Russian Journal of Neurosurgery ‘ HEHPOXUPYPTUA

Hab6nodeHue u3 npakmuku TOM 23 Volume 23

DOI: 10.17650/1683-3295-2021-23-1-109-118 )y |

HEVPODPUBPOMATO3 II TUIIA:
HOBBIE ITEPCITEKTUBHI B IEYUEHU U
(KJIIMHUYECKOE HABJIFOJEHUE)

E.C. Makamosa' 2, C.B. 3omnorosa!, B.B. Koctiouenko?, M.B. I'uikun!, M. A. Tun3oepr?, I. B. Jlanunios!,
H.A. Aarunnna’, H.A. Konosajnos!, A.B. I'onaHos!

'DIAY « Hayuonanvhotii meduyunckuil uccredosamenvckuil uenmp neipoxupypeuu um. H. H. Bypoenxo» Munzdpasa Poccuu;
Poccus, 125047 Mockea, ya. 4-s Teepckas-Amckas, 16;

2I'hY3 «Mockosckuii kaunuyeckuti Hayunoiii yenmp um. A.C. Jloeunosa lenapmamenma 3opasooxpanenus e. Mockeww;
Poccus, 111123 Mockea, wocce Dumy3uacmos, 86,

JAO «Jlenoeoii uenmp netpoxupypeuu»; Poccus, 125047 Mockea, ya. 4-a Tsepckasn-Amckas, 16;

‘OIBHY «Hayunoiii yenmp neeéponoeuu»; Poccus, 125367 Mockea, Bonokosamckoe wocce, 80

KoHTakTbl: AHppen Bnagnmmuposnd lonaHos golanov@nsi.ru

BBepeHue. inutenibHoOe Bpems naumeHTam c HelipopubpomaTtozom Il Tvina Mmorno 6biTb NpeanoXeHo Nullb Habnio-
JEeHVe 1 Xpypruyeckoe yaaneHue. B HacToswee Bpems npu HelipodprbpomaTose Il Tuna Wrpoko npumeHseTcs
nyyesas 1 CMCTEMHasA Tepanus.

KnuHnyeckoe HabniogeHne. OnrcaHo NeyeHre naumeHTKn ¢ Helpodubpomatosom Il Tvna, KOTopoe BKOYaNo
(Ha pa3HbIx cTapusax 3aboneBaHnA) yaaneHre onyxonu, CTepeoTakcuyeckoe obnyyeHve 1 TapreTHyto Tepanuio be-
BaLm3yMabom. B pesynbTaTe neyeHns yaanocb JOCTUYb KOHTPONA Haf POCTOM OMyXONel MHTPa- 1 SKCTpaKpaHu-
anbHOW noKanusayuu.

3aknioueHune. 1A ynyyleHUs pe3ynbTaTtoB leYeHnsA NaumeHToB ¢ HenpodubpomaTtosom Il Tuna Heob6xoarMO
chopmmpoBaTh anropuT™M fieUeHrsa C UCMOb30BaHNEM COBPEMEHHBIX METOAOB, A Uero TpebyeTca nposefeHNne
XOPOLLO OpraHW30BaHHbIX UCC/IEA0BaHNI C GONMBLUUM YACIIOM NaLMEHTOB.
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CNeKTMBbI B neyeHnmn (KnuHnyeckoe HabnogeHne). Helpoxupyprua 2021;23(1):109-18. DOI: 10.17650/1683-
3295-2021-23-1-109-118.

Neurofibromatosis 2: new perspectives in treatment (case report)
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Neurofibromatosis 2 is one of the most prevalence disease among phakomatoses characterized by appearance
of new central and peripheral nerve system tumors. The main treatment for this patient is a surgery, but in real time
we observe the significant changes in treatment and rehabilitation in this patients including radiation therapy and
pharmacotherapy. In this paper, we present the case of a different treatment options in young female with neurofi-
bromatosis. She completed surgical treatment, Gamma Knife radiosurgery and bevacizumab on different stage
of disease. Development of genetic and molecular methods and appearance of new way for treatment could help
to achieve a good functional result and stable local control but new clinical and fundamental research are needed.
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BBEJIEHUWE

Heiipodubpomaros Il Tuma — penkoe 3aboneBaHmne
W3 TPYHOITEI (h)aKOMATO30B C ayTOCOMHO-IOMWHAHTHBIM
TUTIOM HacCJIeIOBaHUS, XapaKTepHU3YIOIIeeCsT TTOSIBICHAEM
MHOXECTBEHHBIX T0OPOKauYeCTBEHHBIX HOBOOOPa30BaHUI
LIEHTpaIbHOM 1 TeprdeprUIeCcKOoil HEPBHOI CCTEMEI C 00-
JINTaTHBIM HaJIW4YWeM OWIaTepaJbHBIX BECTUOYIISIPHBIX
mBaHHOM [1]. Ero pacnipocTpaHeHHOCTb cOCTaBisieT 1 ciy-
yaii Ha 56 161 ye0BeKa; MPUMEPHO B MOJIOBUHE CJIy4aeB
MpoOaH/ ABJISIETCS TTEPBLIM OOJILHBIM B ceMbe [2].

JnvrenpHOe BpeMsl 3TUM MallMEHTaM IJis obecrieve-
HUS KOHTPOJIS HaJ POCTOM OITYyXOJIeii MOIJIO OBITh TIpem-
JIOXEHO JINIIb XUPYPTUIECKOE yoaJeHUEe WIN JydeBas
Teparmsl. Takoil moaxom He TTO3BOJIST YMEHBIITNUTD HEBPO-
JIOTUIECKUU ¥ (DYHKIIMOHABHBIN Te(UITAT U/ WA OCTa-
HOBUTH IIPOTpecCHpoBaHre 3abojieBaHMsI. B mocmemHmx
¢dyHIaMEHTATBPHBIX W TIPUKIIATHBIX MCCIEIOBAHMSIX BCE
OoJrbllIee BHUMAHME YICISICTCS POJIU MOJIEKYISIpPHO-TEHE -
THYECKMNX (DaKTOPOB B Pa3BUTUH 3a00JICBAaHMS U CUCTEM-
HO#1 Tepanuu, HAIpaBICHHOW HAa WHTMOMPOBAaHUE BaX-
HEWIIMX CUTHAIBHBIX IyTeil M OEJIKOB, YYaCTBYIOIIMX
B maToreHese 3abojieBanusd [3, 4].

ITo coBpeMeHHBIM TIpeACTaBICHMUSIM, B OCHOBE 3200-
JIEBaHMS JIEKUT MyTalus B TeHe NF2, KogupyromieM 0e10K
HelipopnOpoOMUH-2, WM MePJIMH (MO33UMHI3PUHPATUKCH-
HOITOIMOOHBIN OeT0K, moesin-ezrin-radixin-like protein) [5].
Teuenne Heitpoprbpomatosa II Tnma nmeet 3 OCHOBHBIX
denornna [6—8].

1. BpoxxneHHBbIH, XapaKTepu3yIOILIUiics mosiBJieHeM Ou-
JIaTepaJIbHBIX BECTUOYISIPHBIX IIIBAHHOM B TICPBBIC
MeCSIIBI XKNU3HU, KOTOPBIE MOTYT OBITh OECCUMITTOM-
HBIMU B TeueHne 10—20 Jret.

2. Tunr TapgHepa (cpemHEeTSKeNbIit), AeOITHPYIOIINIA
y B3POCIIBIX, IIPEUMYIIIECTBEHHO B ITIPOMEXKYTKE MEX-
ny 22 1 27 rogaMu, 4acTo MPOSBIISIOIINICS NCKITIOUM -
TeJTbHO OMJIaTepaTbHBIMU BECTUOYIISIPHBIMU IIIBAHHO-
MaMUu;

3. Tunr BumapTta (pacmpocTpaHeHHBIN) ¢ pa3BUTHUEM
MHOXECTBEHHBIX OIMyXOJIEH LIEHTPAJIbHOW HEPBHOW
CHCTEeMBI, 9acTo ¢ MMo3mHUM (B 30 J1eT) mosIBIeHUEeM
BECTHOYJISIPHBIX IITBAHHOM.

Takast KITMHIYECKasi TeTePOTeHHOCTb OOBSICHSIETCS pac-
IIPOCTPAHEHHOCTHIO COMATHYECKOTO MO3aNUIIN3Ma, T. €. SIB-
JICHUSI, TIPY KOTOPOM B OpraHM3Me IIPUCYTCTBYIOT KIICTKH
C MyTaHTHO# 1 HopMaabHOM amenbsio NF2 [9]. CormacHo
SMUIEMHUOJIOTUIECKIM MUCCIeI0BAHNSIM, MO3aNIHBIE (hOp-
MBI COCTaBJISIIOT IPUMEPHO 1/3 BceX ciIydaeB 3a00J1eBaHUS
U XapaKTePU3YIOTCS JIyIIIUM TTporHOo30oM [4, 9]. [1pu sToM
npuMepHO B 50 % ciiydaeB MyTaLIMU SIBIISTIOTCS CITOpagAye-
CKHMM, 1, COOTBETCTBEHHO, B CEMEITHOM aHAMHe3¢ Tally-
€HTOB HET CBeicHMI 0 HeitpodmbpomaTtose [4, 10].

JunarHoctuka HelipoduopomaTosa I Tnma ocHoBaHa
Ha JAHHBIX TEHETUYECKOTO0 00CIeI0BaHUS U KIIMHUYECKON
kaptuHe. [IInpoKo NCTIONB3YIOTCS KPUTEPUH, TTPEUIOKCH -
Hbele M.E. Baser B 2011 1. [11] 1 MaHYecTepcKUe KpUTEPUU
(Manchester criteria) 2017 . [12].

Kpurepuu, npenyoxennsie M.E. Baser, BkioualoT
I crerreHb POACTBA C IMAITMEHTOM C TTOATBEPXKICHHBIM HEli-
podudpomarosoM Il Tima, HaTMue MEHMHTHMOM, TIOJKOX~
HBIX IIIBAHHOM, OIIyXOJIel YepeIHBIX HEPBOB, YHU- WU
OMIaTepaIbHBIX BECTUOYIISIPHBIX IITBAHHOM, MOHOHEBPO-
TIaTUY ¥ KaTapaKThl. DTN KPUTEPUU OIICHUBAIOTCS B OalIax,
cyMMa >6 0aJlJIOB COOTBETCTBYET HECOMHEHHOMY AMArHO-
3y HeliporbpomaTo3a, cymma >4 0aioB — BEPOSITHOMY.

ITo MaHYeCTEpCKUM KPUTEPUSIM AUATHO3 Helpodu-
OpoMaro3a CTaBsIT IPY HAJTMIHMH OXHOI U3 TPYIIIT CUMIITO-
MoB: 1) I cTerieHb poACTBa C MAIIMEHTOM C TIOATBEPKICH-
HBIM HelpodudbpomaTozom II Tuma n 1 BectnOynsipHas
IIBaHHOMaA Y TTariieHTa B Bo3pacrte <70 set; 2) I crerneHb
POJICTBA C IMAIIMEHTOM C TIONTBEPKICHHBIM Helpohropo-
maro3oMm Il tuma unm 1 BectTuOyssipHasi lIBaHHOMaA Y T1a-
nueHTa B Bo3pacte <70 jietT 1 2 mpu3HaKa 13 CICIyIOIINX:
MEHMHTHOMaA, KaTapaKkTa, IITMoMa,/IIBaHHOMA, KaJIbIIM-
(bmKaTHI B TOJIOBHOM MO3Te; 3) MHOXXECTBEHHBIC MCHUTH -
OMBI 1 2 IpM3HaKa U3 CICAYIOIINX: BECTUOYISIpHAS IITBaH-
HOMa, KaTapakTa, IJinoMa/IIBaHHOMA, KaIbIIN(DUKATHI
B TOJIOBHOM MO3T¢; 4) KOHCTUTYIIMOHAIBHBIN MaTOJIOTH-
YeCKUil BapuaHT TeHa NF2 B KpOBM WX UICHTUYHBIN Ba-
pHaHT B 2 OITyXoJIsiX. MaHYecTepCcKre KpUTepUH 00J1amatoT
BBICOKOI 9yBCTBUTEIBHOCTBIO, HO HU3KOM CIICIM(DUIHO-
cThio [13, 14]: TTocse nepBoit KOHCYIBTaNM HEMpopropo-
MaTo3 yAaeTcsl 3al0403PUTh TOJNBKO Y 14 % malueHTOoB.
Kpurepun M.E. Baser ob6namaior 6oablieii cnenuguy-
HOCTBIO, HO TOJBKO BXOMSIT B IIMPOKYIO KIMHUYECKYIO
MPaKTUKY W TpeOYIOT NajbHEeNIIMX ucciaenoBanuii [15—17].

V maupeHToB ¢ HelipodubpomaTto3oM I Thma pa3BuBa-
FOTCSI TOJTBKO IOOPOKAYECTBEHHBIE OITYXOJIM, HO TEM HEe MEHEe
MIX KQUEeCTBO SKM3HU ITPOrPECCUBHO CHIDKACTCS, ITO 00YCIIOB-
JICHO TeHepaIM3aIieil Tpoliecca, JIOKAI3aIueil omyXoei
¥ TTI000YHBIMU 3 eKTamMu JieueHns . OO1Iast BBLKMBAEMOCTb
rocJie BeprudurKaLyu AUarHo3a cocrapisieT 67 % udepes 10 et
u 38 % uepes 20 ser [1]. I1pu 3TOM BO MHOTUX HOCIEIHUX
HCCIICIOBAHMSIX TIOKA3aHO, YTO IPUMEHEHUE COBPEMEHHBIX
METOIOB TMATHOCTUKH Y JICYCHMS, a TAKKE OOJIBIIIAS 4aCTO-
Ta MO3AaNIHBIX (popM 3a00JIeBaHNSI TIPUBEIIN K CYIIIECTBCH-
HOMY TIOBBIIIICHUIO TTPOIODKATEIIEHOCTH XKI3HU. COIIacHO
MAHHBIM PETUCTpPa, OMyOJUKOBAHHOTO MCCIICIOBATEIISIMU
n3 CeBepo-3amagHoii AHTIIUN, CPETHSIST TIPOIOKUTEITb-
HOCTB >KM3HM MAIIMEHTOB C Hepo(rOpOMaTo30M COCTaBIIIA
69 et [2], 4TO CTATUCTUYECKU 3HAYMMO HIKE COOTBETCTBY-
FOIIIETO TIOKA3aTelIsl B CPeIHEM ITO PETMOHY, HO B TO K€ BpeMST
OTpaxKaeT IIPOrpece B JICUCHUN STUX OOJIBHBIX.
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KIIMHNYECKOE HABJITOJIEHWE

Hlauyuenmxka B., 16 aem, nabarodaemces ¢ Hayuonano-
HOM MEOUYUHCKOM UCCAe008AMENbCKOM UEHMPE HelpOXUpYp-
euu um. H. H. Bypdenko ¢ 11-aremneeo éo3pacma. Hacaedcm-
BEHHOCMb NO HEUPOPUOPOMAmMOo3y He Oms20WeHa, PA3gumue
panHuee, no eospacmy. B eozpacme 10 1em noseuauce nsamua
10 Muny «Koghe ¢ MOAOKOM» HA KOXHce MYA08UUA U KOHEUHO-
cmeil, a maKice MHOJNCECMEEHHble NOOKONCHbIE HOB00OPA30-
eanus. B eospacme 111em cmaau b6ecnokoums 604u 8 nosic-
HUMHOM omdene NO360HOMHUKA U NO 3A0Hel NO6epXHOCMU
npaeoeo 6edpa. Ilo pexomendayuu Heeposoea no mecmy xcu-
meabemea enepevie Gviia GbINOAHEHA MACHUMHO-PEe30HAHCHAS
momoepausi (MPT) nosicnuuno-Kkpecmuy068020 omoena cnuH-

Puc. 1. Maenumno-pesonancnas momoepagus 6 pexcume T1 ¢ konmpacm-
Hbim ycunenuem (a) u pexcume T2 (6) neped obayueruem

Fig. 1. Magnetic resonance imaging before irradiation, T'1 with contrast (a)
and T2 (6)
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H020 M032a, 8bisBAEHbl MHOJICECMBEHHbIE UHMPAOYPANbHblE
HogooOpazoeanus. B 2015 e. yoaneno HoeooOpazoeanue cnuH-
HOM03206020 Hepea Ha yposHe L cnpaea; no 0aHHbIM 2Uucmo-
A02U1ecK020 Uccaedo8anus 6epupuuuUposana WeaHHoma.
IIpu MPT 20106H020 MO32a OuazHOCMUPOB8AHbL 08YCMOPOH-
Hue gecmuOyasapHble W8AHHOMbL, UWBAHHOMbI MPOUHUMHO20
u KaydaavHoil epynnst Hepeos (puc. 1).

B Hosbpe 2016 e. nosgunoce npoepeccupyroujee CHuxIce-
Hue cayxa caega do eayxomol, Hapacmanue ducgaeuu, ouc-
@onuu, Hazonaruu, nepughepuueckuii napes AUUEE020 Hepea
caesa. Ilpu MPT gvisenenvt menuneuoma 6y2opKa mypeuko-
20 ce0na ¢ He3HA4UMeNbHbIM IHO0CENNAPHBIM PACNPOCMPAHe-
HUeM, Onyxonb KpaHuosepmeOpasbHo2o nepexoda cnpasa
(eeposmnee 6cezo, weannoma kopewra C,), unmpameoyn-
asapHas onyxonw ceemernma C . Beudy 6oavuiux pazmepos e-
CMUOYAAPHOLL WBAHHOMbL, A MAKJICE 21YXOMbL C1e8a U Hapa-
cmarnue2o Heepoaouueckoeo degpuyuma 0ObLA0 NPUHAMO
peuierue 0 nposedeHul paduoxupypeuueckozo Ae4eHus gec-
MubYAIPHOL WB8AHHOMbL CAe8a, 00eUx WEAHHOM KayOdabHOl
epynnot hepeoe u weantomol C . JIyuesoe neuenue 6binoaHero
Ha annapame «lamma-Hoxc», npeonucannas doza — 12 Ip
no 50 % uszodose (puc. 2).

B 2017 2. no dannsim konmponstoit MPT 201061020 M03-
2a npu conoCMasneHuU 8 pexcume Kopeucmpauuu u 80a-
Mempu1ecKom CPAGHeHUU BblsI8AEHO 3aMemHOoe Y8eauueHue
001y MeH Ol 6eCMUOYAAPHOU WBAHHOMbL 8 001ACMU 166020 MO-
CIMOMO3JICEHK08020 Y2Aa 3a CHem MURUMHO0 015 IMUX CPOKO8
nocmay4egoeo namomopgosa, no nogoody uezo ObLIO PeKOMeH-
dosatro duHamuueckoe Habnodenue. Buecme c mem Habarodan-
€51 NPOOOANCAOUULICS POCT 8eCMUOYASPHOU UBAHHOMbL CNPABA

Puc. 2. Maenumno-pe3zonancras momoepagus c konmpacmuoim ycunenuem, T1-836euiennvle uzoopaxcenus é cucmeme nianuposanus GammaPlan é 3 npo-
eKUYUsIX Ha YPOBHE MOCHIOMO3XUCEUK08020 yena. XKeamas AuHus — npeOnuUcanHas uz0003a

Fig. 2. Magnetic resonance imaging with contrast, T1-weighted images in the GammaPlan planning system in 3 projections at the level of the cerebellopontine

angle. Yellow line — prescribed isodose
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Puc. 3. Maznumno-pesonancrnas momoepagus uepes 6 mec nocae 06ay4eHus

Fig. 3. Magnetic resonance imaging 6 month after irradiation

U He3HaA4UMenbHoe Y8eaueHue mpuceMuHalbHbiX WEAHHOM,
paree He nodeepeHymuix 0bayueHuro. OcmanvHvle HO800Opa-
308aHUA ObLAU NPENCHUX PA3MEPO8, HOBbIX 04a208 pocma
He eblsigaeHo (puc. 3).

C aseycma no oxkmsbps 2017 2. 661 npogeden Kypc ayue-
6ol mepanuu (8030elicmeue Ha 004acmb MeHUH2UOMbL OYeop-
Ka mypeuykoeo cedna) 6 pedxcume cmaHoapmHo2o GpaxKuuo-
Huposanus Ha J1YD «Hosaauc»; 3a 30 ceancos nodeedena
cpednsis cymmapras ouazoeas dosa 57 Ip (puc. 4).

B urone 2018 e. 6 céa3u ¢ npoepeccusHsiM ygeauveHuem
8eCmMUOYAAPHOL WIBAHHOMbL €64 U YXYOUleHUeM COCMOSHUSL
nayueHmKku npogedeHo yacmuuHoe yoaienue onyxoau ¢ no-
credyromum cmepeomakcuvecKum obayueHuem ocmamros
onyxoau Ha annapame «Kubep-noxc» (3 ceanca, pazoeas
ouaeogas dosa 6,5 Ip, npednucannas dosa 19,5 Ip no 83 %
u30003e, makcumanvHas d0osza cocmasuna 21,3 Ip) (puc. 5).

Hab6ntooeHue uz npakmuku

K uronro 2019 e. y nayuenmiu Habarwdanocs yeeauuenue
MHOINCECMBEHHBIX IKCMPAMEOYANAPHBIX UHMPAOYPANLHBIX
H08000pA308aHUTL, KOMIPUMUDYIOUSUX CRUHHOU MO32, 4 MAaK -
Jce NPUBHAKU UHMPAMeOYAAAPHO20 00PA306aHUS HA YPOGHE
C,—C, 6e3 npusnaxos npoepeccupoeanus. Ilpu smom 603-
MOJICHOE XUpypeuueckoe yoaseHue Haubonee KPYnHbiX 04aeo8
ObLAO CONPANCEHO C BbICOKUM PUCKOM PA3GUMUS HEEPOA0LU -
yecko0eo degpuyuma (puc. 6).

C yuemom KAUHUKO-PeHmMeeH0N02UMECKUX OaHHbIX U pac-
NPOCMPAHEHHOCMU NPOYecca OblA0 NPUHSAMO PeuleHue 0 npo-
6edenuu cucmemroeo nevenusi. C okmsaops 2019 e. no ghegpans
2020 e. nauyuenmka noay4unra 6 egedenuil besauuszymaoa,
Ha oHe ueeo HAGA0ANACH BLIPANCCHHAS NOAONCUMENbHAS
Junamuka — peepecc 6016020 CUHOPOMA U CIMAOUAUZAYUS
SKCMPAKPAHUANBHBIX 04A208, COXPAHEHUe KOHMPOAS HAO Po-
CMOM panee 004yHeHHbIX KPAHUAAbHBIX onyxonell (puc. 7).
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Puc. 4. [1ran obnyuenus menuneuomol Oyeopia mypeykoeo cedaa Ha annapame «Hoeaauc»

Fig. 4. Irradiation plan (Novalis) for parasellar meningioma

Puc. 5. I1ran noemopHo2o 06ayuenus 6ecmudyAapHOLl WBAHHOMbL CAe68a HA annapame <«Kubep-Hoxuc»

Fig. 5. Re-irradiation for vestibular schwannoma (Cyber Knife)

OBCYXIEHHUE 3) peabuuTanus ( B TOM YHCIIe ¥ C TPUMEHEHNEM COB-
Crpaterusi JedyeHus: HelipodrudpomaTo3a J0/KHA 3a- PEMEHHBIX METOIIOB BO3IECHCTBUS Ha HEBPOJIOTHUYC-
KJII0YAThCSI B 00CYKIEHUU CIIEAYIOIIMX TPUHLIMAITHATIbHBIX CKUI ¥ (DYHKIIMOHAIBHBIN JeUITNT, BKITIOYAsT KOXJIe-
MOMEHTOB: apHYI0 MMILIAHTALMIO Y MALMEHTOB C IOTEepEi ciayxa
1) BO3MOXHOCTb KOHTPOJISI OIIyX0JIEBOIO POCTA; 13-3a OUIaTepaabHbIX BECTUOYISIPHBIX LIBAHHOM).
2) npenoTBpallieH1e pa3BUTUSI HEBPOJIOTMYECKOro Aedu- CrremyeT IOMHUTB O IPYTHX HEBPOJIOTMUECKIX ITPO0ITEe-
LIMTA ¥ €r0 KOPPEKLIUSI; Max, 4aCTO COMPOBOXAAIOIIMX AMArHO3 HelipohrOpoMaTosa
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Puc. 6. Maenumno-pe3zonancuas momoepadus wielinoco omoenaa no360HoH -
Huka 6 pexcumax T1u T2 ¢ urone 2019 e.

Fig. 6. Magnetic resonance imaging of the cervical spine in T1 and T2 modes
in June 2019

11 Tima 1 He CBS3aHHBIX C pa3BUTHEM OMyXoJjieit. OmmcaHbl
CJIy9ar MHOXXECTBEHHO MOHOHEBPOIIATHH U TTOJIMHEBPO-
IMaTUH, B TOM YHUciIe GEHOTUITMYECKHI U AJIEKTPODU3NOIIO-
rayecky OJIM3KOM K n3MeHeHUsIM ripu 0ojie3nu Illapko—
Mapu—Tyra [16—18].

IMocnemHuit KOHCEHCYC IO MOBOIY BBIOOpA JIeueOHO-
MMATHOCTHMYECKOTO aJTOpMTMAa IJIs ITallieHTOB ¢ Helpo-
¢udpomartosom Il Tuna Ob11 onydnmkosad B 2011 1 [1].
B mocnemame rompl MOAXOIbl K CUCTEMHOM TepaIiiy Y 3TOi
TPYIITBI OOJBHBIX CYIIECTBEHHO N3MEHUINUCH, YTO TUKTY-
€T HeOOXOMMMOCTb BHEAPEHUS B IIPAKTUKY HOBBIX METO-
JIOB JICUCHUS.

JlyaeBoe nedeHre IINTEIBHOE BPeMs OBUIO «<KaMHEM
MIPEeTKHOBEHUS», TaXXe B OTHOIICHUM BECTUOYIISIPHBIX
mBaHHOM. [Ipu3HaBasg TPUOPUTET PATUOXUPYPTHU
IIpY HEOOJIBIINX CTIOPATUISCKIX BECTUOYISIPHBIX IITBAH-
HOMax, MHOTHE aBTOPBI HE pEKOMEHIOBAIN CTEPEOTAKCH-
YeCcKOro o0JIydeHHe MaleHTaM ¢ HelipopropomMaTo3oM
II Tnma B cBsA31 ¢ HEPHEKTUBHOCTHIO B TUTAHE COXpaHe-
HHS CIyXa W KOHTpPOJISI Ham poctoM orryxonu [1, 19]. Ho
XUPYPTUICCKOE JICUCHIE TaKKe HE SBIISIETCS ONTUMAIBHBIM
MeTomoM: TpuMepHO y 20 % MalneHTOB ¢ Heipohuopo-
Maro3oMm lI Tura mocJe onepanyy yCUIMBaeTCs TAHHUTYC,
ay 27 % OoH NOSIBJSIETCS BIIEPBBIE ITOC/IE XMPYPrU4eCKOTro
JICYSHUST, KpOME TOTO, HECMOTPSI MCTIOJIb30BaHME HEMPO-
(pM3MOITOTMYECKOT0 MHTPAOTIePALIMOHHOIO MOHUTOPHHTA,
COXpaHsieTcsT pYCK TTOBPEKIEHN JIIeBoro Hepra [1, 20, 21].
B HacTosI1Iee BpeMs Y IMAIlMeHTOB ¢ KPUTHYECKIM CHIDKE-
HHEM WJIU TIOJTHOM MOTepeii ciIyXa IIPOBOIIT KOXJICAPHYIO
1 CTOBOJIOBO-MO3TOBYIO CIIYXOBYIO MMITJIAHTAIINIO, B TOM
YHCJIe TTOoCIe JIydeBOro JedeHus [22, 23].

[MpeanmpruHUMAIOTCS TTONBITKUA TTOBBIIIICHUST IYBCT-
BUTEILHOCTH KJIETOK OITyXoJu K obmydyeHuo. B 2019 .
Y. Zhao u CcOaBT. IIPOIEMOHCTPUPOBAJIN YIyUdIllIeHUE pe-
3yJBTaTOB CTEPEOTAKCUUIECKOTO PaTHOXUPYPTHICCKOTO
JIeYeHUSI BECTUOYISIPHBIX IIBAHHOM Ha JKUBOTHOM MOIEIIHN
IPY YCJIOBUH OTHOBPEMEHHOTO MHTMOMPOBAHMSI CUTHATb-
Horo iyt HGF/c-MET, m1st 3TOr0 NprMeHsTA IIperapar
kpu3otruHuo6 [24]. B 2017 1. I Paldor m coaBT. Ha KyabType
KJIETOK BECTHOYJISIPHON IMBAaHHOMBI IIPOAHAIN3UPOBAIIN
pe3yJIbTaThl Pa3INIHBIX BApHMAHTOB KOMOMHUPOBAHHOTO

Puc. 7. Maenumno-pe3onanchas momoepaghus 20108H020 M032a 8 pexcume
T1 6 okmsobpe 2019 e.

Fig. 7. T1 Magnetic resonance imaging of the brain in October 2019

XUMHOJTYIEBOTO JICUCHMS (C UCTIOIH30BaHMEM JIATTaTUHU -
0a, HIIOTMHMOA, OeBa3ymMaba u 3Beponmmyca) [25].
CratucT4ecKy 3HAYMMOE YMEHBIIIEHIE 00heMa OITyXOJI!
3apEeTUCTPUPOBAHO Y MAIIMEHTOB, ITOJIYYaBIINX HUJIOTH-
HUO 1 JanaTuHUO.

B HayuHoOIf TuTepaType oInmmcaHa BO3MOXKHOCTD 3J10-
Ka4eCTBECHHO TpaHCcHOpMAaIIUY OITyX0JIeit moce TyIeBO-
TO JIeYCHMSI, HO, COTJIACHO TaHHBIM COBPEMEHHBIX TTOITY-
JISIAOHHBIX MCCIICIOBAaHUM, 3TOT PUCK HE MPEBBIIIACT
0,025 % [19, 26, 27].

ITockoabKy Mpu pagruoXMpypruyecKoM JIeUeHUM ma-
LIMEHTOB ¢ Heiipodndpomaroszom Il Tura yactora gocTu-
>KEHMST KOHTPOJISI Hall pOCTOM OITYXOJIM IOCTAaTOYHO HMU3KA
(110 cpaBHEHMIO C TAKOBOI IIPH CTIIOPATNISCKIX IITBAHHO-
MaxX 1 MEHMHTHOMaX), 00CYXIaeTcsi BO3MOXKHOCTD ITOBBI-
IMIeHUS TpeAIMUCaHHOW m03bl 00JaydeHHs. BmecTe
C TeM IO0Ka3aHo, YTO 3TO BeleT K HapaCTaHNIO TOKCUIHO-
CTH, B TOM YHCJIE CYIIICCTBEHHO YBEJIMINBAET PUCK Pa3BH-
THSI HEBPOJIOTUYECKOTO AeduiinTa nocie odayueHus [28].
B Hacrosiee Bpemst Hanbojee pacIpoCcTpaHEeHO TIpUMe-
HeHUe mo3bl B 14 Ip 1Mo Kpaio MUIIECHU, B TO BpPeMsI
KaK TIpU CIIOpagINIeCKUX BECTHOYISIPHBIX IMBAHHOMAX
no3a He npeBbimaeT 13,5 Ip.

HepetreHHBIM OCTaeTcs BOIIPOC O JICYCHUH OITYXOJIeH,
IIpeXae BCeTO CIMHAJBHBIX IMBAHHOM W MEHUHTHUOM,
00pa30BaBIINXCS de novo M He TIPOSIBIISIIOIINXCS KIIMHM-
YEeCKUMU CUMIITOMaMU JIM00 He BIMSIONINX Ha Ka4eCTBO
xku3Hu mauveHTa. S. Goutagny m M. Kalamarides [29],
ataxxke V.F. Mautner 1 coanr. [30] B cirydae 6ecCCUMITTOM-
HBIX 3KCTpaKpaHWAJIbHBIX OITYXOJISIX PeKOMEHIYIOT Ha-
OomeHNE C MATbHEHIINM XUPYPTUUCCKUM JICUCHHUEM
IIPY Pa3BUTUU HEBPOJIOTUIECKOTO Ne(pUIINTa, HO HEKOTO-
phIe IpyTHe MCCIeIOBATSIN BBICTYIAIOT 3a IIPOBEICHUE
ITOCTOSTHHOTO TTIOAPOOHOTO HEBPOJIOTUIECKOTO M BJICKTPO-
$U3MOTOTUYECKOTO MOHMUTOPHWHTA C IIEJIbI0 HA3HAYCHMS
JICYCHUSI, TIPEXIEe BCETO JYyIeBOro, B HanbOoJjee paHHHE
CPOKWU IIJIST TIpEeAOTBPAIICHUS pa3BUTHS Ae(UIINTA U CHH-
XKEHHUS KauyecTBa XMW3HU. MHOTHE aBTOPH OTMEUYaloT
HE0OXOOMMOCTD IETaIbHOTO KIMHUIECKOTO OIMMCAHMUS
OITyXoJIeil pa3Hoit okanu3anuu. Tak, G. Dow u coaBT.
MIPOIEMOHCTPUPOBAIIA, YTO OITYXOJIU, JIOKATM3YIOIIHECST
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B 00JIaCTM KOHCKOTO XBOCTA, Jallle BCETO MMEIOT TeHICH-
LIVIO K MEJICHHOMY POCTY ¥ PEIKO IIPUBOIST K BBIPAXKECH-
HOMY HEBPOJIOTUIECKOMY Ie(ULINTY, ITO MOXKET 00JIeTIaTh
BBIOOD TaKTUKU JICUCHUS Y TALIMEHTOB C PacIIpOCTpaHEH-
HBIM OITyXOJIEBBEIM Mpolieccom [31].

CoBpeMeHHBIE METOIUKN CTePEOTAKCHIECKOTO 00y~
YEHMSI, TOM YHCIIC PATUOXUPYPIUS U THIIODPaKITMOHUPO-
BaHMe, 0;1aromapsI MOBBIIICHHIO CEJICKTUBHOCTH, KOH(POPM-
HOCTU W TPEHU3NOHHOCTH IIPU MOABEICHUU BBICOKUX
Pa30BBIX 103 TIO3BOJISIOT YBETUUUTh 3(D(EKTUBHOCTD JIe-
YeHUs IIPY MUHUMAJIBHOM er0 TOKCUYHOCTH.

CucreMHOe JIeueHNE, aKTUBHO pa3BUBAIOIIEeCs B T10-
cliemHee BpeMsI, OCHOBAaHO Ha HOBBIX JAHHBIX O MOJIEKY-
JIIPHBIX ITYTSX, OTBEYAIOIIMX 332 TeHEPaILMIO OITyXOJeH,
B KOTOpPHBIX yaacTByeT 0estok MepinH: Ras/Raf/MEK/ERK
(MAPK), mTORCI1, Rac/p21-akTuBUpOBaHHAS CEpUH-
TpeoHMHKMHA3a 1 Wnt/B-katenuH |3]. Bce nepeuncienHbie
BHYTPUKJICTOUHBIC ITyTH TIepeIadyld CUTHAIA U SIBJISTFOTCST
MMOTCHINATBHBIMY MUILICHSIMU JJISI TAPTETHOM TEpaIThu.
Kpome Toro, m3BeCTHO, YTO MEPJIMH PEryIMpyeT CUHTE3
BHyTpuKiIeTouHoU yonkButuHaurasel (CRL4 (DCAF1)),
OTBeYamIleil 3a MHAKTUBALINIO OEJIKOB B IIPOTEOCOMAX,
¥ B HACTOSIIEe BPeMsI BEAYTCSI UCTIBITAHUS IPerapaToB,
Bo3neiicTBytommx Ha DCAF1 [32].

Jpyroit myTh TTOMCKAa MUIICHM IS JICUSHUST HEHpPO-
¢ubpomarosa Il Tuna — nzyyeHme MoJIeKyasIPHO-TeHETH -
YeCKIX OCOOCHHOCTEM OITyXOJIei y 3TOM TPYIITHI AIleHTOB.
CTaj10 N3BECTHO O TTOBBIIICHNH KCIIPECCUH SHIOTETNAb-
Horo (pakTOpa pocta cocynos (vascular endothelial growth
factor, VEGF) u ero penenropa 1-ro tTuma VEGFRI1 B Be-
CTHOYJIIPHBIX IIIBAHHOMAX, IIPX 3TOM HaOII0gaeTCS TIpsI-
Masl 3aBUCHMOCTh MEXIy aKTMBHOCTBIO POCTa OIYXOJIH
n koHneHTpauueir VEGF [33]. B kireTkax BecTHOYISIPHBIX
IIBAaHHOM ¥ MEHUHTHOM TaKXKe OOHapy>KeHBI aKTHBALIHST
IyTeit pelenTopa 3MuaepMaIbHOro hakropa pocta (epi-
dermal growth factor receptor, EGFR) m mTOR [34, 35].

Hawu6oiee n3ydeHsI 11 yXe IPUMEHSIOTCS B KITMHIYE-
CKOW MpakKTUKE cileaylouue npenapaTbl: UHTUOUTOP
VEGF 6eBanm3yma6, muarnonrop EGFR nmanatnam6 n nH-
ru6ourop mTOR sBeponmmyc [36]. beBaunzymat rpume-
HSIIOT B 103¢ 5 MT/KT (BHYTpUBEHHEIC BBEICHUS 2 pa3a
B Mecs11). B munmoTtHoit padote S.R. Plotkin 1 coaBT. 6eBa-
3yMad B 1o3e S MT/KT noydanu 10 mareHToB ¢ Helpo-
¢udpomaTozoM 11 Tura 1 BecTUOYISIPHBIMU IIIBAHHOMAMM,
BO3HUKIIUMU de novo. Y 6 U3 HUX yAal0Ch JOCTUTHYTh
yMeHbIIEHNST 00beMa omnyxonu Ha 20 % u Gonee. Ayano-
JIOTMYECKUI OTBET PACIICHUBAJICS KaK YIyJIIeHUE PacIios3-
HaBaHUS CJIOB U Habmonancd y 4 u3 10 6oabHBIX [37].
B 2015 1. J.0. Blakeley u coaBT. OIyOJIMKOBAIN Pe3yIBTaThI
II ctagum nccaenoBanus 3PHEKTUBHOCTH U OE30ITaCHO-
cTu OeBanu3ymaba y MallMEHTOB C BECTUOYJISIPHBIMU
IIBaHHOMaMU 1 Heiipopuopomaro3om Il Tuna. I[epBuu-
HOM KOHEYHO! TOYKOW ObLIO YJIy4IlIeHHE CAyXa WU OT-
CYTCTBHE €T0 YXYIAIIECHUS, 3TOT0 YIAIOCh TOCTUTHYTH y 5
(36 %) u3 14 mauueHTOB, MpU 3TOM y 3 13 HUX 3(PGeKT co-
XpaHsICS 1 Yepe3 6 Mec Tocjie OTMEHBI ObeBarzymaoa [38].
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B 2019 . V.M. Lu u coaBT. oIyOJIMKOBAJI CUCTEMATH -
yecKMid 0030p, MOCBSILEHHbIN BAUSIHUIO OeBalu3yMada
Ha POCT OITYXOJIU U CJIYX Y MAlIMEHTOB C BECTUOYIISIPHBI-
MU IIBaHHOMaMM U Helipopuobpomaro3om Il tuma [39].
B okoHuaTenbHBIN aHaIM3 OBIJIA BKIIIOYEHBI 8 TTyOJIMKa-
LA ¢ pe3yabTaTaMu jiedeHusl 196 BeCTUOYISIPHBIX LIIBAH-
HOM y 161 maiueHTa. YMeHbILIEHUE Pa3MEPOB OIMYXOJIH
Habmonanock y 41 % nauueHToB, ctabuwim3sanus —y 47 %,
nporpeccupoBaHue onyxoiau —y 7 %. M3 nauueHToB ¢ 10-
CTYITHBIMU TaHHBIMH ayINOMETPUHU, YIAYYIICHUS CIIyXa
yaanoch gooutbes y 20 %, crabmwimzauuu y 69 %. Yxyn-
IIEHME CITyXa, HECMOTPSI Ha IIPOBOIMMOE JIeUeHIEe, HAOJTIO-
ganoch y 6 % nauuentoB. Cpean moOOYHBIX 3(PPeKToB
MpeBaIMpOBaId aMeHOpesI, apTepraabHasl TUTICPTECH3US
¥ IIPOTECUHYPUS.

BDddexT beBam3ymMada B OTHOIIEHUN KOHTPOJIS pO-
CTa ¥ HEBPOJIOTMUECKOTO NeduunTa nmpu MEHMHTHOMAX
He CTOoJIb 3HauuTeNbHbIN [40, 41]. B HacTogiee BpeMs
OTCYTCTBYIOT PeKOMEHIALIMH 110 HA3HAYCHHIO 3TOTO TIpe-
rnapara nmaieHTaM ¢ MHOXECTBeHHBIMI MEHUHTHOMaMU
u Helipoguobpomatosom II Tuna, XoTst B HEKOTOPBIX CEPU-
SIX ¥ KIIMHUYECKNX HAOIIONCHUSIX UCCIIeIOBATENIN TIOJTY-
YW XOpOIIIMe Pe3yJIbTaThl ero mpuMeHeHus [42, 43].
OtMmeueH aApaMaTudeckuii 3¢ heKT IpuMeHeHUS 0eBal-
3ymala B JI€YEHUHU SMEHAUMOM, KaK B OTHOLIEHUU KOHT-
POJISI pOCTa, TaK M IS perpecca HeBPOJIOTMUYECKOTO TeHIm-
Ta [44]. [IpeguKTOpHI OTBETA HA TepaInio OeBalI3yMaboM
M3y4eHBI HEMOCTATOYHO.

Cpenn (pakTOpOB HEAOCTATOYHOTO OTBETA VTN OTCYT-
CTBUSA KIMHUIECKOTO 3¢ (deKTa MHOTHE UCCIIeIOBATEIN
OTMEYaIOT MOJIOAOM BO3pacT mauueHTa [45].

HNurnonrop EGFR/ErbB2 nmamatnan® — oguH 3 mmep-
CIIEKTUBHBIX IIPEIapaToB WIS JedeHUs] MeHUHTHOM. M3-
HaYaJIbHO OH OBUI MPEIJI0XKEeH B KAUYeCTBE aJIbTePHATHBEI
6eBam3yMa0y ISt KOHTPOJIS pocTa IIBAHHOM, HO HOBEIC
nJaHHble o B3anMocBsa3u reHa NF2 u EGFR n ycunenun
skcrnipeccn EGFR B MeHMHTeaIbHBIX OMYXOJISIX, B TOM
YUCIIe He aCCOLMMPOBAHHBIX ¢ Helipodunopomaro3om 11 tu-
T1a, TTO3BOJIVIN IPEAIIOIOXUTh, YTO OH MOXKET OBITh 3()-
(eKTUBEH NpU STUX OITyXoJsx [41].

B 2018 1. D.S. Osorio 1 coaBT. mpeacTaBUINA Pe3yJIbTa-
THI PETPOCTIEKTUBHOTO aHa/In3a 3(P(EeKTUBHOCTH JIaITaTH -
HHOa B JICUCHUN MEHUHTEAJbHBIX OITyXOJIeH Y TTAllMEHTOB
¢ HeitpopropomaTo3om II Tuma. g nccaegoBaHus Mc-
MTOJIb30BAJIMCH TaHHBIC METUITMHCKOM JOKYMEHTAIIAHN T1a-
LIMEHTOB ¢ HelipodubpomMaro3oM I Tnita, KoTopble OBUIN
BKJTIOUEHBI B KIIMHUYECKOE McciienoBaHme 3(ppeKTnBHO-
CTH JIaITaTUHNOA B JICUCHUMW BECTHOYIISIPHBIX IIBAHHOM.
[IpoaHanu3nMpoBaHBI JaHHBIC ITAlIMEHTOB, V¥ KOTOPHIX
HAa MOMEHT JIEYEHU I ObLIa HaliieHa XOTs Obl OTHA MEHUH-
reaJibHasI OITyXOJIb M KOTOPBIE CMOTJIM IIPOMTH HE MEHEe
5 KypCOB Teparnuu jJanaTuHuooM. B pesyiabraTte ObuH mpo-
aHaTM3MPOBAHBI TaHHBIE § TTAIIMEHTOB B OOIIIE CIT0KHO-
¢t ¢ 17 MEHMHIrMoMaMu K Havajy JjieyeHusi. B cpenHem
JieueHue rnpoaoskanoch 15,5 mec (5,0—21,9 mec). Ha do-
He Tepaliiy yMEHbIIIeHe 00beMa OITyX0JI1 Ha0JII01aIoCh
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B 8 (47 %) cnydasx. B 7 (41 %) ciyuasix OmyXoJb yBeJIu-
gmtack MeHee yeMm Ha 20 %, B 2 (12 %) — Oonee yem
Ha 20 %. I1o 3aBeplleHNNU KCCIIEAOBAHMUS Pa3IMYHbIE BU-
IIBI CUCTEMHOTO JICYCHUSI TIOJIyJaIr TOJIBKO 2 IMallieHTa.
ITpu aToM B 1 ciaydae CBSI3b C IMAIIMEHTOM ObLJIa MOTEPSTHA.
M3 manmeHToB, He IPOXOANBIINX B JaJTbHEUIIIEM CHCTEM-
Hoe jedeHue, y 18 % obpa3oBaHUs HE YBEIMYMBAJIUCH,
y 35 % yBenuuenue He rpeBbicriio 20 %. OavH 13 manu-
€HTOB ITIOCJIC 3aBEPIINCHUs MCCIACAOBAHMS IIPOIIET He-
CKOJIBKO KYPCOB Tepanmuu 0eBalm3yMadoM 1 3aTeM 1 Kypc
Teparmy 3BEPOJTUMYCOM C ITOJIOKUTEIBHBIM 3 (hEeKTOM
B BUIIE TIPOIOJIKEHUST YMEHBIIICHHUST 00beMa MEHIUHT ¢aTh-
HBIX OITyxoJiei [46].

B camoii 0071b1110#i HA CETOOHSIIIHUI T1eHb OMyOJINKO-
BaHHOM CEpUU CIIydaeB IPUMEHEHHUS JIAaITATUHMIOA [UTS JIe-
YeHUsI BEeCTUOYIISIPHBIX IITBAHHOM YMEHBIIIEHHE O00beMa
omnyxoju Habmomanoch y 4 (23,5 %) u3 17 nalLueHTOB,
yayuieHue ciyxa — y 4 (30,7 %) u3 13 nauuenrtoB. bes-
penuanBHAS BBDXKMBAEMOCTDb depe3 12 Mec cocTaBumia
64,2 % [47].

I[Ty6nukanuu o6 3PPEeKTUBHOCTU 3>BeEpoIMMYyca
B OCHOBHOM OITHCHIBAIOT OTAEIbHBIC KIIMHIICCKIE CITyJan
WIM Hebosblne cepuu ciaydaeB. B padore S. Goutagny
1 COABT. OITMCAHBI PE3YJIBTATHI JICUeHUS 9 IMallMeHTOB ¢ Heil-
podudbpomaTosom Il Thma n BecTMOYISIPHBIMU IIIBAHHO-
Mamu. Hu B omHOM 13 ciIydaeB He HAOIIOZAIOCh YMEHbB-
IIEeHUs pa3MepoB omyxoau Gosee yeM Ha 20 % uepes
12 Mec mocie ieyeHust, TeM He MeHee Y 5 (55,5 %) naiu-
€HTOB CYIIECTBEHHO CHM3MJIACh CKOPOCTb POCTA OITyXO-
m—c 65 %Bronno 0,5 % [48].

[Inpoko obcyxkmaeTcsi BO3MOXHOCTh Ha3HAYCHUS
Pa3IMIHBIX KOMOWHAIIWIM TIPEIIapaToB: KaK IPaBWIO, aB-
TOPBI KOMOMHHPYIOT JaITaTUHUO WIIX 3BEPOIMMYC ¢ OeBa-
mu3ymabom [49]. Ho mpoBomsITCS M TOKIMHHICCKUE
1 KIMHAYECKHUE NCCIICAOBAHUS TpacTy3yMaba, copadeHm-
0a, ceryMeTnHNOAa, UMaTUHKUOA U APYTUX LIMPOKO ITpUMe-
HSIOIIMXCS B O0IIEH OHKOJIOTUM mpernapaToB. OCHOBHOM
MIPWHIIUIT TIPU TIOMCKE MIeaTbHBIX JICKAPCTBEHHBIX KOM-
OMHAINIA; JIeYeHHE TOJDKHO HE TOJBKO 3(h(PeKTUBHO OCTa-
HaBJIMBATh POCT OITyXOJIeii, HO U BJIMSITh Ha HEBPOJIOTHUYEC-
CKMi1 e(UIINT, 00JIa1aTh IMMPOKUM CIIEKTPOM ACHCTBUS
B OTHOIIICHUHY Pa3IMIHbIX TUIIOB OITyXOJIcii, OBITH Oe3011ac-
HBIM JUTS TTAIIEHTA, a €TO Pe3YJIbTaThl MOJIKHBI COXPAHSITh-
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¢l TIocJie OTMeHBI Tepanui [41]. OTMe4eHO CHHEPTIIeCKOoe
VIIy4IeHe pe3yJIBTaTOB JIeYeHUs TP KOMOMHAIIAN Tap-
TeTHOM TepaIiy M paguoXUpyprudeckKoro IMoaxona, B TOM
YHCTIe K JICICHUIO BECTUOYIIIPHBIX IITBAHHOM.

CylIecTBYIOT OIpeAeIeHHBIC TTPOOJIEMBI TIPU BEIOOpE
JIe4eOHO-TMaTHOCTUYECKOM TaKTUKH, B TOM YUCJIE OpTa-
HuzanmoHHble. B Poccuiickoit @enepant Ha CETOMHSIII-
HUI IeHb OTCYTCTBYIOT CITEIMAIbHBIC KIIMHUKH JIJIST 00JTh-
HBIX Helfipocubpomarosom I 1 I TumoB, mBaHHOMATO30M,
XOTSI TTOHOOHBIC IIEHTPHI YK€ HECKOJIbKO ACCITUIICTUIA
ycrenrHo pyHKmnoHupytot B 3anagHoii Esporre u CIIIA.
CoszngaHne TaK1X OTICICHUH TTO3BOISIET COKPATUTD BPEMST
MWAaTHOCTHKM 3a00JIeBaHUSI, IIPOBECTH KOMILJIEKCHOE Jie-
YeHUEe M PeadINTAIIdI0, B TOM YKCIIe KOXJICApHYIO WU
CTBOJIOBOMO3TOBYIO CIIYXOBYIO MMIUIAHTALIMIO. DTH BME-
IIaTEJILCTBA TTO3BOJISTIOT COXPAHUTD CIYX Y 3TOM TPYIIIIEI
MalMEHTOB M CYIIECTBEHHO YJIYYIIAIOT UX COIMAIBHYIO
aJanTaluio U KaueCcTBO XU3HU [22, 23].

SAK/TIOYEHME

ITo naHHBIM UMeEIOIIMXCS PaOOT MOXKHO KOHCTAaTUPO-
BaTb 3HAYUTEJIbHYIO FETEPOT€HHOCTb KJIIMHUYECKOTO Teue-
HUS U, COOTBETCTBEHHO, TPOTHO3a JJ151 TPOAOKUTETbHO-
CTH M Ka4eCTBa XU3HM OOJBHBIX ¢ HEMpopHrOpoMaTo3oM
I Tuma. C pa3BuUTHEM 1 aKTUBHBIM BHEAPEHNEM B KIIMHH-
YeCKyl0 TMPaKTUKYy METOAOB MOJIEKYJISIPHOW TeHETHUKU
¥ HEMpO(U3NOJIOTHH, C TTOSIBJICHUEM B JIMTEPATyPe Pe3yiIb-
TaToB OOJBLINX UCCIENOBAHUI KIMHUYECKMX OCOOEHHOCTEM
OITyXOJIeli pa3IMYHON JTOKAIN3aLU1 IpU HeiipohrudpomMaTo-
3¢ Il Tuna, pacimpeHueM apceHasa TepaneBTUYECKMX U pa-
TUOXUPYPTUUECKUX OILIUIA BbIOOP TAKTUKU JieueHUs1 OyneT
0oJiee 000CHOBAHHBIM M OCHOBBIBATHCS B TOM YMCJI€ HA BbI-
SIBJIEHUU ONPEAEACHHBIX MyTalWiA M KITMHUYECKON KApTUHBI.

IIpeacraBieHHOEe KIMHUYECKOE HAOJIOJEHUE Ha-
MISIAHO WLTIOCTPUPYET BO3BMOXKHOCTHU MTPUMEHEHUS Y TIa-
LMEHTOB ¢ HeilopobubpomMaTo3oM Il Tuma pasnuuHbIX
METO/IOB JIEYEHUSI: JIyU€BOTO, XUPYPruueCKOTro U CUCTEM-
HoW Tepanuu. PaboTa MeXaAUCUUIUIMHAPHON KOMaHAbI,
BKJIIOYAIOLIE paauoTeparieBTa, HeBpoJora, MeauluH-
CKOTO reHeTHKa, HEMpoXrpypra, MOXeT MO3BOJIUTh YIIyd-
IIUTh PE3YJbTaThl JIEYEHUS B OTHOLLIEHUU KOHTPOJISI pO-
CcTa OMYyXO0JIM C MUHMMAaJIbHO BO3MOXHbBIM B KOHKPETHOM
KIIMHUYIECKON CUTYaIIH HEBPOJIOTHIECKUM Ie(PUITATOM.
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