI B TAOIHUIIE 8.

Tabnuna 8 — Xapakrep U KOJIMYECTBO Kajleyallux orepannii

HasBanue oneparuu Konuuectso; n (%)
MesxI1onaTo4HO-Tpy/AHAS aMITyTaIHs 3 (5%)
AwmmyTanus 6enpa 3 (5%)
ToranbHas CaKpIKTOMHS C TOSICHHUYHO-TA30BOM 1 (2%)

cTabuin3aiuen, miacTukoi nepeMenieHHbM PAJI

DK3apTUKYIALUS [11e4a 1 (2%)
MeXIoIB310IITHO-OPIONTHOE BEIYJICHEHNE 1 (2%)
Bcero: 9 (17%)

B kadecTBe JeMOHCTpalMyd TPEACTaBIsAeM KIMHMYECKOE HaOo/eHue
HEpaJMKalbHO MpoBeAeHHOW onepamuu 1o noBoay 3OOIIH mnpaBoro miedeBoro
CILICTEHUSI.

[Marmentky II., 33 7ner, B TeueHue ABYX JeT OeCHOKOWI M OONMM B TPaBOM
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IJIEYEBOM CYCTaBe, CJa0OCTh M OHEMEHHME KOHUMKOB MajibLieB IpaBoid KucTu. Ilpu
N000CIeI0BaHUM IO MECTy JKUTEIbCTBA OOHApyXeHO OOBEMHOE COJUIHOE
HOBOOOpazoBaHnue, pazMmepamu 3x1,5x1,6 cMm, B oOjacTu  MPaBOro IJIEUYEBOTO
CIUICTEHUsI Ha YPOBHE MEPBUYHBIX CTBOJIOB, C MPU3HAKAMH IUIEKCOMATHUU MEPBUYHBIX
CTBOJIOB. Y HeHpoxupypra IO MECTy JKHUTEIbCTBA OblJla BBINOJIHEHA IOMBITKA
MUKPOXUPYPTUYECKOTO YAAJICHUS O0pa3oBaHHUS B MPOCKIMH MEIUAIBLHOIO ITydKa
PaBOro IJICYEBOTO CIUIETEHHUSI C HEUpPO(U3MOJOTHMYECKUM KOHTPOJIEM, HEBPOJIM3OM
MyYKOB TIJICYEBOTO CIUIETEHHs. [ MCTOIOTMYECKH BEepU(PUIIMPOBAHA 3JI0KAYECTBEHHAs
omyxoyib obonouek mnepudepuueckux HepBoB G3. Ilocine omnepamuu  6omu
KyIUPOBAJIUCh, YBETUYEHUE 00beMa JABMKEHUM B 1-3 manbiax npaBoil kuctu. Yepes 2
Mecslla TMOCJie ONepalMM TMalMeHTKa OTMEYaeT YCUJICHHE OHEMEHHS B IIPaBOM
IpeAIieybe, CHUKEHNE CUIIBI B IPABOM TIpEIIeYbe U KUCTU (pUCYHOK 6). [To maHHBIM
MPT BrIsiBIIcHa KapTUHA PEIMIMBA OMYyXOJU B 00JIACTH TIPABOTO IJICYEBOTO CIUICTCHUS
pasmepamu 4,5x3,1x3,4 cMm, KOTOpasi OTTECHAET KBEpPXYy JaTepajlbHbI BTOPUYHBIN
Iy4OK, K3aJW 3aJHUM BTOPUYHBIA IMYy4YOK M OXBAThIBAET MEIHMAJIBHBIA BTOPUYHBIN
nydok. O6patunace B HMUII onkonorun um. H.H. bioxuna. BHemHuit By namnueHTa

npe/cTaBlieH Ha pUcyHke 17.



Kaptuna mnnexkconaTuu MeIMaIbHOTO IydKa MPaBOrO IUIEYEBOTO CIUICTEHUS,
NposBIAIONIAsicSs B BUie AedopMalii KUCTH («KOTTHUCTasl Jiamay), ciaabocTu u
CHW)KEHHH YyBCTBUTEIBHOCTH KOXH 4 U 5 nasbleB (0003HaY€HO KPACHBIM KPYTOM)

Pucynoxk 17 — Baemrauii Buja 00716HOM CO 3710Ka4€CTBEHHOM OITYyXO0JIbI0 000JI0YEK
nepudepruueckiux HepBOB

[Tpu JI000CIeTOBAaHUHA MPT-kapTuHa YKa3bIBa€T Ha MOCJIEACTBUS
HEepaJUKaIbHOTO MUKpoxupyprudeckoro yaainenuss 30O0IIH wMeaumanpHOro Imyyka
MPaBOro IUICUEBOro CIuieTeHUs. Kpome MpU3HAKOB peluaIuBa HOBOOOpPAa30BaHUS B
00JIacTH TPABOTO IJICYEBOT'O CIICTEHHUS, BBISBIICHA MHBA3Us IMOJKIIOUYHYHBIX COCYJIOB
HAa BCEM MPOTSKEHUH OIYXOJIEBBIC Y3JIbl PACIPOCTPAHSIOTCS B IPOCKIHIO CPEIHETO
MEPBUYHOTO CTBOJA. [IoMHUMO 3TOro, OmpeeNsstoTCa NPU3HAKU TUIEKCONIATUU CPEIHETO
Y HWKHETO MEPBUYHBIX CTBOJIOB, & TAKXKE MEJUAIBHOIO M 3aJHETO BTOPUYHBIX ITYYKOB
MPaBOro IJIEYEBOIO CILNICTCHHUS, UX KOHIIEBBIX BETBEH, a TaK)Ke BeHTpaibHOU BeTBU C7.
Pentrenosniornyeckas kapTHHA WHBA3WHU ITOJKIIOYUYHBIX COCYJIOB 3JI0KAYECTBEHHOMU
OMYyXOJIBIO U3 000JI0YCK MeprudeprIeCKUX HEPBOB HA BCEM MPOTHKCHUU IPEACTaBICHA

Ha pucyHKe 18.



Pucynok 18 — 3D-monensb, pekonctpyupoBannas o ganasiM KT/MPT

B cBsi3u ¢ ”HQUABTPATUBHBIM XapaKTEPOM OIYXOJIEBOIO MpoIiecca B MPOEKIUU
MOJIKJIFOUMYHOTO  COCYAMCTO-HEPBHOTO TIyYKa, PEKOMEHIOBAHO XHUPYPruYecKoe
JeyeHrue B OOBbeME MEXKJIONATOYHO-TPYJHOW ammytanuu. VHTpaomnepairoHHO
OIyXOJb pacrojiarajiacb B 4 CM OT Kpas ONuja KJIIOYHUIbl, UHTUMHO Npuieras K
COCYIHCTO-HEPBHOMY MyuKy. IIpy  maroaoroaHaTOMHYECKOM  HCCIIEIOBAHHU
muMpaTUYeCKre y3Jbl aKCUIUIAPHON 00J1acT MHTAaKTHBL. B Xone nposegenHoro FISH-
UCCIIeIOBaHus cTaTyc TeHa SS18 oTpulaTeNbHbI, YTO TMO3BOJWIO HMCKIIOYATh
BApUAHT CHUHOBHAJIBHOM CAapKOMBI. 3JIOKaQ4eCTBEHHAas OIyXOodb U3 000J0uYeK
nepudepruueckux HEPBOB C MHBA3UEH MOAKIIOUMYHOTO COCYAMCTOrO-HEPBHOTO MydYKa

MpeJICTaBJIEH Ha pUCyHKE 19.



Pucynok 19 — Buap maxporpenapata, MHBa3us OMYXOJIbIO MOJIKIIOYMYHOTO
COCYAMCTO-HEPBHOTO ITy4YKa

Bun mocneonepanuonnoit pansl  uepe3 12 cyrok (Pucynox 20). Ilpum

KOHTPOJIbHOM O6CJIG,Z[OB3HHH ucpes 3 MEcCiALa oe3 IMPHU3HAKOB pCHANBA.

PucyHnok 20 — By nocieonepaimoHHON paHbl
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[lepuonepanmonHas yyeBas/xumuoTepanus npumeHsiiach y 33 (54%) OOJbHBIX.
[lepuonepanuonnas nydeBass tepanusi (JIT) mpoBomunmace y 19 (31%) OonbHBIX,
HeoanbioBanTHas JIT y 6 (10%) mocneonepauuonnas JIT y 13 (21%) manueHTOB.
Cpennsisi cyMmmaphas ouaroas go3a (CO/l) st mepuonepalmoHHON J1y4eBOi Tepanuu
coctaBuia 48 I'p (MuauMym 22, MakcumyM 60), 17151 HEO0ATBIOBAHTHOM U aIbIOBAHTHOM
JIT COJl coctaBuna 41 I'p u 51 I'p, coorBercTBeHHO. Beero y 14 (23%) GonbHBIX
[IPOBOAMUIACH HEO0aIbIOBAHTHAS MOJIMXUMHUOTEPATIUS (HAXT). Pexumpl,
ucnonb3oBaBmecs npu HAXT: JlokcopyOuuumn B MoHopexkume = 2 (4%),
Hoxcopyounmn 75 mr/m2 B/B 72-yacoBas undysus/Mpocpamug 2500 mr/m2/cyt B/B 1-
4 nmau (Al) = 9 (15%), I'emuuradbun/Jlouerakcen (Gem-Tax) = 1 (2%). Huxe mbl
NPECTaBIIIN MPUMCHSIBIIIHECS CXEMBI, B HACTOSIIINNA MOMEHT HE UCTIONB3YIOIIHECs PU
HAXT (Huxnodochamua 300 mr/m2 B/B 1-7 nau kaxasie/[laktunomunua 0,5 mr/m2
B/B 1-5# nuu/Bunkpuctun 2 mr/m2 B/B 14 u 8it quu (VAC)=1 (2%), Jdakap6azun 900
mr/M2 /Jlokcopyourua 60 mr/m2 B/B 72-yacoBas undy3us/Udochamun 6000 mr/m2 B/B
72-gacoBas wuH(py3us/Mecna 100-120 % no3er Udochamuna (MAID)= 1(2%).
[Tocneoneparmonnas IIXT Owa mposeaeHa y 8 (13%) OonbHBIX, balie BCEro
ucnoib3oBauch cxeMbl Al u Gem-Tax. ['ociuranbHas, a Takke MocaeoNnepanuoHHas
netanbHOCTh cocTaBmia 0%. ITo cramusam 61 mamment ¢ 30OO0IIH Ovl1u pactpencieHsl
cienyromum oopaszom: IA cragus - 4 (7%), 1B — 7 (12%), 1l - 4 (7%), 111A - 20 (33%),

B - 21 (35%), IV - 4 (7%). Pacupenenenue mo CTagusM MPEACTaBICHO HAa PUCYHKE

21.
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Pucynox 21 - Pacnpenenenue OOJbHBIX B 3aBUCHUMOCTH OT CTaguu
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[TocneonepaliioHHbIE OCIOXHEHUsT BeTpedaanch B 38% (N=23) ciyuaeB. Bce
XUPYPruvecKue OCIOXHEeHHs OblIH KiaccuduimpoBans o cucreme Clavien-Dindo: | -
11 (55%), Il — 6 (30%), Illa - 1 (5%), llIb - 3 (15%), IV - 1 (5%). [TocneoneparmoHHBIX
OCIIO)KHEHMM V creneHn He HaOmopanock. Yaiie Bcero BCTpeyanoCch HarHOEHHE
MOCJIEONEePAlMOHHON paHbl (moBepXHOCTHass WHpekuus N=6 (26%), rioybokas N=3
(13%). Ilpm »TOM, TOJBKO B OJHOM Cllyya€ MPOU30LLIO HHOUIMPOBAHUE
METAJUIOKOHCTPYKIMHK (MOSICHUYHBIA OTJEN TO3BOHOYHHKA), KOTOpas B JajbHEHUIIEM
Obuta ynaneHa. B 5 cinyuasx (22%) HaOnmionanoch pa3BUTHE WIM MPOrPECCUpPOBaHUE
HeBpoJiornyeckoro aedunura (yxXyAlleHHE IMoKazaTesnss no mkaine PpeHkens mnocie
omepanun). Takke CTOUT OTMETUTH pa3BUTHE (DAHTOMHBIX 0OJIeH, KOTOPHIE Pa3BUIUCH
y 4/6 manueHTOB, MEpeHEeCHIMX Kajeyalue omnepanuu (4 MeXIOnaTOYHO-TPYAHBIX
aMITyTaIluy, OJHO MEXIIOIB3/IOIIHO-OPIONTHOE BHIYWICHEHNE, OJTHA aMITyTaIlusl HUKHEH
KoHeYHOCTH). CTPYKTypa MOCIeoNnepalliOHHBIX OCIIOKHEHHUI Npe/icTaBlieHa B Ta0yulIle
2. Nnatpaonepanmonno y oanoi nanueHTku ¢ 300ITH LS xopemika npu MoOHIU3aIium
OIyXoJIM pa3Buics aedexkT TBepAoid Mo3roBoil obonouku (TMO) crnuHHOrO MO3ra,
KOTOPBI ObUI YHIUT, NPOQUIAKTUYECKH Obljla yCTAaHOBJIEHA CHCTEMa HapyKHOTO
JAPEHUPOBAaHUS JIMKBOpA C JIOMOAJbHBIM KaTeTepoM, B JajbHEHIEM IPU3HAKOB
MEHUHIU3Ma HE HaOJII0Aalloch, paHa 3aXKWia IMEpPBUYHBIM HaTsDkeHueM. CTpykTypa

MIOCJICOTIEPAIIMOHHBIX OCJIOKHEHUH TIpeicTaBlieHa B Tabuiie 9.

Ta6auna 9 — Knaccudukarus mnocieonepanmoHabix ociokaeHuit mo Clavien-
Dindo

CreneHb [TocneoneparmoHHOE KonmnuectBo

OCIIOKHEHHH OCIIOXKHEHUE HabroneHuH
(n/ %)

| crenenn [ToBepxHOCTHAs paHeBasi HHMEKITUS 6 (26%)

| crenenn HeBponatus 6enpennoro Hepsa 2 (9%)

| crenenn BropuuHblii BepXHETIIEUEBOH TUIEKCUT CTIpaBa 1 (4%)

| crenenn Panukynomatust S1 HEpBHBIX KOPEITKOB 1 (4%)

| crenenn Jlumdopes mociae moaMBIIIeYHOMI 1 (4%)

TUIUM(OUCCEKIIUN
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Il crenenn I'emoTpancy3nonnas Tepanus (epeauBaHue 2 (9%)
SPUTPOLUTAPHONU MACCHI)

Il crenenn YacTtruHasi TOHKOKHUILIEYHAS! HEIIPOXOIUMOCTh 2 (9%)
Il crenenn Tpom603 riryOOKUX BEH TOJICHH 2 (9%)
Illa crenenp JIukBOpes U COMYTCTBYIONIUE OCIOKHEHHS 1 (4%)
I1la crenenn MovueBasi HHEKIHSI 1 (4%)
I1Ib crenenn NudunmpoBanue sHA0MPOTE3a MOSICHUYHOTO 1 (4%)

otnena no3BoHounuka (OIT)

I1Ib cTrenens AGcuenupoBaHne MSATKHX TKaHEH mpaBoro Oenpa 1 (4%)

I1Ib cTenenn @opMHUPOBAHUE MOYEBOTO CBHILA, MPOJIEKEHD B 1 (4%)
00JIaCTH KpecTIla, YaCTUYHAS] TOHKOKHUIIIEUHAS
MeXaHH4ecKasi HEPOXOUMOCTh

IV crenenb JABC-cunnpom, pa3BuBLIuiics Ha (hOHE 1 (4%)
MacCUBHON KPOBOIIOTEPHU

Cocynucras wHBa3us onyxonu Habmonanack y 23 (38%) GonbHbIX. Pesexius

cocyznos npu 300ITH 6su1a BeimonHeHa B 25% ciy4aeB (n=15) (Tabaume 10).

Tabaunma 10 — Pa3HOBUIHOCTH PE3E€KIMH COCYAOB MPU BMEIIATEILCTBAX IIO
MOBOJTY 37I0KQ4€CTBEHHBIX OMYyXOJiel U3 000J104eK nepudepuyeckiux HEpBOB
Cocynucras pe3eKius KonuuecTno;
n (%)

KpaeBas pesexius OeapeHHO apTepun 3 (20%)
Pe3ekmus o011e#t moaB3101THOM BEHbI 2 (14%)
Pe3eknust BHyTpeHHEN NOAB3A0IIHON BEHBI 2 (14%)
Pesexnus u nmpore3npoBaHue BepxHE OpbIKEEYHON apTepun 1 (7%)
Pezexnus u nmpore3upoBaHKe NOIMBILIEYHON apTepUU 1 (7%)
Pe3exiuent mopaxeHHOW CTEHKH MOJIB3IOIIHON apTEPUH, 1 (7%)
MepBUYHASI PEKOHCTPYKIIMEH apTepun OOKOBBIM IIIBOM

Pe3ekuus sM4HUKOBOM BEHBI 7% 1 (7%)
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Pesekuus u npore3npoBaHue 001LEH MOIB30UTHON apTepun 1 (7%)

Pesexuus cynpapeHaabHOro OT/ENa a0PThI C €T0 1 (7%)
IIPOTE3UPOBAHUEM, PE3EKIUEN YPEBHOTO CTBOJA,
peuMIUIaHTaIel o01Ieil neueHOYHOM apTepuu, pe3eKuuen u

IUTACTUKOM BEpXHEW OpbIKEECUHON apTepuu

KpaeBas pesekuus HU>KHENH OpbIKeeuHON apTepun 1 (7%)
SATporeHHoe noBpexaeHue OeApPeHHON apTepun ¢ ¢ 1 (7%)
IIJTACTUKOU

Peseknuss u mpoTe3upoBaHHME TMOAMBIINICYHOW aptepuu 7% (n=1), kpaesas
pesekuust OexnpenHoit  aprepuun  20% (n=3), pe3ekuMel MOpaXKEHHOW CTEHKH
MOJ/IB3/IONITHON apTepUu IMEepPBUYHAS PEKOHCTPYKIMEH apTepuu OOKOBBIM IIBOM ¢ 7%
(n=1), pesexmusi oOmel noas3aomHON BeHbl 14% (N=2), pe3exuus BHYTpPEeHHEH
MOAB3IONTHON BeHbl 14% (N=2), pe3ekius u ImpoTe3upoBaHUE OOIIEH IMOB3AOIIHON
aprepuu 7% (N=1) pe3exuus cynpapeHaJIbHOIO OTJe]a aopThl ¢ MpoTe3upoBanue 7%
(n=1), xpaeBas pe3ekiuusi ypeBHOro ctBoa 7% (N=1), pe3eKuus ¥ MPOTE3MPOBAHUE
BepxHel OpbpkeeuHoi aprepun 7% (N=1), KpaeBas pe3eKIusl HIKHEW OpbDKEeeuHON

aptepuu 7% (n=1), suaHukoBoi BeHbl 7% (N=1).



I''TABA 4. UMMM YHOT'UCTOXUMHNYECKHUE U MOJIEKYJIAAPHO-
TEHETUYECKHUE CBOMCTBA 3JIOKAYECTBEHHBIX OITYXOJIEA U3
OBOJIOYEK IIEPUPEPUYECKUX HEPBOB

4.1 Ikcnpeccust PU.1 n eé nporaocTuyeckoe 3Ha4eHHe

AHanu3 OKpallMBaHUS SACPHOro TpaHCKpuniuoHHoro ¢akropa PU.1 Obua
npoBefieH y 46 OonbHbix. Okcnpeccuss PU.1 ompenensiiace Bo Bcex 46 (100%)
omyxosieBbix obpasznax 300IIH. Cpennee xonuuectBo okpamieHHbix PU.1 kietok B
npenenax 1 mois 3peHus coctaBuio 22 (quana3zoH 3-61). MakcuMalbHO BbIpaXKCHHAsI
skcnpeccusi PU.1 nabmomanace B Makpodarax. st ompeaesneHus MOTCHIIMAIBHOM
KJIMHAYECKON 3HAYMMOCTH Turepakcnpeccun PU. 1, a Takke onpenesneHus: B3aUMOCBSI3H
TOCJIeIHEH Ha MPOTHO3, OOJIbHBIE OBLTM pa3lelieHbl Ha 3 TPYIIBI B 3aBUCHMOCTH OT
crenienu 3kcnpeccun: | - 0-20, 11 - 20-40 u 11l > 40 xaeTok B OAHOM I0OJI€ 3pEHUS, IPU
3TOM OKpammBaHue >40 KJIETOK OIleHWBajdach HaMH KaK THIEPIKCIPECCHSI.
Pacnipenenenne GonbHbIX Mo crenenu skcnpeccun PU.1 Owpuio cnepyromum: | - 28
(61%), Il - 10 (22%), Il - 8 (17%). Accommanus KIHHUKO-MOP(}HOIOTHISCKUX
XapaKTEPUCTHUK B 3aBHCUMOCTH OT YpOBHS skcnpeccuu PU.1 mpeacTaBieHsl B Tabiuiie

11.

Ta6numa 11 — Ces3p skcnpeccun PU.1 ¢ xammHUKO-MOP(HOIOTrHYECKUMU
XapaKTepUCTUKAaMU OOJIbHBIX CO 3JIOKAYECTBEHHBIMH OIYXOJISIMU M3 000JI0UEK
nepudepuvecknx HepBoB, BKitoyas PD-L1 (n=46)

PU.1
DakTopbl KonnuectBo Menuana 3HAYUMOCTh
OOJBHBIX, N (mmama3on (p-value)
MHUH-MAKC)

Bo3zpacT 601bHBIX, €T
>50, n (%) 23 (50%) 16,5 (3-44) 0,709
<50, n (%) 23 (50%) 19 (4-61)
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ITon
Myskckoit, n (%) 18 (39%) 17,5 (3-46) 0,973
Kenckuiti, n (%) 28 (61%) 16,5 (3-55)
Pasmep omyxonu
>5 cM, n (%) 39 (85%) 25 (3-61) 0,472
<5 cM, n (%) 7 (15%) 16,5 (5-41)
CreneHb 3710Ka4€CTBEHHOCTHU
Grade 1, n (%)/Grade 2, n (%) | 12 (26%)/14 (30%) | 16,5 (4-49) 0,597
Grade 3, n (%) 20 (44%) 20 (3-61)
Okcnpeccus PD-L1
<1%, n (%) 33 (72%) 16 (3-42) 0,004
>1%, n (%) 13 (28%) 26,2 (5-61)
IHonTun

Cnopaauueckue, n (%) 34 (74%) 18,9 (3-55) 0,743
H®-1-accomuupoBanHnbie, n 10 (22%) 19,5 (3-40)

(o)

Ki-67%
>20%, n (%) 22 (48%) 24,4 (3-61) 0,0002
<20%, n (%) 24 (52%) 13,8 (4-35)
Xapakrep onyxoJu

IlepBuunsble, n (%) 26 (57%) 18,9 (4-40) 0,902
PeunnuBueie, n (%) 19 (41%) 18,8 (3-55)

Kak BumHo u3 Tabmuiel, ypoBeHb skcnpeccuu PU.1 mpsmo KoppeaupoBall C

ypoBHeM skcmpeccun PD-L1 (p=0,004) u Ki-67% (p=0,0002). Menuana wuHaekca

npomdeparun (Ki-67%) cocraBmia 18%, nuana3oH 3Ha4YeHUH BapbHpPOBAI OT 3 10

70%. O6pasier UI'X-ipenapatoB PU.1 u PD-L1 oToOpakeHs! Ha pucyHKe 22.



PU.1+
>40

PU.1+
20-40

PU.1+
0-20

A — akcnpeccust PU.1+ kimerok >40, b — skcnpeccus PU.1+ kmerok 20-40, B —
skcnpeccust PU.1+ knetok 0-20

Pucynok 22 — OOpazeny IMMYHOTHCTOXMMHUYECKOTO OKpAIllMBaHUS OIMyXOJIU B
3aBUCUMOCTH OT cTeneHu 3kcnpeccun PU.1

IIpu u3yuennn BausiHUA ypoBHA 3kcnpeccud PU.1 Ha mporHo3 B 3aBUCUMOCTH OT
CTETICHU 3JI0KaYECTBEHHOCTH, OBLIU MOJIy4YE€HbI JOCTOBEPHBIC NMOKA3aTeIN CHIDKEHUS KaK
OB, tak u bPB 6onpubix co 300ITH npu nokaszatensax skcnpeccun PU.1 >40 xnetok

(Pucynok 23).
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Pucynok 23 — OB u bPB 6onpHbIX 11pu runiepakcnpeccun PU.1 >40

Menuana OB 6onpHBIX ¢ ypoBHeM skcrmpeccun PU.1 >40 cocraBuna 33 mec,
npotuB 78 wmec B rpymme <40 (p=0,035). BPB y mamumentoB co 30O0IIH ¢
runiepakcrnpeccueit PU.1 >40 cocraBuna 9 MecsiieB U 78 MecsleB sl ONMyXOJel C
skcmpeccueii <40 (p<0,005).

[Ipu npaneHeiileM aHanu3e 3aBUCUMOCTH rumepiakcnpeccun (PU.1>40) wbl

MOJNIYYMJIM ~ CTAaTUCTHYECKH  JOCTOBEpHYHO  3aBucuMocth OB  oT  cremenu

3JI0Ka4YeCTBEHHOCTH onyXxoiu (Pucynok 24).



CTeneHb
100% 3NoKavyecTBeHHOCTH

Grade |

—1Grade Il
Grade lll

1-UEHay pHPOBaHD
2-LeHaypUpoBaHo
3-LEH3YpUpPOBaHD

60%

40%

06wWwan BEPKMBaeMoCTb

20%

0%

0 10 20 30 40 50

Mecsaubl

100%
CTeneHb

3M0Ka4YecTBEHHOCTU

Grade |
80% —1Grade Il
Grade Il
1-LeH3ypHpoBaHo
2-UeHaypupoEaHo
0% 3-UeHaypupogano

40%

20%

Be3peuvanBHanA BbKMBaeMoCTb

1} 5 10 15 20

Mecaubi

Pucynok 24 — OO6mias u Oe3peluauBHAs BBDKMBAEMOCTh B 3aBUCHUMOCTH OT
CTEIEHHU 3JI0KAaYeCTBEHHOCTH MPHU ypoBHE dKkcnpeccuu PU.1>40

Menuana OB s omyxosneit |, I, 11l ctenenelt 3;10kauecCTBEHHOCTH MPU YPOBHE
skcmpeccun PU.1>40 cocraBmima 35, 33, 21 wmecsn, coorBercTBeHHo (p=0,012),
OJIHAKO CTAaTUCTUYECKH JTOCTOBEpHOW paszHunbl BPB Hamm momydeHo He ObLIO,
nociaennss cocrasuiaa 13, 3, 3 mecsues (p=0,137). Bausuaue skcrnpeccun PU.1 Ha
nporHo3 6oxpHBIX co 300IIH B 3aBucumMocTu OT ypoBHS Au(GEepEeHIIUPOBKU

mpecTaBaeHo B Tadmuie 12.

Ta6numa 12 - Bamsgawe ypoBHa odkcrpeccun PU.1 Ha o0myro u
0e3peIINBHYI0 BBIKMBAEMOCTh B 3aBHCHUMOCTH OT CTETICHH 3JI0OKaYe€CTBEHHOCTHU
OMYyXOJIH

YpoBeHb
sxenpecenn PU.1 Grade OB, mec p-value | BPB, mec | p-value
Bce 114 0,290 60 0,338
PU.10-20 I 240 -
I 114 0,077 27 0,163
i 42 58
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Bee 119 0,481 78 0,523
| 45 4

PU.120-40 Il 24 0,068 - 0,280
1 33 78

Bee 53 0,035 9 0,005
| 35 13

PU.1240 I 33 0,012 3 0,137
1 21 3

[Ipu ananusze BiausiHME cTeneHHW 3yokadecTBeHHoctu Ha OB (p=0,481) u bPB

(p=0,523) GonbHBIX ¢ omyxojsmu, skcnpeccupytomumu PU.1+ B 20-40 kieTkax He

OBLJIO MOJYYEHO CTATUCTUYECKU JOCTOBEPHBIX paznuunii (Pucynok 25).

EESDGUHHHEHH.H BbPKNBAeMOCTb
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Pucynok 25 — OO6mias u Oe3penuanBHAs BBDKHBAEMOCTh B 3aBUCHUMOCTH OT
CTETICHH 3JI0Ka4€CTBEHHOCTHU MpH ypoBHE dKkcnpeccuu PU.1 20-40

[Tatunetnss OB coctaBuia 119 u 53 mecses, a BPB 78 u 58 mecsues npu PU.1

Il u apyrux cremeHsix 3KCIpPEecCHH, COOTBETCTBEHHO. [Ipu ompeneneHUN BIUSHUS

CTENEHU 3JI0KAYE€CTBEHHOCTH OIYXOJU Yy OONBHBIX ¢ ypoBHeM s3kcrnpeccun PU.1+ |l
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CTENEHU, OTMEYaeTCs TPEHJ K CHIDKeHUIo oOmiedt BbbkuBaemoctu (P=0,068) y
nanuenToB ¢ 300ITH G2.

Menuana OB nns nanHot rpynmbl skcnpeccun PU.1 cocraBuna 45, 24, 33
Mecsiia s omyxonedt |, Il u Il cTeneneil 31mokauecTBEHHOCTH, COOTBETCTBEHHO.
Onnako B mokaszarensix S-netHeir bBPB (p=0,280) menuana nns omyxoseit |l crenenu
3JI0KaueCTBEHHOCTH He jpgocturnyta, 1ias | u Il cocraBuna 78 u 4 wmecsues,

cootBeTcTBeHHO (Tabmura 26).
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Pucynok 26 — OB u bPB Gonpnbix npu sxcnpeccun PU.1 20-40

Yposenb skcnpeccun PU.1+ 0-20 kIeTOK aHAJOTHMYHO HE OKa3bIBaJ BIUSHUS Ha
otnaneHnble pe3yabtatel, OB (p=0,290) u bPB (p=0,338). Menana 5-nerueit OB npu
JAHHOW CTENEHM J3KcIpeccun u Apyrux coctaBwia 114 u 45, a qna bPB 60 u 17

MecCsIIeB, COOTBETCTBEHHO (PrcyHOK 27).
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Pucynok 27 — OB u bPB 6onpnbIx 1ipH 3kcnipeccun PU.1 0-20

4.2 Bausinue sxcnpeccud PD-L1 Ha nporuo3 60JbHBIX €O 3J10Ka4e€CTBEHHBIMHU

ONMyXoJIsIMU U3 000J104eK nepudepudecknX HEPBOB

Ananu3 skcnpeccun PD-L1 B 3710KayecTBEHHBIX OMYyXOJAX H3 000JI0YEK
nepudeprudeckux HEPBOB ObUT Takxke mpoBeAeH y 46 OonpHBIX. B pesymnbrate
uccnenoBanus dkcupeccust PD-L1 >1% nabmomanace B 13 (28%) cinygasx. OOmme
XapaKTepUCTUKN M3y4aeMOW TpyMMbl OOJNBHBIX B 3aBUCUMOCTH OT cTaryca PD-L1

npejcTaBiaeHbl B Tabnuie 13.



Tabomuma 13 — OOmme XapakTepUCTUKH H3Yy4aeMOH TIpynnbl OOJBHBIX CO
3JI0KQYECTBEHHBIMHU ONyXOJISIMU U3 000J104€K MepuepruuecKux HEPBOB B 3aBUCHUMOCTHU
ot craryca PD-L1

®dakTopbl KonuuecTBO 00MBHBIX, N
(46; 100%) 3HAaYUMOCTh
PD-L1<1%; PD-L1>1%; (p-value)
(13; 28%) (33; 72%)
Bo3zpact 60nbHBIX, JIET
<50, n (%) 15 (33%) 8 (17%) 0,514
>50,n (%) 18 (39%) 5(11%)
[Ton
Myxckoit, n (%) 12 (26%) 6 (13%) 0,738
Kenckuii, n (%) 21 (46%) 7 (15%)
Pazmep omyxomnu
<5 cm, n (%) 6 (13%) 1 (2%) 0,372
>5 cm, n (%) 27 (59%) 12 (26%)
CreneHb 3710Ka4€CTBEHHOCTHU
Grade 1, n (%) 12 (26%) 0
Grade 2, n (%) 8 (18%) 6 (13%) 0,036
Grade 3, n (%) 13 (28%) 7 (15%)
XapakTtep OnmyXxoiu

[TepBuunsbie, n (%) 21 (46%) 6 (13%) 0,331
Peumausnsie, n (%) 12 (26%) 7 (15%)

IHoaTum
Cnopanuueckue, n (%) 28 (61%) 8 (17%) 0,117
H®-1-accouuupoBannsie, n (%) 5 (11%) 5(11%)

Ki-67%
<20%, n (%) 18 (39%) 6 (13%) 0,746
>20%, n (%) 15 (33%) 7 (15%)

I[Ipu w™emuane wHaOmomenus, paBHor 37 wmecsuam, OB  OompHBIX ¢
nonoxutenbHbiM PD-L1 cratrycom cocraBuna 35 mecsneB npotuB 114 mecsiueB B
rpymme OonbHBIX ¢ ypoBHeM dkcmpeccun PD-L1 <1% (p=0,078) (Pucynox 28).
be3penunaruBHas BBKMBAEMOCTh Y OOJIBHBIX C MOJOKUTEIbHBIM M OTpUIIATENbHBIM PD-

L1-craTtycom coctaBmia 17 u 78 mecsnes, coorBerctBenHo (p=0,071).
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Pucynok 28 — OOmas u Oe3peluauBHAs BBIKUBAEMOCTh B 3aBUCHUMOCTH OT
craryca odkcrnpeccun PD-L1 B 370KaduecTBEHHBIX OIyxojled ©3  000JIOYEK
nepudepuueckux HepBOB

B cBs3u ¢ orcyrctBueM B Hamielt padore PD-L1-monoxutensasix 300ITH G1,
MBI HE TIPOBOJIMIIA aHANU3 BbDKKMBaeMocTd B nanHoi rpynme. [Ipu 300ITH G2 ne 6bu10
MOJY4YEeHO CTATUCTUYCCKH JIOCTOBEpHOW pasHullbl B mokazatensix OB u BPB (puc.27).
Tak, memuana OB OonpHbIX ¢ ypoBHeM »skcmpeccun PD-L1>1% u PD-LI1<1%
cocrasuia 45 u 114 mecsnes, coorBerctBeHHo (P=0,481). BPB npu PD-L1 neratuBabix
300ITIH G2 ne mocrurayra. [Ipm sToM i mamueHTOB ¢ mojoxkutenbHbix PD-L1

crarycom BPB cocraBuia 17 mecsues (p=0,744) (Pucynok 29).



93

100% CreneHb snokayecTeeHHOCTH I
PD-L1
=1%
1%
0-yeHaypnpoBado
t— 1-ueHayprposaHo

60%

06La BbKUBaeMOCTh

0%

Mecaukl

10 —‘ CreneHb snokavecTseHHocTH Il

PD-L1
=1%
—1 1%
0-ueHaypupoBano
= l-ueHaypupoBaHo

Eespeuunmauaﬂ BbIPKMBaEMOCTE

Mecaubl

Pucynok 29 — OOmas wu Oe3penuauBHAs BBDKHBAEMOCTh OOJBHBIX CO
3JIOKAY€CTBEHHBIMU OITYXOJIIMH M3 00osiouek mnepudepuyeckux HepBoB G2 B
3aBUCUMOCTH OT cTaTyca skcnpeccuun PD-L1

[Tpu 300IIH G3 menuana OB cocraBuna 61 u 20 mecsnes (p=0,033) ana PD-
L1+ u PD-L- omyxone#t, coorBerctBeHHo. Ilpu 30O0IIH G3 BbPB Obuta Takxke
noctoBepHO Hipke rpu PD>1% o6pa3iax B CpaBHEHUH C OTPHUIATEIbHBIMU U COCTaBUIIA

9 u 60 mecsnes, coorBerctBeHHO (P=0,015) (Pucynok 30).
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Pucynok 30 - OOmas u Oe3penuauBHAsS BbDKHMBAEMOCTh  OOJBHBIX

3JI0KAYECTBEHHBIMU OMYyXOJsIMH M3 oOojouek mnepudepuueckux HepBoB G3 B

3aBUCUMOCTH OT cTaTyca skcnpeccun PD-L1

[Iporno3 6Gonpueix (OB m BPB) co 300IIH B 3aBHCMMOCTH OT CTENEHU

3JI0Ka4YeCcTBEHHOCTHU U cTtaryca PD-L1 npencrapnens! B Tabnuie 14.

Tadaunua 14 — Bzanmocss3s s3kcnpeccun PD-L1 ¢ OB u BPB B 3aBucumoctu
OT CTEMEHU 3JIOKAYECTBEHHOCTH 3JI0OKAYECTBEHHBIX OITyXOJied U3 000JI0YeK
nepudepruiecKiux HEpBOB

OB bPB
Grade mecsipl | p-value | mecsmber | p-value
PD-L1<1%; 2 45 -
PD-L>1%; 2 114 0,481 17 0,744
PD-L1<1%; 3 61 9
PD-L>1%; 3 20 0,033 60 0,015
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4.3 Ouenka cratyca renoB NF1 u CDKNZ2A ¢ nomombio peakuun

¢J1roopeceHTHOI N Situ rudpuaAH3aIUH

W3 13 mpoaHanu3upoOBaHHBIX OMYXOJEBBIX 00PA3LOB, B ABYX OLUEHUTH JEIEIHIO
Ir€HOB HE YJAlOoCh B CBSI3M C OTCYTCTBMEM T'MOpUIM3ALMM 30HJA C OMYXOJIEBBIM
MarepuaioM. B Tex ciywasx, rie ruopuansanus npoiia yenenHo, npocMorpeno 100
JUCKPETHO PACIIOIOKCHHBIX HEMEPEKPBIBAIOIINXCS SJIEpP OIMYyXOJICBBIX KJIETOK. Y 4
6osbHBIX B 25-40% Obl1a 0OHapy»keHa Tpucomusi-rerpacomust 9 uiam 17 xpoMmocom, ¢
COOTBETCTBYIOILIMM YBEJIMYEHUEM KOMHI HCCIEAOBAHHOIO TeHa Ha sApo. B ogHom
oOpaslie npejacTaBieHa MOHOCOMUS (ToJbko 1 xpomocoMa u 1 konug rena). [1o ognomy
ciyyaro ObutM OOHapyXeHbl rerepo3uroTHas Aenerus reHa NF1 Ha ¢oHe momucomuu
17 xpomocombl u rerepo3urotHas genenuss rena CDKN2A na ¢one nmomucomun 9
xpomocoMbl. Kiaccuueckold TreTepo3UroTHON WM TOMO3UTOTHOM JeNeluu, MpH
KOTOpO# HaOIroAaeTcsl yTpara OJHOTO/IBYX T'€HOB, MPU HATUYUHM JBYX KOHTPOJBHBIX
JIOKYCOB, MbI HE BCTpeTHIIU. Pacripenenennue uccieayeMblx CIydyaeB B 3aBUCUMOCTH OT

BuJa '’CHCTHYCCKHUX HapymeHI/Iﬁ IMpCaACTaBJICHLI B Ta6J'II/IH€ 15.

Tadoauua 15 — Pacnipenenenune 00JbHBIX B 3aBUCUMOCTH OT THUIIA TEHETHUECKUX

HapyLICHUN
Bcero 13 (100%) nccnenoBaHHBIX OOTBHBIX
Bapuant anpTepariuu KomnuectBo 60mbHBIX; (%)

OTtcyTtcTBHE THOpPUAU3AIIIY 30Ha C MAaTEpUATIOM 2; (15%)
[Tonmucomus 9 XxpoMOCOMBI 4; (31%)
[Tonucomus 17 xpomocomsl 4; (31%)
Monocomust 17 XpoMOCOMBI 1; (8%)
I'ereposurotnas nenerust NF1 Ha dhone mommcomun 1; (8%)
I'ereposurotnas neneruss CDKN2A Ha done 1; (8%)
MOJIUCOMHUU

Hemonctparuu ciaydas 300ITH G3 ¢ nmemenmert NF1 na done moamcomun 17

XpoMocoMHI - B 48% oOIyxoJeBbIX KJIETOK Oblia oOHapyxkeHa aenenust rena NF1, mpu
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TOM MOCHEeAHSAs HaldoAanach MNpPU 3HAYUTEIBHOM YBEJIMYEHUHM KomuitHoctH 17
XpOMOCOMBI. B KaXXJIoM si[pe 0OTMEUanoCh YBEJIMYEHUE KOMMUHOCTH KAaK CaMOro IeHa,
TaK ¥ KOHTPOJBHOI'O JOKYCa, OJJHAKO KOJUYECTBO KOHTPOJIbHBIX JIOKYCOB MPEBBIIIAIO
konnuecTBo konuii reHa NF1. BeiBon o Hannuum geneunn reda NF1 6b11 chopmupoBan

32 CYET 3HAYMTEJIbHOTO MpeodsiajlaHusl 3€JeHBbIX CUTHAJIOB Haja KpacHbIMH (PucyHok
31).

a) BapuaHT HOPMBI (B HaIIeH

paboTe He BCcTpeyascs)

0) nenmenus NF1 nHa done

rojmcomMuu 17 XPOMOCOMBI

B) neneuuss CDKN2A (pl6)
Ha ¢one momucomuu 9

XPOMOCOMBI

Kpacnas ctpenka ykaspiBaer Ha TeH - NF1 wmm CDKNZ2A, 3enenas - Ha
KOHTPOJIBHBIN JIOKYC

Pucynok 31 - Jlemenus nccnenyembix reHoB NF1 mmn CDKNZ2A naGaromanack
Ha (pone nmonucomuu 17 u 9 xpomocom



HacrosimuM uncciaegoBaHMEM Mbl XOTENM OLEHUTh HAJIMYHUE BEPOSTHBIX
reHeTUYeCKUX HapymeHnud y OombHbix ¢ PD-L1+ crarycom, a Takxke
MPOJEMOHCTPUPOBATh HAJIWYUE JIONOJHUTEIBHBIX JAUArHOCTUYECKUX HHCTPYMEHTOB
IIPU JAHHBIX TUIAaX OMYXOJIH, XOTs, OECCIOPHO, ISl ONPEETICHUS UX MPOTHOCTUYECKON
3HAYMMOCTH HEOOXOJMMBbI JajlbHEHIINE HCCIEeIOBaHUs Ha 0oJjiee pernpe3eHTaTUBHOU

BBIOOpKE.
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I'TIABA 5. OTAJAJIEHHBIE PE3YJIBTATBI JIEYHEHUA U
OITPEAEJEHUE ®AKTOPOB ITPOI'HO3A

5.1 Iloka3aTesu BbI’KMBA€MOCTH IOCJI€ ONIEPATUBHOIO JieYeHUs1 00JIbHBIX

¢ 100poKavYecTBEHHBIMHU OIYXO0JISIMHU U3 000/1049eK nepudepuiecKuX HEPBOB

Menuana HaOI0eHUST B OOIIEH MOMYJAIMU OOJBHBIX COCTaBUJIA 57 MecCsIEeB
(95% AU 149,4-222,9). Cpearee Bpemsl OT MOSIBICHHS CHMIITOMOB IO MOCTaHOBKH
nuarHo3a coctaBuiio 6 mecsaieB. Menuana OB y 6onbHbIX ¢ JIOOITH cocraBuna 252
Mmecsna (95% AU, 149,4-222.9). Ognonetuss, 3-netHsas u S-netass OB ¢ JIOOITH
coctaBuna 83%, 60% u 46%, coorBeTrcTBeHHO. Menuana bPB cocrasumna 217 mec (95%
JIN, 157,1- 207,8). OmgHonetHss, 3-nmetasas u S-netass bPB cocrasuma 79%, 57% u
41%, COOTBETCTBEHHO.

BrinosiHeHO cpaBHEHHE UCXOOB JI€UCHUS Y MAIlMEHTOB, MEPEHECIINX EPBUYHOE
xupyprudeckoe sedenue B pedepencHom nentpe (HMMUIL[ Onkomormm wum. H.H.
brnoxuna) u OONBHBIX, KOTOPHIM paHee YK€ ObUIM BBINOIHEHBI OIEPATUBHbBIC
BMeEIIATENbCTBA B HEMPODUIBHBIX JIEUEOHBIX yupexJeHusax. [IpoBenenue mepBUYHBIX
ornepanuii B CIENUATU3UPOBAHHOM IIEHTPE JAEMOHCTPUPYET TPEHI K JIydlIeMy
NPOTHO3Yy MPU CPaBHEHUU C MOBTOPHBIMU XUPYPrHUECKUMHU BMeEIIATEIbCTBAMU. Tak,
meaunana OB nipu nepBUYHO MPOBEAECHHOMN omepaluu coctaBuia 159 mecsies, NpoTUB
83 MecsneB npu nopropHoi (P=0,06). Meaunana bPB npu nepBuuHON omepanuu He
JNOCTUTHYTa, B cCllydae MOBTOpHOM pe3ekuun meanaHa bPB coctaBunma 78 mecsues.
(p=0,0005). Bo3zneiicTBue XapakTepa XUPYypPrudecKoro BMemaTeIbcTBa Ha mporao3 (OB

u bPB) orobpaxens! Ha pucyHke 32.
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Pucynoxk 32 — OB u bPB B 3aBucumMocTy OT THUMa oniepaluu

Hecmotpss Ha 3T0, Ipu CpaBHEHUU pe3yiabTaToB jedeHus O0oybHBIX ¢ JIOOITH,
nepenecmux  pagukanpHeie  (RO)  wmm  Hepamukaneabie (R1/R2)  omeparuun
CTaTUCTHYECCKHM JTOCTOBepHOW pasHuibl B mokaszarensx OB (0,548) u BPB (p=0,993)
obHapyxeHo He Obuto. Ilocne pamwkansHON omeparuu MenmaHa OB He gocturhyra,
nocie HepaaukaiabHOM coctaBmwia 150 wmecsue. Ilocnme pagukanbHOW oOleparuu
Mmeauana bBPB He pgocturnyta, mocie HepagukaiabHOW 117 mec. AHAIN3 B3aUMOCBS3U
PaIUKAIBHOCTH XUPYpPruyeckoro jedeHus: ¢ nokasarensimu OB u BPB npeacrasnen Ha

pucyHke 33.
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Pucynok 33 — OB u bPB B 3aBUCUMOCTH OT pajuKajibHOCTU XUPYPrUUECKOTO
JeYeHUs

[lpu ananm3e B3aMMOCBSI3M THCTOJIOTHYECKOTO THIA OMYXOJHU (IIBAHHOMBI WIIH
Helipodudpomsl) ¢ OB u BPB Obutn nomyuens! cieayronme pe3yiabratel: Mmenuana OB
y OOJbHBIX CO IIBaHHOMaMu W HedpoduOpomamu coctaBmia 252 u 150 mecsies,
cootBeTcTBeHHO (P=0,043). Menuana BPB marnuenToB co mBanHoMamu 217 MecsIieB, ¢
HelipopuOpomamu  He nocturHyta (p=0,005). BrusHuE THUCTONOrHYECKOTO THIIA

onyxoyin Ha OB u BPB oTrpaxkenHo Ha pucyHke 34.
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Pucynoxk 34 — OB u BPB B 3aBHCMMOCTH OT THIa THCTOJOTMYECKOTO THIIA
100pOKaYEeCTBEHHBIX OIMYXOJIel U3 000JI0UeK epUPEpPUIECKIX HEPBOB

Taxke OBUIO MPOAHATM3UPOBAHO BIUSHHE PA3MEPOB TMEPBUYHON OMyXOJU Ha
nokazatenn OB u BPB. IlpousBeneno paszneneHue OOJIBHBIX HA 2 TMOATPYIIIBI, MPHU
pasMepax omyxoiu Ooiiee Wi MeHee 5 cM. Pa3mepbl omyXxonu JOCTOBEpPHO HE
oka3biBasid HeratuBHOeE BiusiHue Ha OB (p=0,503) u bPB (p=0,208). Menuana OB nipu
pa3Mepax omyxoiu <5 cM HE JOCTUTHYTa, a MpU pa3Mepax >5 cM cocraBuia 159
MmecsteB. [Ipu onenke BPB 6onpHBIX ¢ omyxomsmu >5 cM menmana coctaBuia 217

MecHIIeB, pu <5 cM He nocTturnyra (Pucynok 35).
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Pucynok 35 - OB u bPB B 3aBucUMOCTH OT pa3MepoB OIyXOJu

B cooTBeTcTBUM ¢ JaHHBIMU MPOBEACHHOIO aHanu3a, jgokaihuzauus JOOIIH ne

ABIISIETCS POTHOCTUYECKU 3HAYUMBIM (pakTopom, Biausomum Ha bPB (p=0,234) u OB

(p=0,884) (Pucynok 36).
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Pucynoxk 36 — OB u bPB B 3aBucuMoCTH OT TUMNA JOKAIU3ALUU OMYXOJIH

Kak mokazano Haiie uccienoBaHue, KOMOMHHUPOBAHHBIE ONEPAIMH O MOBOIY
JOOIIH 6wutn ipoenensl B 9 (13%) nabmroaenusx. [Ipu conocraBieHnn nokasaTenei
BBKMBAEMOCTH B 3aBUCUMOCTH OT THUIIA ONEPALMH Pa3Iudusl OKa3aJluCh CTATUCTUYECKH
He 3HaunMbl. Meaumana OB (p=0,572) nmpu KOMOWHHMpPOBAHHBIX BMEIIATEILCTBAX (C
pe3eKLIHe CMEXHBIX OpraHoB) coctaBuiia 138 wmec. mpotuB 252 Mec B TIpyIIe
cTaHJapTHBIX omnepanuid. Menuana BPB npu TumoBbix omnepanusix cocraBuia 217

MecsIeB, ipyu KoMmOounHupoBaHHKBIX - 100 Mecsmes (p=0,307) (Pucynok 37).
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Pucynok 37 — OB u bPB npu BeINONIHEHNN KOMOMHUPOBAHHBIX BMEIIATEIIHCTB
OOJBHBIM C I0OPOKAYECTBEHHBIMU OITYXOJSIMU U3 000JI0UEK NepUPEpUUEeCKIX HEPOBB

Peszexnusa cocynoB npu JJOOIIH Obuta BeimonHeHa Takke B 13% ciyuaes
(n=9). Ilpu comnocTaBlieHUH OTAAJICHHBIX PE3YJIbTATOB JICUCHUS OTHOCUTEIBHO
BBITIOJTHEHUST PE3EKIIMU COCY/IOB Mbl HE BBISIBUJIM 3HAYUMOTO OTJIMYMS B MOKA3aTEIAX
OB (p=0,718). OnHako B rpymme OOJbHBIX, TEPEHECIINX BBITIOTHEHUE COCYAMCTOM
pe3eknuu, oTMeueHo 3HaumMoe yxyameHnue BPB (p=0,026). IIpu 3tom B naHHOM
rpynne 6onpHBIX MenuanHa bPB He Oblna mocTurHyra, TOraa Kak MpH CTaHIApPTHOU

oreparnuu oHa coctaBmiia 217 mecsies (Pucynok 38).
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Pucynok 38 — OB u bPB B 3aBHCHMOCTH OT BBIMIOJHEHHS COCYIUCTON PE3EKIIMU
y MalMeHTOB C JO0OPOKAYECTBEHHBIMHM OIyXOJSIMU M3 000J0YeK mepudeprudecKux
HEPBOB

C 1uenbio BBIABICHHS TMOTCHIMAIBHBIX (PAKTOPOB MPOTrHO3a y OOJBHBIX C
JNOOIIH, wucnons3ys perpeccuoHHblii aHanmu3 1o Kokcy wmetomom 00paTHOTO
MOIIIArOBOTO0 HMCKJIIOUCHHS 10 Banbay, mnpoBeneH oaHOGAKTOPHBIN aHamu3. Ml
OIICHMBAJIA BO3JICUCTBHUE CIEAYIOMUX (PAKTOPOB: MOJ, BO3PACT, JIOKAIU3AIMS U pa3Mep
OIyXOJIM, TUCTOJIOTUYECKUN THUIl, Kpal PE3€KIUH, BBIIOJIHEHUE COCYIUCTON PE3EKIUU,
KOMOMHUPOBaHHAs Omepalys, XapakTep OINEepaTUBHOTO BMEMIATeNbCTBA (IIEpBUYHAS
WJIY TIOBTOPHAS OIeparius).

N3nadansHO TpoBeqeH OMHO(MAKTOPHBIM aHAIW3 C IOMIATOBBIM HCKIIOYECHUEM
HE3HAYUMBIX (PAKTOpPOB. B COOTBETCTBUM C MOJYYEHHBIMHU pPE3yJibTaTaMU, MNEPBUUYHOE
MPOBEJECHHOE XUPYPTrUYECKOE BMEIIATEIBCTBO B YCIOBUSX CHEHUATU3UPOBAHHOTO
uentpa (p=0,014, AN 95% 1,399-20,159), a Takke T'MCTOJOIHYECKHN THII OIYXOJIHU
(ueiipodudbpoma) (p=0,036, U 95% 1,108-18,719) seasiucy (akTOpaMu,
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CTAaTUCTUYECKH 3HauuMo Biusiomumu Ha OB. Pe3ynbTaThl 0gHO(MAKTOPHOrO aHanu3a

IpecTaBlieHbl B Tabauue 16.

Tabonuna 16 — OnHodakTopHbId aHaMW3 OOIIEH BBDKUBAEMOCTH MAIllUEHTOB C
N00pOKaYECTBEHHBIMU OMYXOJSIMU M3 000J104eK neprudepruuecKux HEPBOB
OtHonrenue JA 95,0%

3HaYMMOCTh PUCKOB Huxnsar | Bepxuss
(p-value) (hazard ratio) | panuma | rpaHuia

[Ton (My»XCKOM/>KEHCKHIA) 0,225 2,385 0,585 9,718

Bospact 0,217 1,036 0,979 1,096

['ucrosnornyeckui TUIT Oy XOJIH

[IIBanHOMBI/ 0,036 4,554 1,108 18,719
Hetipodubdbpomsi

Pa3meps1 omyxonu GosbIine 0,295 2,316 0,481 11,159
5 cMm

Jlokamm3anus

Koneunoctu / [Ipyroe 0,481 0,473 0,059 3,789
[TepBuunbie/ 0,014 5,310 1,399 20,159
PEIUANBHBIC OTIEPAINH

Oneparuu ¢ COCYyTUCThIMU 0,720 0,682 0,084 5,528
PE3EKIUIMU

KombOunupoBanHas 0,747 0,770 0,157 3,772
orepanus

RO- pesexrus 0,551 0,663 0,172 2,599

Hanee, st TOATBEPXKICHHUS 3HAYMMOCTH TMPOTHOCTHYECKUX (PAKTOPOB ObLI
MPOBEJAEH MHOTO(PAKTOPHBIM aHAIu3, MPU KOTOPOM OBLUIO MOJATBEPKICHO BIUSHUE

xapakrtepa onepanuu (Pp=0,012) u rucromorndeckoro turma onyxoiu Ha OB (p=0,029)
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(Tabauma 17).

Tabamna 17 — MHorogakTopHbIil aHainu3 OOIIEH BBIKMBAEMOCTH MALIMEHTOB C
100pOKaYeCTBEHHBIMU OMYXOJISIMU U3 000JI04EeK NEpUPEPUUECKUX HEPBOB

OTHomecHHE JA 95,0%
PUCKOB
3HaYUMOCTh (hazard Hwxkasst | Bepxass
(p-value) ratio) rpaHuila | IpaHuIa

['ucronorndeckuii TUIT Oy XOJIH
[IIBanHOMBI/ 0,029 5174 1,181 22,671
Hetipodubdbpomsi
[epBuunbie/ 0,012 6,309 1,491 26,692
pPEIUVBHBIC
oTieparu

CrnenoBaTrenbHO, CTATUCTUYECKHUE TOCTOBEPHOE HETATMBHOE BIUSHHE B KaueCTBE
(akTOpOB MPOTHO3a UMEJTN HAJTMYNE TMCTOJIOTUYECKHUM TUT omyXoiu (Helpopudbpoma),

a Tak)Ke TTOBTOPHBIN XapaKTep OINepaluu.

5.2. Iloka3aTe/ i1 BIXKHBA€MOCTH IOCJIE OIMEPATHUBHOIO JICUCHUA 00JIbHBIX CO

3J10KAa4eCTBEHHBIMH OIYXO0JISIMU U3 000/104eK nepupepuvecKux HePBOB

Mennana HaOMOAeHUS B OOImIeH momynsnuu OOJIBHBIX cocTaBmia 34 mecsia
(95% N 38,8-77,4). Cpemnnee BpeMsi OT TMOSBICHHS CHMIITOMOB O ITOCTAHOBKH
nuarnosa coctaBwio 5,3 mec. Menuana OB cocraBuna 46 mecsanes, (95% U, 26,1-
65,9). OnronetHss, 3-netHss u S-netHsas OB 6onpabIx 300ITH coctaBmma 77%, 46% u
31%, cootBercTBeHHO. Menuana BPB coctaBuna 27 mec (8,7-45,3). Ognonernss, 3-
netHss v 5-netasas bPB cocraBuna 49%, 26% u 13%, COOTBETCTBEHHO.

IIpu cpaBHeHuun pe3ynbratoB JeyeHus OonpHbIX ¢ 30OIIH, nepenecmmx
pamukaneHbie (RO) wimm HepamukansHbie (R1/R2) omepanuu, OBLIM  IOTYYCHBI
CTAaTHMCTHYECKH 3HAaYuMble pa3nuuus B nokasarensx OB (p<0,0001) u BPB (p=0,006).

[Tocne papukanbHOM omnepanuu meanana OB He nOCTUrHyTa, MOCHE HEPAAUKAIBHON
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onepaunn meauana OB cocraBwia 34 mec. [locne pagukanbHOW omnepannu MeIHaHa
BPB cocraBuna 124 mec, nocne HepaaukanbHOW — 48 Mec. BiusHue paaukaabHOCTH

xupypruueckoro neueHus Ha OB u bPB npencrasneno Ha pucynke 39.
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Pucynok 39 - OB u BPB B 3aBHCUMOCTH OT paguKaJIbHOCTH XUPYPTHUUECKOTO
JICYCHHMSI MTAIIUEHTOB CO 3JI0KAYECTBEHHBIMH OMYXOJSIMU M3 000JI0UEK meprudeprudecKux
HEPBOB

B 3aBHCHMOCTH OT pacroioXeHUsl MEPBUYHON OMyXOJM HE ObUIO MOTYYSHHBIX
CTaTUCTUYECKH JOCTOBEPHBIX pasznuuuii B pe3yiabTatax OB (p=0,123) u BPB (p=0,566)

(Pucynok 40).
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Pucynok 40 - OB u BPB B 3aBucuMOCTH OT pacmnojioKeHUs TEPBUYHOMN
3JI0KQYECTBEHHOM OIMyXO0Ju U3 000J04YeK nepudepruyeckux HEPBOB

[Tpu ananuze B3auMOCBs3U cTeneHu 3nmokadectBeHHOCTH (Grade) omyxonu ¢ OB
u bPB Obutn monyuens! crnenytomue pe3ynbrarel: Menuana OB npu 300IIH Gl ne
obuta gocturnyta, npu 300IIH G2 u 300IIH G3 ona cocraBuna 53 u 33 mec
cootBeTrcTBeHHO (p=0,033). Menunana bPB nipu 300ITH G1, 300ITH G2 u 300ITH G3
coctapuna 119, 43, 15 wmec coorBerctBenHo (p=0,078). Bnusanue creneHu

350KkadecTBeHHOCTH omyxoiid Ha OB u BPB orpaxkeno Ha pucynke 41.
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Pucynoxk 41 — OB u BPB B 3aBucHMMOCTH OT CTENEHU 3JIOKAYECTBEHHOCTU
3JI0KAYECTBEHHBIX OMYXO0JIeH U3 000JI04eK epudepruuecKiuX HEPBOB

IIpu cpaBuennun OB (p=0,244) u BPB (p=0,512) y OGombubix ¢ 30O0IIH B
3aBUCUMOCTH OT Hajguuuss HOD-1 B anamMHe3e Takke HE ObUIO OOHApYKEHO

CTaTUCTUYECKHU 3HAYUMBIX pazinunii (Pucynok 42).
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Pucynok 42 — OB u BPB 0oibHBIX €O 3710Kaue€CTBEHHBIMH OITYXOJISIMH M3
o0osioyek nepudepruueckux HEPBOB B 3aBUCUMOCTH OT Hajuuus Heipodudpomarosa-1
THUIIA

CornacHo pe3ysbraTtaM NpOBEICHHOT0 aHanu3a, Jokanu3auus 300ITH we Bousina

Ha bPB (p=0,841) u OB (p=0,151). Meauana OB u bPB npencrasnens! B Tabmuiie 18.

Ta6auna 18 — Pesynsratet OBB U BPB mocne xupyprudeckoro jedeHus B
3aBUCUMOCTHU OT JIOKAJIU3AIMU IEPBUYHON OITYXOJIU

P (log-rank) Jlokanmu3amus KonnyectBo | Menumana
0obHBIX (N) (mec.)
Bepxuue koHeUHOCTH 13 114
HuxHue KOHEYHOCTH 12 60
O6mas
BBDKHBAaEMOCTh

(p=0,151) HleitHO-TpynHOI 7 104

OTJIeJ TIO3BOHOYHUKA
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IIpooondcenue mabnuyor 18

[losicHuYHEIN OTHCH 7 38
IIO3BOHOYHUKA
Kpectuoasiii otaen 9 29
IIO3BOHOYHUKA
3abpromuHHas 14 32
JTOKaTU3aIHs
BepxHue koHeuHOCTH 13 43
HuxHue KOHeYHOCTH 12 48
bespenunusnas | [leitHo-rpyaHO# oTIET 7 41
BBEDKHBAEMOCTH ITO3BOHOYHHUKA
(p=0,841) IosscHMYHEBIN OTHEN 7 21
ITO3BOHOYHHUKA
KpectnoBslit otaen 9 26
ITO3BOHOYHUKA
3abpromuHHas 14 15
JIOKaTU3alHs

Jlanee ObBUIO MPOBEJACHO CpaBHEHHE pPE3YJIbTATOB JICUECHUS Y TMAIMEHTOB,
NEepPEHECHINX TEPBUYHOE XUpypruyeckoe JyedeHue B pedepeHcHoMm neHtpe (HMULL
Onkonorun uMm. H.H. broxuna) n GOMBHBIX, KOTOPHIM paHee YK€ OBbUTH BBITIOJHECHBI
OTIepaTUBHBIC BMEIIATEIHCTBA B HEMPOPUIBHBIX JeUeOHbIX YupekaeHusx. [Ilposenenue
ONEpalyy B CIEIUAIN3UPOBAHHOM LIEHTPE AEMOHCTPUPYET CYLIECTBEHHOE Pa3jInyue B
nokazatensix bPB (p=0,033), onnako B OB (p=0,134) He moka3ano CTaTHCTUYECKU
JNOCTOBEpHOW pa3Hullbl. Mennana bPB B rpynne nepBuyHBIX OIyxoJiel coctaBuia 78
MecsieB u 42 mecsaua B rpynne peuuauBHbIX. [Ipu ananmuze OB npu nepBUYHOM U
PELUMIUBHOM XapaKTepe OMYyXOJIEBOIO Mpolecca, Mmeanana cocraBmwia 43 u 11 mecsues,
COOTBETCTBEHHO.

B xoze namero uccieioBanusi KOMOMHUpOBaHHbIE oniepaluu 1o nosoay 3OOITH

obutn mpoBenensl B 8 (13%) wnabmomenuit. Ilpu comocrtaBieHun moOKaszaTenei
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BBDKMBA€MOCTH B 3aBUCUMOCTH OT THUIIA ONIEPALIMM PA3JIMYMA OKA3aJIUCh CTATUCTUYECKU
He 3HauuMbl. Menuana OB (p=0,609) npu KOMOWHHMPOBAHHBIX BMENIATEILCTBAX, C
pE3eKIHEN CMEXKHBIX OpraHoB, cocraBuia 35 wmec npotuB 60 Mec B TrpyImie
CTaHAAapTHBIX onepauuii. Mennana BPB npu TunoBeix onepanusx JOCTUTHYTa He ObLia,

B TO BpeMs Kak NMpU KOMOMHUpOBaHHBIX coctaBmia 17 mecsaues (p=0,399) (Pucynok
43).
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Pucynok 43 - OB u bPB npu BeinoiHeHUM KOMOMHUPOBAHHBIX BMEIIATEILCTB

Pezexnusa cocynmoB mpu 30OIIH Owuta Beimonmnena B 25% cmydaeB (n=15).
AHaNOTM4HO, MPU COMOCTABJICHUU OTHAJIEHHBIX PE3YJIbTATOB JIEYEHUS OTHOCHUTEIBHO
BBITIOJIHEHUS PE3EKIMU COCYJIOB MbI HE BBISIBUJIM 3HAUYMMOI'O OTJIMYMS B MOKAa3aTeJsIX
OB (p=0,609) u BPB (0,287). B rpymme OO0JBHBIX, KOTOPHIM OblIa TPOBEIACHA
cocynucraa pesekuus, Mmeauada OB cocraBuna 53 mecsiua, npu €€ OTCYTCTBHU 73
Mecsina. Mennana bPB npu BBITOTHEHUM COCYJIMCTON PE3EKIMU paBHA 27 MECSIEB,

NIPH CTaHJIAPTHOM orepaluu - He JocTurnyTa (Pucynok 44).
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Pucynoxk 44 — OB u BPB B 3aBUCMMOCTH OT BBINOJHEHUS COCYIUCTOU
pe3eKIUH

Taxke OBUIO MPOAHANTM3UPOBAHO BIUSHHE PA3MEPOB TMEPBUYHON OMyXOJW Ha
nokazatenn OB u BPB. IlpoBoamnoch pazaenenue OOJIBHBIX Ha 2 MOATPYMIbBI, MpU
pasMepax omyxoju Oojee WM MEeHee 8 cM (UTO COM3MEPHMO C MEIUaHON pa3MepoB
300I1H). Pa3Mepsbl Omyxoiu TOCTOBEPHO OKa3bIBajdu HerarMuBHoe BiusHue Ha BPB
(»=0,032), ogHako CTAaTUCTUYECKU 3HAUMMOW pa3Hullbl B mokazarensax OB (p=0,272)
nocturuyto He Obuto. Memmana OB mpu pasmepax omyxonmu <8 cMm cocTtaBuia 73
Mecsia u 43 mecsna npu pazmepe >8 cMm. Ilpu onenke bPB Menunana coctaBmia 46 u 17

MecsIIeB, COOTBETCTBEHHO (PuUCyHOK 45).
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Pucynok 45 — OB u bPB B 3aBucumMocTu oT pazmepa onyxoJiu

AHaJIOTUYHO, MPU aHalu3e BIUSHUS anabloBaHTHOW Tepanuu (IIXT, nydesas
tepanusi) Ha OB (p=0,124) u BPB (p=0,477) He OBLIO MOMYYEHO CTATHCTHUECKHU
JIOCTOBEPHBIX pa3nduid. Tak, S-JIEeTHsASI MeauaHa IOciie NMpoBeACHUS aabioBaHTOW JIT
coctaBmwia 42 mecsra IPOTUB 53 MecsIeB B Tpymre JUHAMHAYECKOTO HaOIIOACHUS.
Menuana BPB mnocne npoBenenus I[IXT cocraBuna 17 mecsues, 23 nocie JIT u 32

MecsIia B rpyIine JuHaMudeckoro Haomonerus (Pucynok 46).
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Pucynoxk 46 — Biusinue anbsroBanTHOM Tepanuu Ha OB u bPB

Jlns ompeneneHus: BO3MOXKHBIX IporHoctuyeckux dakropos OB npu momoiu
perpeccuoHHoro ananau3a 1mo Kokcy MeTogomM oOpaTHOTO MOIIAroBOr0 MCKIIOUEHHUS 10
Banpny Ob1 mpoBeneH omHodakTOpHBIM aHamu3. OIEHUBAIOCH BIUSHHE TaKHX
MoKazaTelell Kak I10J, BO3pacT, JIOKIM3allusd MW pa3Mep OIyXOJid, CTENeHb
350kayecTBeHHOCTH, cTatyc PD-L1 m PU.1 B kieTkax OmyXoidd U OIyXOJEBOTO
MHUKPOOKPYKEHHUS, Kpall pe3eKLHNH, XapaKTep OMyXOJIEBOTO IMpouecca (MepBUYHAS WU
peunauBHas onyxoJib), ctatyc H®-1, npoBenenne HAXT u anbroBaHTHOMA.

B mepByro ouepenp Obul mpoBeneH OAHO(DAKTOPHBIN aHAIM3 C IOIIArOBHIM
UCKIIIOYEHUEM  He3HauuMbIX  (akTopoB. B  COOTBETCTBMM €  NOJYYEHHBIMU
pe3ynbTaTamMu, pPaJuKaIbHO MPOBEACHHOE XHpyprudeckoe BmemarenbcTBo (P=0,015,
N 95% 0,167-0,822), crenenp 3mokadyectBeHHOcTH omyxonu (p=0,008, I 95%
1,312-6,099), skcripeccust PD-L1 B kieTKaX OMyXOJIH B OIyXO0JIEBOTO MHUKPOOKPYKCHUS

(p=0,005, N 95% 1,385-6,450) u yposenpb skcmnpeccun PU.1 (p=0,021, A1 95%
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1,141-5,110) saBnsiiuch (hakTOpaMu, CTaTUCTHUECKH 3HA4MMO BiusoomuMu Ha OB.

Pe3ynpTaThl 0AHO()AKTOPHOTO aHAIM3a MPeACTaBICHbI B Tabauue 19.

Taonuna 19 — OgnodaktopHbiit ananu3 OB malueHToB CO 3710Kaue€CTBEHHBIMU
OMYyXOJISIMU U3 000J10UeK neprudepuIecKux HEPBOB

OTtHolIEHNE JA 95,0%
3HaYMMOCTh PUCKOB Huxnsaa | Bepxnsas
(p-value) (hazard ratio) | rpanuma | rpaHuIa
[Ton (My»XCKOM/>KEHCKHIA) 0,872 1,066 0,491 2,313
Bospact 0,228 0,986 0,963 1,009
CrereHp 3710Ka4eCTBEHHOCTH
Grade 1/2—Grade 3 0,008 2,829 1,312 6,099
H®-1-accormupoBanubie/ 0,612 1,289 0,483 3,437
CIIOpaIuveCKue
Pa3meps! omyxonu Gosblie 0,283 1,507 0,713 3,186
8 cM
Jlokamm3anus
Koneunoctu / [lpyroe 0,446 0,745 0,350 1,586
RO- pezekmus 0,015 0,371 0,167 0,822
AbIOBaHTHAs JIydeBas 0,307 1,572 0,661 3,742
Tepanus
HeoansroBantnas IIXT 0,460 1,382 0,586 3,260
PU.1 >40 0,021 2,415 1,141 5,110
PD-L1 nonoXuTeanpHbIi 0,005 2,989 1,385 6,450
CTaTycC
Oneparuu ¢ COCyIUCThIMU 0,611 0,808 0,356 1,834
pe3CKIMUSIMU
KomOunupoBanHas 0,462 1,442 0,543 3,825
orepanus
[TepBuunbie/ 0,154 0,662 0,817 1,079
PEIUIUBHBIC OIICPAIIHH

Hanee, mjisi TOATBEPKIECHHUSI 3HAYUMOCTH MPOTHOCTHYECKUX (PAKTOPOB OBLI

MPOBEJEH MHOTO(PAKTOPHBIA aHalu3, MPU KOTOPOM OBUIO MOATBEPXKACHO BIHSHUE
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kpaeB pesekiuu (P=0,001), cTreneHun 3710Ka4eCTBEHHOCTH OMYXOJH, 3kcrnpeccuu PU.1

(p=0,047) u PD-L1 (p=0,017) B kjeTKax OMyXOJW M omyxojeBoro moyis Ha OB

(Ta6muma 20).

Tabauna 20 — MuorodaktopHbiit aHanu3 OB maueHToB co 3J10KaueCTBEHHBIMU
OMYyXOJISIMU U3 000J10UeK neprudepuIecKux HEPBOB

OrHonreHnue 11 95,0%

3HaYMMOCTh PHUCKOB Hwxnass Bepxuss

(p-value) | (hazard ratio) | rpanuna rpaHuIa

CrereHp 3J10KaY€CTBEHHOCTH

Grade 1/2—Grade 3 0,001 4,558 1,886 11,015
PU.1 >40 0,047 2,194 1,009 4,767
RO- pezekmus 0,001 0,201 0,079 0,510
PD-L1 moioXuTeapHbIA 0,017 2,826 1,208 6,612
cTaTyc

Hcxonsa u3 pe3ynbTaToB, HATU4YHE TaKUX (PAKTOPOB, KaK MOJOKHUTEIbHBIN CTaTyC
PD-L1 u runepakcnpeccus PU.1 B kI€TKax OMyX0JIM U OMYXOJEBOIO0 MUKPOOKPYKEHUS,
a TaKXe CTENEHb 3JI0KAYECTBEHHOCTH ONMYXOJIM U OTCYTCTBUE OITYXOJEBBIX KIIETOK I10
JUHUU  pe3eKIUu O0O0NaJaloT CTATUCTUYECKU JOCTOBEPHBIM IMPOTHOCTUYECKUM

3HA4YCHHCM.
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SAKVIIOYEHHUE

Onyxonu w3 o0o0n04YeKk mepudepuueckux HEPBOB, pacCMaTPUBAIONIMECS B
KJIacCU(UKAIIUU OMYXOJIEM MSTKUX TKaHEU, SBISIIOTCS PEIKUMH HOBOOOPA30BAHUSIMH.
Nx nedenunem, B CBSI3U C Pa3IMYHON aHATOMUYECKOW JIOKalW3allueld, 10 HACTOSIIETrO
BPEMEHHM  3aHMMAIOTCS  CIEHUATUCTBl  Pa3HbIX  XUPYPrUUECKUX  JUCHUIUIMH:
TPaBMATOJOTH-OPTOTIEAbl U OHKOOPTOIEAbl, HEUPOXUPYPTH, IUIACTUUECKUE U O0OIIue
xupypru. HecmoTpst Ha TO, uTo 95% 3THX OmMyXO0jel SABISIOTCSA JOOPOKaueCTBEHHBIMU,
a €IMHCTBEHHBIM A(D(PEKTUBHBIM METOJOM UX JICUEHUS] OCTACTCS XUPYPTrUUYECKUM, PUCK
MOTEHITMATBLHOTO PA3BUTUS HEBPOJIOTHYECKOTO JePuIuTa TPpeOYeT COOTBETCTBYIONIUX
3HaHUN 00 OMEpPAaTHUBHOM U TEPANEBTHUUECKOM JICUCHUH JAHHOW KaTeropuu OOJIbHBIX. B
OCHOBY HaIei paboThl MOJOKEHBI PE3YJIHTAThl XUPYPIUUECKOT0 U KOMOMHUPOBAHHOTO
nedyenus 131 manuenrta ¢ omyxosisMu o6osouek nepudepuueckux HepBoB (61 300ITH
u 70 JIOOIIH), npoBenennbsix B HMUIL] onkonorun um. H.H. brnoxuna B mepuon ¢
1998 no 2022r. Cpennuii Bo3pact pazputus [JOOITH u 300ITH coctaBun 45 u 51 rog,
COOTBETCTBEHHO, C IPEBAIMPOBAHHEM Y JIMI[ KEHCKOrO I0JIa, YTO CONOCTABUMO C
nanHeiMu - sutepatypbl, A€ OOIIH 00byHO pa3BUBAaIOTCS Ha TPETHEM-TIATOM
JCCATHIICTHIX C HEKOTOPBIM MpeobaganueM y skeHmuH [65, 105].

B Hameit ctpane B otraene oOmied OHKOJOTMM M, B YaCTHOCTH, OTACICHUHU
BepreOpasibHOM  xupyprur  HMMUIL onkomormm wum. H.H. bnoxuna HakomieH
VHUKAJIbHBIM OMBIT MO KOMOWHHPOBAHHOMY JICUEHHUIO OMYXOJIed TO3BOHOYHUKA U
Koctelt Taza. Tak, B Hamielr pabore cpenu 22 (36%) OGONBHBIX C MapaBepTEOPATLHO
pacnonoxkenabiMud  300IIH 'y 9 (15%) OblIM  BBITIOJHEHBI JIEKOMIIPECCUBHBIE
ISIMUHIKTOMUU (C (pukcarmelt u 6e3) ¢ yaaJeHueM OIMyXOiIH Pa3IuYHBIX JIOKATU3aIIN;
y 3 w3 HuUX ObUIM TPOBEACHB KOMOWHMPOBAHHBIE pe3eKiuu (y 2 C pe3eKiuei
npuiIekamux pedep u jerkoro, 1 C pesekmnmeit kymona auadparmel). Cpean 5 (8%)
NMaueHToB mnpoonepupoBaHHbix no nooay 300IIH kpectua, y 3 onepamuu ObLId
BBITIOJIHEHBI KOMOMHUPOBAHHBIM JOCTYIIOM, B TOM uuciie B | ciyyae mnpoBejeHa
TOTaJbHAsl CAKPIKTOMHUSL C MOSCHUYHO-TA30BOM  cTaOWiIM3alMel, MJIACTUKOM

MEepEMEILICHHBIM PIKTO-abaoMHUHAIBHBIM JOocKyTOM (PAJI). Tem He MeHee, COIIacHO
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pe3yibTaTaM MPOBEICHHOTO aHalu3a B Hamed pabore, nokamuzamuss OOIIH He
SBJISIETCS. TPOTHOCTUYECKU 3HAYUMBIM (DAKTOpPOM, BIHUSAIONIMM Ha OTAAJICHHBIC
pe3yIAbTaThI JICUCHHUS.

Menuana HabmoaeHuss 60apHBIX co 300IIH cocraBnser 46 mecsaues (95% JIU:
26,1-65,9). OnnonetHsis, 3-netHss u S-netHss odmas OB ¢ 300IIH pasua 77%, 45% u
31%, cooTBeTCTBeHHO. B 3apy0OexHOI nuTeparype COOOIIAalT MPUOJIU3UTEIBHO O
TaKUX K€ pe3yJbTarax, B TOM YHCJIE MOCIe KOMOMHUPOBAHHOTO JICUCHUS, B KOTOPBIX
nokazatenu S-nmetHeir OB koneOmores ot 35% mo 50% [181]. CtouT mpuHATH BO
BHUMaHKe OOJIBIIYIO pacrpocTpaneHHoCcTh mamuenToB ¢ 300ITH G3 (n=24; 44%), uro,
BO3MOXXHO, MMEET CBs3b ¢ Ooyiee HU3KOW S-meTHed OB ananmu3upyeMbix OOJbHBIX.
[Tocneoneparmonnass ynetaibHOCTh Yy OonbHBIX ¢ 30OIIH coctaBunma 0% u 1% y
IPOOIEpUPOBAHHOrO0 manueHta no nosoay peuumauBHo JIOOITH. Puck pazutus
mectHoro peruauBa 300ITH B nurepaTtype mo pasHbeiM orieHKam coctaisgeT 40-65%
[66], uTOo KOppenupyeT ¢ OaHHBIMH HAIETO HCCIICIOBaHUSA, B KOTOPOM YACTOTa
nokaneHoro peruauBa 30O0IIH cocraBuna 43%. I[Ipu 3TOM, HEOOXOIUMO OTMETHTH
NpEeBAIMPOBAHUE TMOKA3aTENEH MECTHOTO pEelUANBA HaJl OTAAJEHHBIMH METacTa3aMH,
BO3HUKABIIMX B OCHOBHOM B JIETKMX M KOCTSX W pa3BuBmiuecs y 23% MaIueHToB.
Menuana bPB — 27 mecaues (95% JAU: 8,7-45,3). OnHonetHsis, 3-1€THAS U S-TETHSA
BPB - 49%, 26% u 13%, COOTBETCTBEHHO.

Kak wm3Bectno, 300ITH, cocraBistomue npuMepHo 5 % OT BCEX MATKOTKAHBIX
CapKoOM, J0 CHUX XapaKTEepU3ylTCA IUJIOXMM MOporHo3oM. Ha Tekymuii MOMEHT, MO
MHEHHIO TIOJIaBIISIONIET0 YMCiIa UCCIIeI0OBaTeNeH, YaleHHe pe3eKTa0eIbHON OMyXO0JIU B
paguKaIbHOM 00BbEME C TOCTUKEHUEM HETAaTHUBHBIX KPAaeB PE3EKLUHU SIBIISIETCS OCHOBOM
neyenus. Omnupasicb Ha  JaHHbIE HAIETO  HCCIEIOBAHUS, OTPUIIATEIIbHBIE
XHPYpPTUYECKUe Kpas TPEJCTaBISIOT COOOW OIWH M3 CaMbIX TJaBHBIX (haKTOPOB,
MMEIONIUX BIUSHHUE HA PE3yJbTaThl Tepanuu U BblKUBaeMocTh 00sibHBIX ¢ 300OIIH, o
4eM TaKXKe CBHJICTEIIBCTBYIOT OOJbIIas 4acTh 3apyOekHbIX aBTOopoB [117]. Omuako
CTOUTh OTMETUTb, UYTO B CBSA3U C PACIPOCTPAHEHHOCTHIO M MHOKECTBEHHOCTHIO
OMYyXOJICBBIX  Y3JIOB B  HEKOTOPBIX  Cily4yasX, MPOBEACHUIO  PaJUKaIbHOIO

XUPYPrU4E€CKOro JICUCHHsS] TMPENSATCTBYIOT Takue (akToppl Kak HWHBa3usid B
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HEOIUIACTUYECKHUI MPOLIECC KPYIMHBIX COCYJO0B M BHYTpEHHUX opraHoB. HecmotTps Ha
TO, 4TO pa3Mmepsl Oonee, yem nonoBuHsl 300ITH (61%) coctaBnsanu meHee 8§ cM, Mpu
aHaNIM3€ THUCTOJIOTMYECKUX 3aKIIOYEHUU, BBINOJHEHHBIX TIOCJIE IPOBEIECHHBIX
Kajeyamux onepanuid (=9, 17%), B 7 ciyyasx omyxoib Obuta Oosiee 8 cMm, ¢
MHBAa3UBHBIM XapakTePOM pOCTa B MPOEKIMH COCYAHCTO-HEPBHOrO Iydka. B
JUTEpaType  aHAJIOTMYHO OTMEUEH BBICOKMM  MPOLEHT  MOCICONepallMOHHON
UHBAJIMAM3ALMM, A  TakkKe  OCJIOKHEHUH,  BBIPAXKAIOUIUXCS B  CEPBE3HBIX
HEBPOJIOTMUYECKUX PACCTPOMCTBAX, HEPEAKO HOCSIIMX HeoOpaTtumblid xapaktep [143].
[Ipu u3yuenuu pe3ynbraroB seudeHus 6oabHbIX ¢ JJOOIIH, nepenecmme onepamnuu B
ooremMe RO, He ObIO OOHApPYXEHO CTATUCTHUYECKH JOCTOBEPHOM pa3HULIBI
BBDKMBAEMOCTH, B CPABHEHUHU C OOJIbHBIMU, KOTOPBIM ObLTH MpoBeaeHbl R1/2 pe3ekiuu.

B pamkax mnameir paboThl, BBINOJHEHHYIO B 00beme RO peseknuio mpu
NEPBUYHBIX OMYXOJSX yIajJoch BBINOIHUTE B 79%. Ilpu HepaaukaabHO MPOBEICHHBIX
orepanusx HOBOOOPA30BAaHUSIMU 4Yallle PacIoyiarajuch B MOSICHUYHOM M KPECTIIOBOM
OTJeax MO3BOHOYHMKA, a TAaKXKE B 3a0PIOIIMHHOM MTPOCTPAHCTBE, PEkKe B KOHEYHOCTSX.
HecMoTpst Ha mpencTaBieHHbIE pe3yabTaThl KpymHOro MeTa-aHanu3a [103], B koTropom
U3ydasach 3aBUCUMOCTH MporHo3a 6oipHbIX ¢ 300IIH oT nokanuzanuu U IpUBOIATCS
JaHHBIE O XYyJIIEH BBDKMBAEMOCTH TPH OIMYXOJISX, PACTIOJIOKEHHBIX Ha TOJIOBE U IIee
(He BKIIFOYAs BHYTpPHUYEPENHBIC) M TYJOBHINE (TpyaHas KJIETKa, OpIONIHAs ITOJIOCTb,
Majelii Ta3). B Hameil pabore Jokanu3amus OMyXoJiM cama 1o cebe He BIWsIa Ha
ornaneHnble pe3ynbrarel JedeHus 30O0IIH u JOOIIH. B cBa3u co cBoum
pacroiokKeHUeM, HaJIU4yue OImyXxoJjied 000JIoueK MepupepuyecKux HEPBOB HEPEAKO
COTPOBOXKJIaeTCA OOJEBBIM CHHAPOMOM U (YHKIIMOHAIBHBIMUA HAPYIICHUSMHU, YTO
3HAYMTEIHHO CKa3bIBACTCA HA KAYECTBE KU3HHU OOJIBHBIX. Pa3HOOOpas3ne ucnoib3yeMbix
METOJIOB ~ Tepamuu  Helpomatuyeckoil  O0iaM  OTpa)kaeT  BBICOKYIO  YacTOTY
OTpULIATENIBHBIX OTBETOB Ha JieueHUWe. HecmoTps Ha pa3BUTHE TAaKUX HOBBIX
XUPYPrU4eCKUX METOJMK KynupoBaHUs HeWponatudyeckor ©Oonmu (HB), kak
ayTOHEpBHAs TUIACTHKA, JOMOJHEHHAs TPAHCIUIAHTAIMEH ayTOTE€HHBIX KJIETOK
CTpOMAJIbHOW  BacKyJsipHOW  (pakiumeidt  skupoBoit  Tkanm (CBD-XKT) [107],

TPAHCHO3ULIMS KYyJbTH HEpPBA B MBILIIY, BEHY WJIH KOCTb, 10 CUX NOp B JieueHun Hb,
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Bo3HUKIIEH Ha (pone OOIIH, OonblIoil MOMyIIpHOCTBIO MOJb3YyeTcs (hapMaKoTepanus,
BKJIIOYAsT aHTUJICTIPECCAHTHl U MPOTHBOAMMICHTHYCCKUE Tpenapatsl [177]. B Hameit
pabote 3a007€BaHKE MPOTEKATIO OECCUMITOMHO U OBLIO OOHAPYXEHO B BUAE CIyYalHO
Haxonku Bcero y 10 (14%) 4 (7%) 6onpabix ¢ JJOOIIH u 300IIH, cooTBETCTBEHHO.
HNuTepecHo, 4TO HANMYME MaTbIUPYyEMOro oOpa3oBaHus B Halleld paboTe OTMEYanoch y
13 (19%) OGombubix ¢ JOOIIH, B TOo Bpemss kak y mnaumueHtoB ¢ 30OIIH srtot
nokasarenb ObLI BhIlIEe OoJiee, ueM B JBa paza (N=31, 51%). Tak, cpeanue pasmepbl
OMYXOJU MPHU 3TOM COCTaBWIM 78 M 95 MM, COOTBETCTBEHHO. 3a4acTylO0 TEUEHHE
00JIe3HU COMPOBOKAAIOCH JIOKAJTIbHBIM O0JIEBBIM CUHAPOMOM: 46 (75%) OONBHBIX ¢
300ITH u 48 (69%) ¢ HOOIIH. PanukynonaTus HaOIOJaIach MOUTH y KaXAOTO
tperbero OonpHOrOo ¢ OOIIH. B OonblIMHCTBE clydyaeB IOCi€ MPOBEACHHOTO
XHPYPrHYECKOro JICUECHUsT MECTHass Oonb KymupoBaidack- y (52 (87%) u 59 (84%)
6onpHbIX ¢ JIOOITH u 300IIH, cOOTBETCTBEHHO), T€M HE MEHEE HEBPOJIOTHYecKas
KapTHUHA PAJAUKYJIONATUH U KOMIIPECCUU CITMHHOMO3TOBBIX KOPEIIKOB COXpaHsIach y 6
(9%) u 5 (8%) 60mpHBIX co JOOITH u 300IIH, coorBercTBeHHO. OCOO0T0 BHUMAaHKE
3aCIy’)KMBaeT OTHOCHUTEJIBHO BBICOKAs PAaCHpPOCTPAHEHHOCTb WHBAIHIU3UPYIOIMINX
onepauuit  (N=9,17%), BemonHeHHbIXx 1o mnoBoxy 3O0O0IIH (B caywae JJOOIIH
KaJleualux orepanuid He HaOmojanoch), B nanbHeumeMm y 7 (12%) mammeHTOB
MOBJICKIIE 3a CO0OM pa3BuUTHE HeWpomatuu B Bujae GaHTOMHBIX Ooneid. B
OONBIIMHCTBE  CJIy4aeB, B  I[IOCJICONEPAIIMOHHOM  TEpPHOJE  IMPOBOJUIACH
CUMIITOMAaTHYECKasi Tepanus y HEBPOJora ¢ NPUMEHEHHEM AaHTUXOJIWHACTEPa3HBIX,
MPOTUBOAMUJICNITHYECKUX TpENnapaToB M BHUTAMHHOB Tpymnmnbel B C  ymepeHHBIM
sbdexrtom. HeBponormyeckuid nepUIUT pa3NUYHON  CTENEHHM  BBIPAKEHHOCTHU
Berpevancs y 20 (29%) u 15 (25%) 6onpabix ¢ JJOOITH 1 300IIH, coOTBETCTBEHHO.
Hapymenus KoXHOW 9yBCTBUTEIBHOCTH TIOCIIE OTIEPATUBHOTO JICUECHUSI COXPAHSIIOCh Y
2 3%) u 6 (9%) 6ompaBIX ¢ JIOOIIH um 30O0IIH, cooTBeTCTBeHHO. MOTOPHBIM
nedwurut, Habmomapmmiics y 1 marmuentku ¢ 300ITH B Bue CHIKEHUS TBUTATCIIBHOM
aKTUBHOCTU TPAaBOM PYKH JI0 ONEpalUH, MOCIE MPOsBIsSeTCs B ToM xe oobeme. Cpenu
MpoonpepUpOoBaHHBIX O0NbHBIX B oTHomieHuu JIOOIIH, HapymieHus aBUTaTEIbHBIX

bynkuuit pazBunuch y 3 (4%). Kak BuaHO M3 aHanu3a, y 4acTU MPOOINEPUPOBAHHBIX
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OOJBHBIX COXPAHAETCS HEBPOJOTHYECKas CHMITOMATHKa, 4TO TpeOyeT MpUBJICUCHUS
JOTIOJIHUTENIBHBIX TEPAaeBTHUECKUX CPEACTB M pa3pabOTKHM CTaHAAPTH30BAHHOTO
JITOPUTMA TOCJICOTIEPAIIMOHHOTO JICUSHHsSI TAaHHOM KaTeropuu OOJbHBIX.

Hame 3akirodueHre  KacaTelnbHO  XYALIETO TPOrHO3a Yy  OONBHBIX  C
HU3KOAU(P(HEePEHIIMPOBAHHBIMU  OMYXOJISIMA  COOTBETCTBYET OOJBIIUHCTBY TPYAOB,
MOCBSIIEHHBIX pe3yJIbTaTaM XHUpyprudeckoro jedeHus manuentoB ¢ 300ITH [71].
Puck BO3HUKHOBEHUsI MECTHOTO peruauBa B Hamieil pabore mpu 30O0IIH G2/3 no
cpasHenuto ¢ 300ITH G1 6b11 Bhimie B 5 pa3, nokazarenn OB xyxe B 3 pa3za. OnHako
HETIOCPEICTBEHHOW  B3aMMOCBSI3M  BO3HMKHOBEHHUS ~ METAacTa3oB  OT  YPOBHSA
muddepenuuposkn 300IIH B nanHOM HcclienoBaHuM OTMEUeHO He Obuto. Bmecrte ¢
TeM B OoiblIell 4acTh pabOT HE TOBOPUTCS O KOPPEISIUN MEXIYy BO3pacTaHHEM
YPOBHSI MECTHOTO PEIUANBA M OTJAJICHHBIX METAaCcTa30B B 3aBUCHMOCTH OT CTETICHH
3JI0KaYeCTBEHHOCTH, He cumrtas pabotel Anghileri M. u coasr. [13], B koTOopoMm
coobimraercst 0 OoJjiee, 4YeM JBYKPaTHOM YBEJIMYEHUU PUCKA PA3BUTHUSI OTHAICHHBIX
METacTa3oB, KOTOPOE, BEPOATHO CIOCOOHO CKa3aThCs Ha OTAAJIEHHBIX pe3yJbTaTax
neyenus. Hapsagy ¢ 3TUM  He  MallOBaXHO MPUMEHSATH  YHU(PUUIHUPOBAHHYIO
knaccudukarmonnyro cucremy (NCI umu FNCLCC) ¢ nenpro  mpoduiIakTHKH
3aTPyIHEHUI MIPU CPABHUBAHUU TUCTOJIOTUUECKHUX UCCIIETOBAHUIA.

B cBsi3u ¢ penkocThi0 MATOJOTHMU, MBI OOHAPYXHIM HEOOJBIIOE KOJIUYECTBO
nyOMuKanuMid B HaIed cTpaHe, IOCBSICHHONW JaHHOW TeMaTHKe, OJHAKO ClIeIyeT
OTMETUTDH JJaHHBIC, MPEACTABICHHBIC B paMKaX JOKTOPCKOW JUCCEPTAIMOHHON paboThI
Opnoa A.FO. 2013 r. [7], Bemonaennas B PHXWM um. mpod. A.JL. Tlonenosa
HeB3upast Ha TO, 4TO WCCIENOBAaHME TOCBSIIEHO TO OOJBIIEH YacTH pe3ysibTaTam
xupypruueckoro  jedenus JOOIIH HepBHBIX crjeTeHuid  (IIBaHHOMaM U
HelipoduOpomMaM), B HEH OBbLT MPOAESMOHCTPUPOBAH ONTHMAJIBHBIA JTHATHOCTHUCCKUI
KOMITJIEKC. Brienenst IPEUMYIIECTBA ANIEKTPOPHU3UOTOTUIECKOTO u
HEHPOBHU3yAIM3AIIMOHHOTO METOJOB OOCJIEeNOBaHUs, BKIIOYAs HHTPAOTICPAIIMOHHBIN
MOHHUTOpUHT. Taike ObUT 3aaH BEKTOP JOCTHIKEHHS perpecca HEBPOJOTHYECKOU
CUMIITOMATHKXA IyTeM BBIOOpa ONTHUMAJIBHOTO XHPYPrHYECKOTO TMOAXOAa C

MIPUMEHEHUEM PEKOHCTPYKTUBHO-BOCCTAHOBUTEIBHBIX TEXHOJIOTUH (IIOB HEpBa WIH
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OTJICJIbHBIX €T0 MYYKOB, ayTOIIACTUKA HEPBA WM MEPEMEIICHUE CYXOXKWINI U MBIIIII,
PEKOHCTPYKIIUS TOPAKEHHBIX apTepuit).

Bompoc  mpemonepallMOHHOW ~ JUArHOCTUKHA, a  WMEHHO  BBINIOJIHEHUS
COre/myHKIIMOHHOM OWOICUM Ha JaHHBIM MOMEHT OCTaeTcs CHopHbIM. [lomumo
MMEIOIUXCS TOCTOMHCTB (B MEPBYIO OYEPE/Ib YCTAHOBKA F'MCTOJIOTUYECKOTO JUAarHo3a u
ONpEJENICHUs] CTENEHH 3JI0OKAYeCTBEHHOCTH), HEKOTOPBhIE aBTOPBI BBICKA3bIBAIOT
HeJIoBepUe K mpoBeneHuto npenonepanuonnoit ouorncuu OOITH, oGocHOBBIBas 3TO
BO3MOXKHBIM ~TIOBPEKJACHUEM HWHTAKTHBIX HEPBHBIX CTBOJIOB C TOCJIEAYIOIINUM
pa3BUTHEM HEBPOJIOTHYECKUX OCIOXKHEHUM, HapymieHuem cTpyktypsl OOIIH,
CIIOCOOHBIM CIPOBOIMPOBATH €€ POCT U MATUTHHU3ALUIO U JAIBHEHIINM 3aTpyTHECHUEM
auarHoctuku [62]. B Hamem wuccnenoBanumu auarHo3 30OITH Obutl moctaBieH 0
ornepanyy MyTeM BBIMOJHEHUs1 COre/ToscrouronbHoil Ouoncuu (N=24, 39%) wunu
OTKPBITOW AKCIM3MOHHOU Ouonicuu (N=4, 7%). Huarno3 JIOOIIH Ob1 moctaBieH 1o
OIEpaIliy MyTeM BBIMIOJHEHUs COre/ToncrouroiabHoi Ouorcuu y 19 (27%) GonbHBIX, B
OJIHOM Cily4ae MpU MOMOIIU OTKPBITOW AKCIIM3UOHHOW OMOTICHH OIyXOJU B OOJAcCTH
L5-S1 no3BoHKOB, B OJHOM ciiy4yae Oblla IPOBEJIEHA JIAMOPOCKOMMYECKasi OUOoncHs y
OOJMBHOTO C Ta30BOM OMyXOJblO. Y OIHOrO OOJBHOTO TIOCHE MPOBEACHUS
TpEnaHOMOINCHU MapaBepTeOpaabHOl omyxonn Ha ypoBue C6-Th5, B cBasm ¢
HapacTalole HEeBPOJOTHYECKON CHUMIITOMATHKON OBLIO MPOBEICHO OIEPATUBHOE
BMEIIATENBCTBO B AKCTPEHHOM Topsike. Takum 00pa3oM, MOMCK HOBBIX HEMHBA3UBHBIX
nuarHoctuueckux MertonoB OOIIH B HacTOSIMM MOMEHT oOCTaeTcd OCOOECHHO
aKTyaJbHbIM, a BBINOJHEHUE WHBA3UBHBIX JIMATHOCTUYECKUX MPOLEAYP CIOXKHBIX
JIOKAIHM3AIUH CIeTyeT MPOBOAUTH B IPOMUIILHBIX CIICIIMATU3UPOBAHHBIX IIEHTPAX.

HepaspelleHHbIM 10 HACTOAILETO BPEMEHH SIBISETCS KOHUEIMLMS JICUCHHS
NalueHToB ¢ HedpoduOpomatozom 1 Tuna. Ilpouent OonpHbix ¢ HO-1-
acconuupoBanubiMu 30OOITH B ganHoM onbiTe paBeH 18%, 4yTo HUXKE B CONMOCTABICHUU
C pe3yidbTaTaMd MPEABIIYINUX padboT, MPH KOTOPHIX OHU BCTpedanuch B 22-42%
cirydaeB [88]. MeHbIliee ynCiIO JaHHBIX OOJIBHBIX B HAIIEM aHAJIM3¢ BO3MOXKHO CBS3aHO
C PETPOCHEKTUBHBIM XapakTepoM paldOThl, OTHOCUTEIbHON HHU3KON BCTPEUAEMOCTBHIO

I[aHHOﬁ MaTOJIOTUM B HAIIICH CTpaHC, a TAK)KC HCIIOJTHOOCHHBIM OTPAKCHHUCM IIPHU3HAKOB
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Oosie3Hu PexnmHrxayseHa B MEAUIIMHCKON JOKyMeHTaluu. Tak, B MOAABIISIIONIEM YHCIIE
CTallMOHAPHBIX KapT MaIMEeHTOB ¢ HelpodubpomarozoM 1 Tuma MOMUMO OCHOBHOM
OOIIH He 6bUTH OMMCaHBI Apyryue KIMHUUYECKUE TposBieHus: 6one3nu. He cymectByer
00111eT0 KOHCEHCyCca OTHOCUTENBHO MporHo3a cpeau OonbHbIXx OOIIH, cBs3aHHBIX ¢
H®-1-tuna

B xone mamero anamusa skcmopeccusi PD-L1>1% wnaGmronanace B 13 (28%)
cinydyaeB. B 3apy0OexxHOl nuTeparype MPUBOIATCS Pa3HOPOJIHBIC JaHHBIE MO YPOBHIO
skcnpeccun PD-L1 u ero B3aumocBsasu c¢ mporHo3zom OosbHbix 3O0OIIH. Tak, B
uccnenoBanuu Kim J. u coasrt. [79], B koTopoM u3yuanoch 3HaueHHEe 3Kkcnpeccun PD-
L1 B 105 cnywasx capkom wmsarkux TkaHet (6 3OOIIH), skcnpeccus PD-L1,
Habmonaemas B 58% Bcex capkom u  50% 3OOIIH, accomuuposanace ¢
POTPECCUPYIONTUM/METACTATUUECKUM ~ XapaKTEPOM TeueHUs OO0JIe3HU, BBICOKOU
CTETMEHbIO 3JI0KAYECTBEHHOCTH OIYXOJM W XYAIIMM IMPOrHo3oM. B Hamieit pabote y
oonbHbIX €0 300IIH, ¢ monoxurensupiM PD-L1 crarycoMm, Takke HaOmogancs Ooiee
kopotkuii nepuol bPB u OB, npu 3ToM BBICOKasi CTENEHb 3JI0KAYECTBEHHOCTH TAKKE
BBICTYIIUJIAa B KadecTBE HE3aBUCUMOro (akTopa HeOIaronpuaTHoro ucxoma. Tak,
menuana OB (p=0,033) B rpynmnax ¢ PD-L1+ u PD-L1- 300IIH cocraBmia 20 u 60
Mec, COOTBETCTBeHHO. AHanornyHo meauana bPB (p=0,015) y GolbHBIX ¢ ONyXOIsIMH
BBICOKOW CTETNEHU 3JI0KaYeCTBEHHOCTH Oblia noctoBepHo Hmke mnpu PD-L1>1% B
cpaBHeHuU c otpunareabHeiM PD-L1 crarycom u cocraBuna 9 u 60 wmecsiies,
COOTBETCTBEHHO. HeoOxommmo cka3aTh, 4YTO B JAHHOM aHAJIM3€ OTCYTCTBOBAJIH
namueHTel ¢ 300IIH Gl B cBa3um ¢ orpumarensHbiM  PD-L1  cratycom 3THX
HOBOOOpa3oBanuid. [loMuMo 3710, MBI He ompenensum (akTop MEPUONEPATMOHHOTO
(mMOMMXUMHOTEpAININK, JTYyYE€BOM TEpanuu) JICUCHHUS HAa OTAAJCHHBIE PE3YJbTaThl 3THUX
O60mpHBIX. OHOBPEMEHHO B JPYroM KpymHOM aHamuse cpenu 2500 ucciemoBaHHBIX
OONMBHBIX C MATKOTKaHHBIMU capkomamu, Bkimrouas 30OIIH, skcmpeccus PD-L1 B
OMyXOJIEBBIX KJIeTKax BcTpeuanacb B 50% cliyyaeB, OJHAKO MPOrHOCTHYECKOMN
sHaunmoctu PD-L1+ craryca BbeisBieHo He Obuto [119]. MHTepecHbie pe3ysbTaThl

pestomupyrorces B pabore Shurell E. u coar [152], rme okpammBanue Oomnee 1%

BcTpedasioch B 2 (3%) u3 68 HIOOIIH u 9 (17%) uz 53 300I1H, Tem He MeHee CBsA3MU
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nporHo3a ¢ PD-L1 craTtycoMm BbisiBI€eHO HE Obuto. Takum 00pa3zom, KOppeasiuus MEeXIy
4acToTO#, a Takxke crenenbto skcnpeccun PD-L1 u knmuanueckum ucxogom OOIIH B
HACTOSIILIMMA MOMEHT OCTaercsi CHnopHou. IllomydeHHBIE peE3yJbTaThl MO3BOJSIOT
UCIIOJIb30BaTh JKCIPECCUI0 JaHHBIX MApKEpOB KaK MPOTHOCTHYECKHE (DAKTOpHI, a
TaK>Ke, BEPOSTHO, NOTEHIHAIBHYIO BO3MOKHOCTh pa3pabOTKH HOBBIX TEPANEBTUUYECKUX
peLIeHUN.

B nHamem wuccienoBaHMM HalMuMe 3KCIPECCHUM TPAHCKPHUIILIMOHHOTO (pakTopa
PU.1+ B Makpodarax omyxoneBoii cTpoMbl Habmwogaiock B 100% wuccrnemoBaHHBIX
oOpazuoB 300IIH, konudecTBO MO3UTHBHBIX KIETOK BapbupoBaio oT 3 go 61. Ilpu
3TOM OBbUIO BBISBICHO, YTO BBICOKME IIOKa3aTeld SKCIPECCUU JaHHOTO Mapkepa
KOppEIUpOBaiM € XYyAUIUM MPOrHO30M OONbpHBIX. Takke OblUila OOHapyXeHa
3aBUCUMOCTh TpPUCYTCTBUS mociennero ¢ ypoBasmu Ki-67% u PD-L1. Opnako,
ClielyeT OTMETHUTh, YTO BBICOKHE YPOBHHU JIaHHOTO MapKepa 4alle BCTPEeYaIHCh MPH
300ITH BpIcOKO# cTeneHn 30kadyecTBeHHOCTH. HaobopoT, Hu3koe konudyectso PU.1+
KJIETOK B OIYXOJHU SIBUJIOCH (PAKTOpPOM XOpollero mnporuosza. Hecmorpss Ha TO, 4TO
3HAYEHHUE OMYXO0JIEBOIO MUKPOOKPYKEHHS MATKOTKAHBIX CAPKOM Ha CETOAHSIIHUN JE€Hb
OCTaeTCs B 3HAYUTEJIbHON CTENEHU HEM3BECTHBIM, OTCYTCTBHE HANWYMUS 3(P(HEKTUBHBIX
NPOTHOCTUYECKUX MAapKEepOB TpeOYIOT nmanmpHEHIMX wucciuegoBanuii. OmgHUM U3
BO3MOKHBIX COBPEMEHHBIX METOJIOB SIBJISETCS MPUMEHEHHE JBOMHOTO IMPOTOKOJA C
OJTHOBPEMEHHBIM TOMAPHBIM OKPAITMBAHUEM JTAHHOTO TPAHCKPUIIIIMOHHOTO (hakTopa B
Alp€ COBMECTHO C JPYTMMHU MapKepaMH, OHKCIPECCUPYIOIIMMHUCS Ha KIETOYHOU
MeMOpaHe, MCIONb3ysl BU3yaln3upytomue cucteMbl kopuuneBoro (DAB) u kpacHoro
(Red) uBeroB. B cBs3M ¢ HAJIMYHEM MOJIOKUTEITHBHON KOPPEISAIIUN MEKIY KCIPECCHeH
PD-L1 u PU.1 B Hamel paboTe, MPUOPUTETHBIM sIBIsieTCA M3ydeHue ypoBHs PD-L1+
KJIIETOK B UMMYHHOM MHUKpPOOKpYXeHUH, siBigronuxcsi MAQO, XOTs, KaKk H3BECTHO,
Mapkep PU.1 MoxkeT 3KCIpeccupoBaThCs U HEKOTOPBIMU APYTUMU TUIIAMU KIIETOK.

B nanHoii pabote BbicOkoe KoauuecTBO PU.1+ KIeTOK SBUIOCH 3HAYUMBIM
(dakTOpoM HEOJIAroNmpUATHOrO NPOTrHO3a BHE 3aBUCUMOCTH OT JU(depeHIUpOBKU
OMyXOJiid, a TakXke JOCTOBEPHO KoppenupoBaio ¢ oskcupeccueit PD-L1, d4rto

MOATBEPKAaeT MakpodaraabHYIO 3KCIPECCHIO JaHHOro Oenka. B 1enom, BbICOKOE
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coJiepKaHre Makpo(aroB B OMYXOJIH SIBISIETCS MapKEePOM HEOJIaronpusTHOIO MPOTrHO3a
IIPM  Pa3IMYHBIX THUIIAX ONyXOJed, B TOM uyuciae Mirkotkanelx. /[ms 3O0OIIH
MIPOTrHOCTUYECKAs] 3HAYMMOCTh Makpo(aroB Ha AaHHBIA MOMEHT HE OIpe/esieHa BBUY
HEJIOCTATOYHOTO  KOJIMYECTBA HMCCIENOBAaHMWA. MBI  BIEpBbIE IIOKA3ajld, 4TO
ucnosnibzoBanue PU.1 B KkadecTBe mNaH-MakpoQarajlbHOro MapkKepa MO3BOJISIET
3¢ (PEeKTUBHO BBIABIATH Makpoaru B OMYyXOJsX JaHHOIO THUNA M HX BBICOKOE

COACPKAHNUC OMHO3HATHO aCCOITMHUPOBAHO C H66HaFOHpH5{THBIM IMPOTrHO30M.
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BbBIBO/IbI

1. 3/I0KaueCTBEHHbIE W JI0OPOKAYECTBEHHBIC OIMYyXOJdu U3 000J0UYeK
nepudepuueckux HEPBOB Yallle paclpoCTpaHeHbl y »eHIuH (B 62% u 74% ciydaes,
cooTBeTcTBeHHO). Hanbonee pacnpoctpaneHHas popma nporpeccCupoBaHus y OOIbHBIX
300IIH - nokaneHbIN penuauB, pa3Buwics y 26 (43%) 6onbHbIX, y 14 (23%) 60bHBIX
npu JanbHeilneM HaOJIIOAeHUU OOHapy»KeHbl OTAalleHHble MeTacTtasbl: B 5 (8%)
ciyyasix B Jjerkue, B 8 (13%) B Jerkue W KOCTH B COBOKYIMTHOCTH C MECTHBIM
peuuauBoM, B 3 (5%) oTnasieHHbIE METACTa3bl IPYTrOU JTOKATU3AIUH.

2. OcHoBHast 1enb xupyprudeckoro jeueHuss 30OOIMH - pamuansro (RO)
BHITIOJIHCHHOE  BMeEIIATENbCTBO. [IpoBeneHMe KOMOMHMPOBAHHBIX —ONEparui ¢
pEe3EKIMEN CMEKXHBIX OPraHOB M COCYJIHMCTOM PEe3eKIUEel HE aCCOLMUPYETC C XyALIEH
BBDKMBAEMOCTBIO  OOJBHBIX CO  3JI0KAaUYeCTBEHHBIMU OIYXOJSAMH U3  000J0UYeK
nepudepuueckux HepBOB. [IpoBeneHHe COCyAMCTON PE3EKIMH aCCOLUUPYETCS C
xyamumu  nokazatensmu  BPB (p=0,026) y OGonpHBIX ¢ 100pOKavYeCTBEHHBIMH
OImyxoJsiMu U3 oOosiouek mnepudepuueckux HepBoB. Hammume Heiipopubpomarosza 1
TUIA, pa3Mep W JIOKanu3alus NoOpokayecTBEHHBIX M 3i10kadecTBeHHbIX OOIIH He
BJIMSUTM HA OT/IAJICHHBIE Pe3yIbTaThl JICUCHUSI.

3. [Tocne mpoBeneHHoro xupyprudeckoro jsedeHuss meauana OB y G0bHBIX
¢ 300I1IH cocrtaBuna 46 mec (95% U 26,1-65,9), onHoneTHSS, 3-IETHISA U S-TETHSIA
OB cocraBuna 77, 46 u 31% cootBerctBenno (95% AN 26,1-65,9). Meaunana bPB
coctaBmia 27 mec (8,7-45,3). OnnonetHsis, 3-netHsas u S-netHsst BPB coctaBuna 49, 26
u 13% cootBeTcTBeHHO. Menuana OB y GoibHBIX C JOOPOKAYECTBEHHBIMU OMYXOJIIMHU
u3 00o0104eK nepudepuueckux HepBoB coctaBmia 252 mecsna (95% JAU, 149,4-222,9).
Onnonetnsist, 3-netHsas u S-netasisi OB co 3710kauecTBEHHBIMU OMYXOJISIMHU U3 000JI09eK
nepudepuueckux HepBoB coctaBmia 83%, 60% u 46%, coorBeTrcTBeHHO. Mennana bPB
coctaBmia 217 mec (95% AU, 157,1- 207,8). OnnonetHsis, 3-netHsas u S-netusas bPB
coctaBuia 79%, 57% u 41%, cOOTBETCTBEHHO.

4. Iunepakcnpeccuss  PU.1>40 B HE3aBUCUMOCTH  OT  CTENEHHU

3JIOKQYCCTBCHHOCTH  CTATUCTHYCCKHM  JOCTOBCPHO ACCOLNMHPOBAHHA C XYIIIHMM
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nporuozom 30O0IIH, OB (p=0,035) u BPB (p<0,005) coctaBmiu 33 u 9 mecsues.
Okcnpeccus PD-L1 >1% y OonbHBIX CO 3JI0KAYECTBEHHBIMHU OMYXOJIIMH M3 000J0YEK
nepudepuueckux HepBoB G3 Ttaxxke HeratuBHOo Biusia Ha OB (p=0,033) u BPB
(p=0,015), xotopast coctaBmia 20 u 9 MecsIeB COOTBETCTBeHHO. Dkcnpeccus PD-L1
IpsIMO KOPPETUPYET C COJEpKaHuEM MakpodaroB B CTpPOME HCCIEAYEMBIX OMyXOJIeH
(p=0,004).

5. OcHOBHBIMH (paKTOpPaMH, HETATUBHO BIUSIOIIMMH HA TPOTHO3 Y OOJBHBIX
co 300IIH saBnsAmOTCS paguKaIbHOCTh XUPYPTrUYECKOTO JICYCHHS, CTEIeHb
muddepeHuMpoBKr onyxonu, Hanuuue skcnpeccun PD-L1 >1% y 6oapHBIX cO
37I0KaQ4eCTBEHHBIMH OMYXOJISIMU W3 00onouek mnepudepudeckux HepBoB G3, a Takke
BBICOKMU YpOBeHb cojepxkaHus PU.1+ kiIeTok BHE 3aBHCHMOCTH OT CTEICHH
37I0KQ4e€CTBEHHOCTH CapKoMbl. CaMbIMH 3HAYUMBIMU (DaKTOpaMH HEOJIArONPHUSITHOTO
NPOTHO3a Y TAIMEHTOB C JO0OpPOKAYECTBEHHBIMH OMYXOJSIMH U3  00OJOYEK
nepudepruuecKuX HEPBOB SBISIOTCS TUCTOJOTHYECKUW moaTun (HehpoduOpoma), a

TAKXKC pGHI/I,III/IBHLIﬁ XapaKTCp OIIYXOJICBOT'O ITpOoLCCCa.
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NPAKTUYECKHUE PEKOMEH/JALIUU

1. B cnywae 300IIH, nake nmpu MHBAIUMAU3UPYIOIIEM XapakTepe ONepanuu
(ammyTauuu, BHIWICHEHHUS), XUPYPrUYECKOE BMEIIATEIbCTBO JOKHO OBITH MPOBEAECHO
MaKCHUMaJIbHO PAJIUKAIbHO, C PE3EKLUUEd CMEXKHBIX KPYMHBIX COCYAOB M BHYTPEHHHX
opranoB. [Iposenenue xupypruueckoro yeueHus JOOIIH momxHO oCymecTBAsTHCS B
npO(QUIBHBIX CIIEUATU3UPOBAHHBIX LIEHTPAX.

2. Kpynnbeie pa3Mepsl omyxonMd, a Takke €€ «rapaBepredpasibHast
JIOKaNMU3alus», acCOMUPOBAHHAS C OJU3KUM paCHoJIOKEHHEM (PYHKIIMOHATIBHO
3HAUYMMBIX HEPBHBIX CTPYKTYp HE SBISIOTCSA MPOTHUBOINOKAa3aHUEM K MPOBEICHUIO
OTNEepaTUBHOI'O BMEIIATEIHCTBA.

3. [IpucyrcrBue oskcnpeccun PD-L1 y OGombabix ¢ 300IIH G3 wu
TpaHCKpUNIMOHHOTO (akTopa PU.l HE3aBUCUMO OT CTENEHH 3JI0KaYe€CTBEHHOCTH,
BO3MOYKHO pacCMaTpUBaTh B KAUECTBE MAapKEPOB HEOJIArOMPHUATHOTO MPOTHO3a, a TAKKE
MUIIEHU [JIs peaju3alud OyIyIIUX MCCIENOBAaHUNA BO3MOXKHOCTH TPUMEHEHUS
UMMYHOTEPANUHU B JICUEHUH MATKOTKAHBIX CAPKOM.

4, Hannune y nmanuenToB HeiipodubpoMarosa 1 Tuma HE SIBISETCS camo IO
cebe ¢dakTopoM HEOJArompHATHOTO MPOTHO3a, OJHAKO JIaHHAs KaTeropus OOJIbHBIX, B
cBs3u c Oozee BeicOkMM puckoMm paszButusi 300IIH u apyrux 3mokauecTBEHHBIX
HOBOOOpA30BaHUM, MOMJICKHUT AaKTUBHOMY JAMHAMHUYECKOMY HaOmiofeHuto. B cimydae
HEBO3MOXXHOCTH paaukainbHoro ynanenus JOOITH, makcumanbHOE TUTOPEAYKTUBHOE

BMEIIATEILCTBO CIIOCOOHO MOJIOKUTEIBHO MOBIUATH Ha KAYECTBO KU3HH OOJILHBIX.
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CIIUCOK COKPAILIEHUM

BPB — 6e3pennanBHas BBKMBAEMOCTh

JAN — noBepUTENBHBIN UHTEPBAI

JIOOITH — no6pokauecTBEHHbIE OIYX0JIU U3 000JI04eK epuepuyecKuX HEPBOB
(benign peripheral nerve sheath tumor - BPNST)

300ITH — 310KauecTBEHHbIE OITYX0JIM U3 000J10UeK neprudepruyecKux HepBOB
(malignant peripheral nerve sheath tumor - MPNST

JIT — nyueBas tepanus

MAO — makpodaru, acCOHUUPOBAHHBIE C OMMYXOJIbIO

HAXT — HeoaptOBaHTHAsI XUMUOTEPANIUS

H®-1 — neitpopudpomaros 1 tuna

OB — o0urast BEDKMBae€MOCTh

OP — oTHO1LIEHHE PUCKOB

OOIIH — onyxonu u3 060104ek nepudepuyecKux HepBOB

ITH — mnexcudopmubie HEHPOPUOPOMBI

[IXT — monmmxuMuoTeEpanus

CDKN2A — uaruburop nukinH 3aBucumMoii kuHasel 2A (cyclin dependent kinase
inhibitor 2A)

FISH — ¢uryopecrientras in situ rubpuauzanus (fluorescence in situ hybridization)
FNCLCC — cucrtema rucToyiorndeckoi rpaaanuu capkoM dpaHiry3ckoi denepanun
HallMOHAJIbHBIX TPOTUBOPAKOBBIX LIECHTPOB

PD1 — penenirop nmporpaMMupyeMoii kirerounoi cmeptu 1 (programmed death 1)
PD-L1 — nurann penenrropa mporpaMMUpyeMoi KileTouHou cmepTa 1 (programmed

death ligand 1)
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