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PE3IOME. 310kauyecTBeHHAsi MeJAHOTHYECKAsl ONYX0/1b 000J104ek nepupepuyeckux Hepsos (3MOIIH) — kpaiine
peaKasi H030JI0THsl, KOTOPAasl 10 MOCJIeAHNM JaHHBIM, XapaKTepU3yeTcsl arpecCHBHBIM KJINHIYeCKHM TedeHHueM, HeCMOTPsI
Ha OTCYTCTBHE T'HCTOJIOTHYECKHX NMPHU3HAKOB aHAIIa3MM, B CBSI3M ¢ YeM B mocjenHeii kiaccupukammm omyxoneii [IITHC
BO3 2021 rona 051710 H3MeHEHO ee MOJ10KeHHe B PyOPHKAILIMH OIyX0J1eil HepBOB U3 pa3/ieJia 100poKaYeCTBEHHbIX HA 3JI0Ka-
YyecTBEHHBIE, OIHAKO, /10 CHX MOP HET 0OLIEeNPHHSITHIX CTAHIAPTOB BelleHHs TAKNX NalHEeHTOB.

OIIUCAHUE CJIYUYAS. Ms1 npeacrapiasieM peakuii ciayyail SMOIIH y skeHmuHbl 36 JieT ¢ napapepTedpajbHbIM
oopasopannem Th4-Thé no3BonkoB, 6e3 meracTa3zos. Ilocie XUpypruyeckoro JiedeHusl Mo pe3yabTaraMm MopdoJornye-
€CKOr0 1 HIMMYHOTHCTOXHMHYECKOIr0 HCCJIe0BAHNs Oblja BepuHIIPOBaHA 3/10Ka4eCTBeHHAs MeJIaHOTHYecKasi OIyXoJIb
000s104ek nepupepnyecKHX HEPBOB, KOTOPasi OTIHYAJIACH OT MeJAHOMbI HHU3KOI NMPOIH(epaTHBHOI AKTHBHOCTHIO, OT-
CyTCTBHEM MHTO30B, HEKP030B, HHBAa3HBHOI0 POCTa, MeTACTA30B, 4 TAK:Ke HAIMYHEM KarlcyJibl, KHCTO3HOT0 KOMIIOHEHTA,
CBSI3H C HEPBOM.

3AKJIIOYEHHUE. Onucannblii KIMHUYECKHIA cjydyail peaKoii omyxo/iM HEpPBOB MOIYEePKHBaeT KJIKYeBoe 3HAYeHUE
Mop(doioruuecKoro uccjie 0BaHus s onpee/ieHUs cCTeNeHH aHAMJIA3HH oMmyXoJieii 000J104eK nepruepuyecKuX HepBOB.

KJIIOYEBBIE CJIOBA: onyxoau 060Ji04ex nepugepuiyeckux HepBoB, 3aHee Cpel0CcTeHHe, 3JI0KaYeCTBeHHbIe HOBO-
0o0pa3oBaHus HEPBOB, Helipopudpomaro3, BuaeoTopakockonus, BATC.
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SPORADIC MALIGNANT MELANOTIC NERVE SHEATH TUMOR:
RARE CLINICAL CASE
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ABSTRACT. Malignant melanotic nerve sheath tumor is rare disease which is characterized by aggressive clinical
course. In classification of tumors CNS WHO 2021 has been changed its position from benign to malignant nerve tumors,
however, there are not guidelines for treatment such patients.

CASE REPORT. We present a rare case of MMNST in a 36-year-old woman with a paravertebral tumor of Th4-Th6
vertebrae, without metastases, mitosis, necrosis, invasive growth, with low proliferative activity, also presence of capsule,
cystic component, growth from nerve — these features help distinguish from melanoma. CONCLUSION. The clinical case
of a rare nerve tumor underscores the key importance of morphological research in determining the degree of anaplasia of
nerve tumors.

KEYWORDS: nerve sheath tumors, posterior mediastinum, malignant neoplasms of nerves, neurofibromatosis,
videothoracoscopy, VATS.
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BBenenne. 3n10kauecTBEHHBIC METAHOTHICCKHE OITY-
XOJIK 000JIOUEK HEPBOB (paHEe METAHOTHYCCKHUE IIBAH-
HOMBI) TPEICTABISIFOT COOOM pelKhe MATMEHTHPOBAaH-
HBIC OIYXOJIH IIBAHHOBCKOTO MPOUCXOKICHUS, KOTOPEIC
Yarie BCETo JIOKAIM3YIOTCS M0 XOAY CITMHHOMO3TOBBIX
HEPBOB, XOTS OMKCAHBI CIyYad BOBJICUCHUS MO3IKECUKA,
OpOUT, >KEeNMyIOYHO-KUIIEYHOTO TpaKTa, cepiua, OpoH-
XOB, TICUCHH, MATKWUX TkKaHed u koxku. 3MOIIH uyarmie
BCEro HAOJIOJAETCs y MAalMeHTOB CPEIHEro BO3pacTa
(3040 neT) ¢ onMHAKOBOW PacCHpPOCTPAHEHHOCTHIO Cpe-
JW JTUI] MY>KCKOT'O M )KECHCKOTO 110J1a. KJ'II/IHI/I‘ICCKI/I MOXET
NPOSIBIATHCS B BUJE OOJM, HAPYIICHUI YyBCTBUTENIBHO-
CTH, 00BEeMHBIM 00pa3oBaHueM ¢ Macc-3((HEKTOM, C HITH
0e3 HEeBPOJOrHYecKoro Ne(HIUTa; NP HAJUYUUA MeTa-
CTa30B MOTYT IPOSBIIATHCA CHCTEMHBIEC IIPU3HAKH: AbIXa-
TeNbHAs ¥ MEeUYEeHOYHAs! HEJOCTAaTOYHOCTh. 3aboeBaHne
MOXET acCOIMUpoBaThes ¢ Kommiekcom Kapuu B 50 %
CIIy4aeB W B TaKHX CIy4asx MOXET MaHU(ECTHPOBATH
Ha 10 JeT paHbIIe MO CPABHEHHUIO CO CIIOPAIMICCKUMHI
aHaJoraMy, a Tarke MposBIATECS (1o 20 % cmywaes)
MHOXECTBEHHBIMH 00pa3oBaHmsiMA. OIyXonb BCTpeda-
€TCs JOBOJBHO PeIKo, cocTaBisia <1 % omyxoneit 060o-
4eK HepBOB. Bpaum gacto He 3HaKOMBI Kak ¢ auddepen-
MUAEHONW AMAarHOCTHKOW, TaK ¥ C ONTHUMAJBHBIM Jieue-

3XO0-KI': @B - 63%, C[UIA Hopma.

HHEM HOBOOOpa3zoBaHHi. [1o TaHHBIM JTy4EeBBIX METO/IOB
uccienoBanus auGpepeHaIbHbIA UAarHO3 OITyX0JIei
HEpPBOB HEBO3MOKEH, TAK KAK MHOTHE 0COOCHHOCTH HEl-
POBH3yaIU3aIMM COBIAAAIOT CO IIBAHHOMAMU M HEHpo-
dhudbpomamu. OImyXoJib YacTO BBITVISIUT KaK OTPaHUYCH-
HOe 00pa3oBaHKe, MHOI/Ia MOXKET HaOIOaThCs MECTHAs
MHBA3Ms B OKpY’Karolline KOCTHbIE TKaHU. TeM He MeHee,
3JI0KaYeCTBEHHBIE MEJIAHOTHUECKHE OITyXOJIH 000JI0UeK
HEPBOB MOTYT OBITh YpE3BBIYAMHO arpeCCHUBHBIMH, U Jie-
YEHHE 3TUX OITyXOJIeH 3HAYUTENFHO OTINYAeTCs OT HX
nmo0pokadecTBeHHBIX aHajoroB [ 1-3]. IIpu ructomormnye-
CKOM HCCIICIOBAHUN HOBOOOPa30BaHHE XapaKTePU3yeTCs
HaIMYAEeM UMMYHO(EHOTHITA KJIIETOK KaK ITBAHHOBCKOM
(S100, SOX10), Tax n MmeraronuTtapaoi (S 100, SOX10,
HMB-45, Melan-A) nmuaun. HoBooOpa3oBaHme xapax-
TEepHU3yeTCss COOCTBEHHBIM METHIISIIHOHHBIM MPOQIIEM
JHK, oTnMYHBIM OT IIBAHHOM M MEJAHOM, a TaKXKe OT-
cyrcrBueMm mytauuidi BRAF, NRAS, TERT, uro no3so-
nsiet quddepeHnnpoBaTh OT METACTa30B MEJIAHOM KOXKH.
Ha ceropnsmHui 1eHb HE CYIIECTBYET CTaHIAPTHBIX
pyxoBoacTB 1o sedennro 3MOIIH [1, 4-6]. Mu1 npen-
craBisieM penkuil coydait 3SMOITH y xenmuzsl 36 net
¢ mapasepTeOpanbsHeIM 00pa3oBanueM Th4-Th6 nmo3son-
KOB, 03 MHBa3HU B OKPYKAIOIINE TKAaHU 1 METAaCTa30B.

BATC cnesa, ynaneHue onyxonv 3anHero

:XCHO.A cpepocTeHmna.
NPOTMBONOKA3AHMA K r
ONePaTUBHOMY NEYEHUIO HET. b B
c
JKenwwmna 36 ner. MocTynuna B TopakanbHoe % MO A@HHBLIM FUCTONOrUYECKOrO
MpodunaxkTuueckan oraenenue OKB1 ¢ xano6amu Ha ) %
dnwoporpadua: AMCKOMEOPT B rPyAHON KNeTKe cneea, MeNnaHOTHYeCKan onyXxons
BbIABNEHB! U3MEHEHUA Pt Ha npt 060/104eK NePUDOPHISCKHX
4 4
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Nposepnexa KT. 3axkniouenue: \4 KOHCHNMYM: y4MTBIBAA BO3PACT,
napasepTebpansHoe 06 beMHoe aHHbIE OGBEKTMBHbIX U
obpa3osaHue Ha yposHe Th-4-Thé UHCTPYMEHTANbHbIX
NO3BOHKOB CAEBA, C OGWNMM WCCNOA0BAHNIA NPHUHATO
pasmepamy 37x31x50Mm PeLIGHUE HAUATD NIeYeHMe C
(HeBpuHOMa?). XWMPYPru4ecKoro arana.

Y31 numdoysnos: runepnnasua

NOAHMKHEHENOCTHLIX,
NOAMBILIEYHbIX ¥ NAX0BbIX

NrMcoy3nos ¢ 06emnx CTOPOH.
Y3W OBIN: 6unnuapHbiii cnanx,
KOHKPEMEHT XKE/I4HOrO Ny3bipA.

KTOBM, OMTulMc

METacTaTUYeCcKOro NOPaXEeHUA He
BbIAB/EHO.
KT OTK. 3aKnioueHme: COCTORKUE nocne
yAaneHua 06pa3osannA 3aaHero

6e3
06pa30BaHui.

Pucynok 1. XpoHoJiorus passutus 3a6onesanusi. Figure 1. Timeline of disease development.
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Onucanne cayyas. Kenmwuua 36 nmeT mocrynuia
B TopakanbHoe otaenenne OKB1 ¢ xamobamu Ha Awc-
KoM(popT U 00 B TPYOHOH KIETKE CJIeBa, KOTOPHIE
YCHUIIMBAJIUCh Ha MPOTSXKEHUH MOCIECAHUX MOIyTOpa Me-
csiieB. Vi3MeHeHHs B JIETKUX OBLIM BBISBIICHBI NIPH MPO-
XOXKICHAHN MPO(UITaKTHIeCKOr (irrooporpaduu; 1Mo gaH-
HBIM KOMITBIOTEpHOU ToMoTpaduu (prc. 2A-B) 65110 06-
Hapy>XeHO HapaBepTeOpaibHOe 00beMHOE 00pa3oBaHUE
Ha ypoBHe Th-4-Th6 mo3BOHKOB clieBa, OOUIMMH pas3-
Mepamu 37x31x50mM. [lo gaHHBIM aHaMHE3a ajIEpPru-
YecKHe peakIud, KypeHHe, XpoHndeckne 3a001eBaHus,
nH(APKT MUOKap/a, OCTPOE HAPYIICHHE MO3TOBOTO KPO-
BOOOpaIIeHNs, caxapHbIi JHa0eT, TelaTuThl, TyOepKy-
JIe3, SI3BEHHYIO OOJIE3Hb XKeTyaKa, IepeHEeCEHHbIE paHee
orepaiyy NanueHTKa orpunana. [1o TaHHbIM 0OBEKTHB-
HOTO OCMOTpa: 0011ee COCTOSHNE Y/IOBIETBOPUTEIHHOE;
CO3HaHHME SCHOE; MTOJIOKeHUE aKTHBHOE. KoykHBIE TOKPO-
BbI (PM3MOJIOTNYECKON OKPAcKH M BIaXXHOCTH. JpIxaHue
B JIETKUX BE3UKYJISIPHOE, TPOBOIUTCS 110 BCEM JIETOUHBIM
nosisiM, xpuroB HeT. Y/[J1 17 B mun. ToHbI cep/nia sicHbIe,
purmuusbl. [Tynec 75 ya B muH. JKuBoT Markuii, 6e360-
ne3neHHbIi. CTyi, Tuype3 0e3 MaTojJorHuecKux 0COOCH-

HocTel. JlokanmpHBIN cTaryc: mepudeprueckne TuMdo-
y3ubl He anbrupyorest. 9XO-KI': @B — 63 %. Kapan-
oror: XCHO. AGCOIOTHBIX TPOTHBOIIOKA3aHUH K OTepa-
THUBHOMY JiedeHHIo HeT. Y3U numdoy3noB: runepruiasus
MOHIDKHEUETIOCTHBIX, TOJAMBIIICYHBIX W MaxOBBIX
mM¢oy3noB ¢ obenx cropod. Y3U OBII: OmmnmmapHbIit
CJIQ/K, KOHKPEMEHT JKEITYHOro Iy3bipsa. Koncuimmym:
YUUTHIBAsl BO3PACT, IaHHbIE OOBEKTUBHBIX X HHCTPYMEH-
TAIBHBIX HMCCIICOBAaHUN NMPHUHSATO PEIICHHE HadaTh Jie-
yeHHe ¢ xupyprudeckoro srana — BATC cnesa, ynane-
HHE OITyXOJIM 33JHEr0 CPEeJ0CTEHHS; MaKPOCKOIHYECKH
OITyXOJIb ObliIa CBsI3aHA CO CIIMHHOMO3TOBBIM HEPBOM,
MMeJa Karcyiry ¥ KHCTO3HBIH KOMIOHEHT. [Ipu cpouHoM
MHTPAOIIEPAIIOHHOM T'HCTOJIOTHYECKOM HCCIIEIOBaHUH
Mopdosornyeckas KapTuHa Obl1a MOA03PUTEIbHA B OT-
HOICHUN KHUCTBI CPEAOCTECHNUA U HEBPUHOMBI C KUCTO3-
HBIMHU M3MeHeHusMu. [1o JaHHbIM HOCHeOHepaHHOHHOﬁ
KOMITBIOTEpPHAs] TOMOTpa(uu rOJIOBHOTO MO3Ta, a TaKKe
OpraHoB OPIOIIHOW MOJOCTH M MaJoro Ta3a MeTacTaTu-
4eCKOro opakeHus He ObLI10 BhIsiBIIeHO. [1o manubM KT
OI'K mocne omnepamnuu: COCTOSHUE MOCTE YAAIeHUs 00-
pasoBaHus 3a7HETO cpenocTenus (puc. 2 I'-H).

Pucynok 2. KomnborepHas ToMorpagusi OpraHoB rpyIHoii KJIETKH ¢ BHYyTPMBEHHBIM 00JIOCHBIM KOHTpacTHpoBaHueM. JKeToii

CTPeJIKOii yKazaHa onyxoJib. A, B, B— 10 onepauuu. B pédepHo-no3BoHOYHOM YTy cJjieBa, 10331 HUCXOISAIIEro 0T/e/1a A0PThI,

Ha ypoBHe 4—6 Me:KpEGepHBIX IPOMEKYTKOB Olpe/eJisieTcs KUCTO3HOoe 00beMHOoe 00pa3oBaHue APOBHIHOI (popMbI, ¢ YeTKUMH

POBHBIMM KOHTYpPaMu pazMepamu 37x31MM akcuajJbHO 1 50 MM BePTHKAJIbHO, OAHOPOIHOM CTPYKTYPbI, INIOTHOCTbIO +20+24HU.

Jlumparuyeckue y3ibl He yBesauuensl. I, /1, E

— [ocJie onepanuu. CocrosiHue nocJjie yaajgenust oﬁpasonamm 3aiHero cpe1ocreHus,

B 00J1ACTH ONEePATMBHOI0 BMeIIATeIbCTBA (€3 J0NOJIHUTeIbHBIX o0pa3oBanuii. 7K, 3, U — KT rosoBHoro mo3ra, 6pouHoi noaocTu

M MAJIOro Ta3a ¢ BHYTPUBEHHBIM KOHTPACTHPOBAHHEM: METACTATUHYECKOI'0 NOPAKEHUA HE BbIAABJICHO.

Figure 2. CT scan of the chest organs. Zone of the changed signal is indicated by the yellow arrow. A, B, C — pre-op. D, E, F — post-op.

G, H, I — brain CT, CT of abdominal and pelvic organs after surgery: no metastatic lesion detected.
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Ilo paHHBIM THCTOJOTMYECKOTO MCCIIEAOBaHMA
(puc. 3) 6buta BepuUIMpPOBaHa 3JI0KaYeCTBEHHAs Me-
JIAHOTHYECKasl OMyXoJib 000J04YeK NepUudpepruiIecKux
HEPBOB. MUKPOCKONINYECKH B MCCIEIyeMOM Marepua-
JIe OTIpeNeNsiIach NHKAICYIMPOBAaHHAs OIyXOIb, IPe-
CTaBJICHHAS BEPETCHOBUAHBIMHU KIIETKAMH C BBITSIHY THI-
MU THIIEPXPOMHBIMH SAPAMH U CBETIIO303NHO(DUIBHON
IUTOIIa3MOH, KIETKH (DOPMHUPOBAIN pa3HOHAIPaB-
JICHHBIE ITyYKH, OTMEYanach TEHACHIHSA K NEepUBACKY-
JISIPHOM apaH)KUPOBKE KIETOK; yMEPEHHBINA KIETOYHO-
SIEPHBIA TOIMMOP(H3M; OTMEYaJIOCh OYaroBO€ CKO-
IUIEHUE TEMHO-KOPUYHEBOTO IIUTMEHTA, KOTOPBIH IpaK-
TUYECKH HEe M3MEHSUICS TpH oKpamwuBaHuu 1o [lepicy
(puc. 3B), 4TO MO3BOJIMIIO HUCKIIOYUTH T'€MOCHICPUH.
MWuT030B, HEKPO30B, MHBA3UBHOTO POCTa B KarlCylly

I, E, K, 3, 1, K

Pucynoxk 3. A-K. Pe3yabTraTsl MOP$0I10ru4ecKoro HecJae0BaHuU.
A) Okpacka reMaTOKCHJIMHOM H 303MHOM, MACIITad: 2 MM.

B) Okpacka reMaToOKCHJIMHOM M 303MHOM, 10 Ban I'u3ony, X100.
B) Okpacka reMaToOKCHJIMHOM ¥ 303HHOM, 10 Ilepicy x600.

I') Oxpacka reMaTOKCHJIMHOM H 303HHOM, X600.

1) Oxpamusanue S 100 B onyxoJeBbIx kiaerkax. UI'X, x600.

E) OxpamuBanue Melanoma cocktail B onmyXxosieBbIX KJeTKax.
HUrx, x600.

7K) Oxpammusanue Ki-67/MIB 1 B onyxosieBbIx kierkax. UT'X, x600.
3) Oxpamupanne GFAP B onyxoneBbix kierkax. UI'X, x600.

W) Oxpamusanue NF1 B onyxosieBbix kierkax. UT'X, x600.

K) OkpammBanue NF2 B onmyxoseBbix kieTkax. HI'X, x600.

Tom XV, Ne3, 2023

He ObUIO BBIABIECHO. OMyX0jb HE MOAJIEKHUT Tpalalliu
mo mkane FNCLCC. IIpu WMMyHOTHCTOXHMHYECKOM
nuccnenosannn (puc. 3/[-K) B omyXomeBBIX KIIeTKax
HaOmonanace skcupeccus S 100, MelanA, wmemano-
Ma-kokteinb, CD 56, PGP9,5; 6e3 sxcpeccun GFAP,
multiCK, CD45. Unnekc nponnpepaTuBHON aKTHBHO-
ctu o Ki-67/MIB 1 1o 3—7 % (omeHuBajics B ygacTkax
6e3 mmrmenra). [Ipu mpoBeAeHUHM MOIOIHUTEIHHOTO
MMMYHOTHCTOXMMHUYECKOTO HCCIICOBAHUS C HCIOIb-
30BaHHWEM CYpPpOTaTHBIX OMOMAapKepOB JUIS BBISBICHHS
MOJIEKYJISIPHBIX T€HETHYECKHX ajbTepaliii B HeHpo-
¢ubpomune (NF1) n mepaune (NF2) Obuta BbisiBICHa
9KCIPECCHs BO BCEX OIMYXOJEBBIX KJIETKAX, YTO CBHJIE-
TEJNBCTBYET 00 OTCYTCTBUU MYyTallUi, XapaKTePHBIX JJIs
HeiipoduOpomarosa 1 u 2 TUNOB.

Figure 3. a-e. Histological features of MMPNST.

a) Staining with hematoxylin and eosin, scale: 2 mm.
b) Staining with hematoxylin and eosin, Van Gison x100.
¢) Staining with hematoxylin and eosin, Perls x600.
d) Staining with hematoxylin and eosin, x600.

e) Staining with S100. IHC, x600.

f) Staining with Melanoma cocktail. IHC, x600.

g) Staining with Ki-67/MIB 1. IHC, x600.

h) Staining with GFAP. IHC, x600.

i) Staining with NF1. IHC, x600.

j) Staining with NF2. THC, x600.
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Oocy:xnenue. OnHCaHHBIA KJIMHHYSCKUH CIydan
pEIKOH OITyXOJIM HEPBOB NMOIYEPKHBACT KIIFOUEBOE 3HA-
YyeHHe MOP(OIOTHUECKOTO HCCIENOBAHUS IS OTIpEAEIie-
HUSI CTETIEHH aHAIUIa3|H OIyXoJeii 06omodek nepudepu-
YeCKUX HepBOB, AH((epeHINaIbHbIA JHAarHO3 KOTOPBIX
HEBO3MOXXCH Ha OCHOBAHWH JIy4eBBIX METOLOB HCCIIE-
noBaHusl. CremyeT OTMETHTh, YTO HECMOTPS Ha CXOXKHI
C MEJIIaHOMOH WMMMYHO(EHOTHII W THCTOJOTHYECKYFO
KapTHHY, OMyXOJb B HaIIeM HaONIONCHUM OTIMYaeTCs
HaJIMYMEM KJIMHWYECKUX IPH3HAKOB MOPAXKEHHS HEpBa
(OomeBoit cHHOPOM) HU3KOH TponH(epaTHBHOW aKTHB-
HOCTBIO TI0 Ki67 M OTCYTCTBHEM MHUTOTHYECKUX (QHUTYP
Ha CBETOONTHYECKOM YpPOBHE, a TaK)Ke OTCYTCTBHEM HH-
Ba3MBHOTO POCTa; JOIOJHUTEIHHO OITyXOJb OblLIa orpa-
HUYEHA KalCylol, MaKpOCKOITMYECKH Oblla BBISBIEHA
CBSI3b C HEPBOM, HAJIMYME XapaKTEepHOH Ui OIyXoJsieH
HEpBOB (B YaCTHOCTH, ISl IIBAHHOM) KHCTBI, YTO I103BO-
JsieT Bepu(UIMPOBATh 3JI0KaY€CTBEHHYIO MEIaHOTHYe-
CKYIO OITyX0JIb 000JI04eK neprudeprnieckux HepBoB. Tem
HE MEHee, ake HECMOTPs Ha OTCYTCTBHE KJIaCCUYECKHUX
THCTOJIOTHYECKUX MPU3HAKOB aHAIUIa3uH (HEKPO30B, MO-
BBILICHHOW MpONK(epaTnBHOM aKTHBHOCTH, MHTO30B,
WHBa3UH B OKPY)KalOINE TKaHU, METACTaTHYEeCKOro MO-
paXeHHs), MO pe3yibTaTaM IOCIEIHUX JIUTEePaTyPHBIX
HCTOYHHMKOB OBLIO JI0Ka3aHO OoJiee arpecCHBHOE KIIMHU-
YECKOE IIOBEJCHHE 3JI0KaYECTBEHHON MEIaHOTHYECKON
OIyXOJI 000JI0YeK Hepu(epuueckux HEpBOB IO CpaB-
HEHHUIO CO IIIBAHHOMOW — MMEET MECTO PUCK Pa3BUTHS,
KaK MECTHBIX PEIIUANBOB, TaK U OTAAJIEHHBIX METACTAa30B
B 26—44 % ciy4aes, Ipu 3TOM ObIIIM COOOIEHNUS, YTO TIPH
5-JIeTHEM HAONIONEHUH IMAIIHEHTOB TONBKO 53 % mmenn
crabmipHOe TeueHme 3abomnesanus [1-2, 5-9]. Orcyr-
CTBUE MOJIEKYJSIPHO-TeHeTHUeCKuX anbrepaiuii B NF1
u NF2 cBUIETENbCTBYET O HAIMYUM Y BBILICONMCAHHON
OITyXOJIM COOCTBEHHOTO ITaTOTEHETHIECKOTO Iy TH, HECBS-
3aHHOTO C pa3BUTHEM LIBAHHOM U HeHpo(rOpomM; B HacT-
HOCTH, JUIS JTaHHOW HO30JIOTMH XapaKTCPHBI MyTallH
PRKAR 1A. V Hamrelt nanueHTKH B OKaiIieM mocie-
OIIepallMOHHOM IepHoJie ¥ HaOIOAEHNH Ha MPOTSHKCHUH
MOJTyTO/Ia TIOCIIe Ollepalvy He HaOJoIanoch pery/IMBOB
W MEeTacTaTH4ecKoro nopaxenus. Heobxoqumo nansHew-
1Iee JUHAMUYeCKoe HaOIIOJCHUE C LIeNIbI0 CBOEBPEMEH-
HOTO BBISIBJICHUS BOSMOXKHBIX OCJIOXKHEHUIT 3a0051€BaHusl.

3akmouenne. OCBEIOMICHHOCTh O KIMHHYECKUX
MPOSIBICHUSIX 3a00JICBaHUSA, HAPSAY C KPUTHICCKUM
MOHUMAaHHUEM THUCTOJIOTHYCCKOH KAPTHHBI MMEET pellia-
Iolee 3HA4YCHHUE IS MMOCTAHOBKM TOYHOTO JMArHO3a.
Huarnoctuka 3MOIIH pomkHa coyeTarb MYJIBTUMO-
JTATBHBIA TIOIXOT, TAKXKE JTOJDKHO OBITh BHIMIOIHCHO TTOJI-
HOE€ FICCEUCHUE OIYXOJH C TOCICAYIONINM JTUTEIBHBIM
HaONFOZICHUEM 32 TanmeHToM. HeoOxoaumo nansHeimee
W3yUYCHHE MOJICKYJISIPHO-TCHETHUCCKUX aHOMAIUH MpH
JTAHHOM MATOJIOTHH C LENBI0 Pa3paboOTKH TapreTHOU Te-
pamuu.
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