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Iexp ucciemnoBaHus — YCOBEPIIIEHCTBOBATD METOIBI IMATHOCTUKY U Jie-
YeHUs MalMeHTOB ¢ Heilpodubpomatosom 1 tuma (HD-1) u BeIsiBICHUE
IIPHOPUTETHOTO BO3PACTHOTO IEpHOAa IS XUPYPTUUECKOTO BMEIIATEThb-
CTBa y OETEN.

Oo0bekTh 1 MeTOnbl. [Ton HabOneHeM ObITO 142 ManieHTa B BO3pac-
Te oT 3 MecsiieB mo 75 neT. Jlnarnoz HM®-1 6bUT MOATBEPXKICH MOJICKYIISIP-
HO-TeHETUYCCKUM HCCIIeoBaHMeM Y 117 marieHToB, Cpear KOTOPHIX OBLIN
JIETH B BO3PAcCTe OT 3 MecsIeB o 18 JeT.

PesynbraThl. Y 117 06cnenoBaHHBIX MAMEHTOB, CPEAU KOTOPHIX ObLIU
IIETH B Bo3pacTe OT 3 Mecs1eB 10 18 set, moms HaciaemoBanus HD-1 1 crioH-
TaHHOI MyTalMu reHa 17-it mapbl XpOMOCOMBI C JUIMHHBIM TLJIEYOM COCTa-
Bua 50% x 50%. Hukakux pasinduii 1o moJioBOMY MPU3HAKY BBISIBICHO HE
ObLIO.

[Mpu panneii nuarHoctuke H®-1 u MakcuMaibHO BO3MOXHOM pa-
MUKAJIBHOM yAaJIeHUM HeMpoduOpOMaTO3HBIX TKaHEH B 00JACTH TOJOBBI
U 1116 HUKAKOTO PeLIMAMBa OIYyXOJIM He HAOJIoIalIN.

Habnonenue 3a mammeHtamu mnponposkaioch 10 ner. Bee manmeHTs
OBLIM TPOJICUYEHBI cpa3y Ke Mocje MOATBEPXACHUST TuarHo3a. B mepuon
TOPMOHAJIbHOI aKTMBHOCTU Mbl PEKOMEHIYEM BO3IEPKaThCs OT XUPYPIU-
YECKOTo JIeUeHUsl U MIPOBOAUTD OOTYIMHOTepanuio. Ha ceromHsHuii 1eHb
30JIOTBIM CTaHIAPTOM JICUCHUSI SIBJISIETCS] XMPYPTrUuuecKoe yaajieHue Heitpo-
¢dudpom.

3akmouenne. Heitpoudbpomaros I tTuma — Tsikenoe HacaeaCTBEHHOE
3abosieBaHue, TPUBOMISINCE K CEPbEe3HBIM aHATOMO-(DU3UOJIOTUICCKUM
U 3CTeTUYCCKMM HapYIICHUSIM. XUPYPTUYECKOe JeUCHHE MOJKHO OBITH
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MPOBEICHO ITOC/Ie YCTAaHOBJICHUs aAuarHosa. Ilocie pamukaibHOTO amaeK-
BaTHOTO yaajieHWs HelpoduOpoM pelnuauBa WM IPOMOJIKEHUsI pocTa
OIyXO0JIM He Habonanu. B meprnon ak TMBHOM rOpMOHAIbHOI ITepecTpOKu
1eJecoo0pa3Ho TMPUMEHSITh KOHCEPBAaTUMBHYIO Tepanuio. B Hacrosiiee
BpeMsi pa3pabaThIBalOTCsS HOBBIE JIEKAPCTBEHHBIE CPENCTBA IS JICUYCHUS
HelipodubpomaTosa | Tuna. DkcnepuMeHTaIbHbBIN MpenapaT AstraZeneca
«CeyMeTUHUO» AaeT O0JIbIIIME EPCIIEKTUBBI U MMOJYYUI CTaTyC OpaHHOrO
npernapara oT peryJsTopa 3apaBooxpaHeHust CIIIA.

KmoueBbie cioBa: HelipodubpomMaros; Helipodudpoma; 6one3Hb Pek-
JIMHTXay3eHa; HepBHasl CCTeMa; KOXHasl Helipoduopoma.

CURRENT VIEW OF THE EPIOPATHOGENESIS, DIAGNOSIS
AND TREATMENT OF GENERALIZED NEUROFIBROMATOSIS
TYPE 1 AMONG CHILDREN AND AMONG CHILDREN
AND ADULTS

Zarichansky V. A."2, Yegiazaryan A. K.!, Sogachev G. V.!

'National Medical Research Center “Central Research Institute of Dentistry
and Maxillofacial Surgery”; ?Republican National Research Medical
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The aim of the study is to improve the methods of diagnosis and treat-
ment of patients with neurofibromatosis type 1 (NF1) and to identify the pri-
ority age period for surgical intervention in children.

Objects and methods. There were 142 patients at the age of 3 months to
75 years under our observation. The diagnosis of NF1 was confirmed by mo-
lecular-genetic study in 117 patients, which of them were children aged of 3
months to 18 years.

Results. 117 examined patients, which of them were children aged of 3
months to 18 years, the percentage of inheritance of NF1 and the sponta-
neous mutation of gene of the 17th pair of the long arm chromosome was
50x50%. No gender differences were observed.

In an early diagnosis of NF1 and to the maximum extent possible of radi-
cal removal of neurofibromatous tissues in the head and neck area, we did not
observe any recurrence of the tumor.

The observation of patients lasted 10 years. All patients were treated
immediately after verification of the diagnosis. During the period of hormonal
activity, we recommend abstaining from surgical treatment and conduct
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botulinum therapy. To date, the gold standard of treatment is surgical removal
of neurofibromas.

Conclusions. Neurofibromatosis type 1 is a severe hereditary disease that
leads to severe anatomo-physiological and aesthetic impairments. We have
an opinion that surgical treatment should be performed after the diagnosis
has been established. According to our observations, after radical adequate
removal of neurofibromas, there is no recurrence or continuation of tumor
growth. During the period of active hormonal restructuring, it is advisable
to use conservative therapy. New drugs for the treatment of neurofibroma-
tosis type 1 are currently being developed. AstraZeneca’s experimental drug
“Selumetinib” gives great prospects and has received orphan drug status from
the US health regulator.

Keywords: neurofibromatosis; neurofibroma; Recklinghausen’s disease;
nervous system; cutaneous neurofibroma.

Beenenune. Heiipopuodbpomaros I tmna (H®-1) Hacienyercs mo ayro-
COMHO-JIOMUHAHTHOMY Tuiy, coctaBisieT 40% OT Bcex ayTOCOMHO-JIO-
MUWHAHTHBIX 3a00JI€EBaHUI C TOJHOW TEeHEeTpalMeld, CTENeHb MYyTalluid
BbIcoKast (50% HoBbIX MyTanuii) [2]. PucK poxneHus pebeHKa ¢ Helipodu-
6pomarosoM | Tuma ot 60JIbHOTO YesloBeKa cocrapisieT 50% 1pu reTepo-
surote u 100% npu romo3urote. B mosoBuHe HaOMONCHUM 3a00IeBaHIE
SIBJISICTCSI HACJIGACTBEHHBIM, B TIOJIOBUHE — PE3YJIbTaTOM CITOHTAHHOM MYy-
tauuu. |3, 5]. [TooMKa reHOB, MPUBOASIINX K Pa3BUTHIO Helipopudpoma-
To3a | Tuma, ABIsIeTCsSl caMoiil BBICOKOI M3 U3BECTHBIX JIJISI TEHOB YeJIOBEKa.
3aboseBaHKe OAMHAKOBO YaCTO BCTPEYACTCS Y MY>KUMH M Y KSHIIUH, Y 1 U3
3500 HoBOpOXAeHHBIX. YacToTa 3a001€Ba€MOCTH HE OTJIMYAETCSI B pa3HbIX
reorpauueckux peruoHax u Cpeau STHUYECKUX Ipynil [4].

I'en HO®-1 sBisieTcst OMHUM M3 OCHOBHBIX T€HOB — CYIPECCOPOB OITy-
X0JIEBOTO pOCTa IJIsi TIOJIOBMHBI TKaHEil opraHu3Ma, B IEPBYIO ouepelnb
HEMPO3KTOAEPMAIbHOTO MPOUCXOXICHUS, MPoIrdeparst KOTOPhIX OIpe-
JensieTcst cucteMoii 6enkoB Ras. T'eH, orBeTcTBeHHBIN 3a pa3putie HD-1,
pacmoyioXeH B MepULIEHTPUYECKO 00J1acTU MTPOKCUMAaJIbHOM YacTu IJIMH-
Horo ruieda 17-it xpomocomsl B Jiokyce 17q 11.2 onpenenex B 1987 rony |1,
3]. Ero xioHupoBaiu U pacuiidpoBaiu KakK MEPBUYHbBIIA MPOAYKT reHa
B 1990—1991 romax [3]. danee mpoBoAUIN pabOTHI IO SKCIEPUMEHTAIBHO-
MY MOJETUPOBAHUIO [S] ¥ TeHHOM AUarHOCTUKe [4].

I'en HD-1 coctout m3 400 Thics4 HYKJICOTUAHBIX Map U U3 61 3K30Ha.
B HeM comepxkutcsi MH(MOpPMAaLMs, OTBETCTBEHHAsl 3a CHMHTE3 Helpodu-
opomuHa (280 kD), koTopslii momaBisieT OesTeIbHOCTh OHKoOenka p2l.
LleHnTpanbHblil JOMEH HelipohuOpOMUHA MMEET CXONCTBO C CEMENMCTBOM
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I'T® — akTUBHUpYEeMBIX OCJIKOB M BBIMTOJIHSIET B HOPME HETaTUBHYIO pery-
JIIMIO MenTUa0B Ras myTeM KaTajM3aluu peakiiuy TUAPOJM3a aKTUBHO-
ro 'T® — ceazanHoro Ras B HeakTuBHY0 [JI® — cBsi3anHyio ¢popmy Ras
[3]. TIpu pa3BUTUM MyTallMM B T€HE MPOMCXOAUT IMOoTepsi (PYHKIMOHATb-
HOIl aKTMUBHOCTM HeiipoduOpuHa, YTO BeAeT K OHKOT€HHOM aKTMBHOCTHU
Ras u knerouHoit mpoaudepauuu [2], mpuyemM, He TOJbKO IIBAHHOBCKUX
KJIETOK, OKYTBIBAIOIIUX OTPOCTKU HEWPOHOB, HO U (HUOPOOJIACTOB, TyU-
HBIX KJIETOK, JTUMGOIUTOB. OTHOBPEMEHHO MEHSETCS U COCTaB MEXKIIe-
TOYHOIO BeIlIeCTBA, KOTOPOE B OMYXOJM MPEICTaBICHO KUCIBIMU MYKO-
nonaucaxapuaamu. Ras — moMeH HeiipoduOpoMuHa AeiCTByeT KaK 4acTb
CUTHAJIBHBIX TTPOBOISIIMX IMyTell, aKTUBUPYEMBIX POCTOBBIMU (haKTOpaMu
n ux peuentopamu. Iloseiienne ypoBHst Ras — I'JI® akTuBUpyeT CUTHA-
Jbl uepe3 Raf — kuHa3y u 3ateM KMHa3HBIN Kackan, Bkiodaromuiit MEK-
kuHaszy u Erkl — Erk2 uzopopmer MAPK, uto mpuBOOUT K KJIETOYHO
nponudepanun [2]. IMoseimenne ypoBHs Ras — 1M Tak xe 3alviamoT
KJIETKM OT amomnTo3a, myteMm aktuBaiuu m — TOR [3]. Panee cunranocs,
YTO TIpU TToBpexkaeHnn reHa H®-1 B omHO# 13 XxpoMocoM 17 mapsl TTOJIOBU -
Ha CUHTE3UPyeMOro HelipochuOpoMuHa CTAaHOBUTCS AeDEKTHOI, U OTMe-
YaeTcsl CMEIIeHUEe paBHOBECHSI POCTa KJIETOK B CTOPOHY IMpoJucdepaluu.
Ocratoluiicsi HeMOBPEXIEHHBIM ajliebHblli TeH H®-1 obecneunBaeT
CMHTE3 HOpMaJibHOTO HelpodupomuHa [5]. CoBpeMeHHasl HayKa CUMTaeT,
YTO K OITyX0JieBOM mponudepaunu MpUBOIUT MHAKTUBALIMS OO0UX aJljie-
JIEH, BCIENCTBUE TEPMUHAJIBHON W MOCIEAYIOLIEH COMAaTUYECKONW MyTalluU
[2]. dBoitHas neneuusi reHa NF1 B onpeneaeHHBIX JTOKYCaX SIBJISIETCS Mpe-
BapuUTEIbHBIM J0Ka3aTeIbCTBOM TOTO, UTO OH BEIET CeOsl KaK OIyXOJIeBbIi
CYyNpecCOpHBIii reH [1].

BoIpaxkeHHOCTb KIMHMYECKUX MPOsIBJICHU I HelipodropomMaTosa omnpe-
JIENISIeTCsl COCTOSTHMEM TIPOTHBOOITYX0JIeBOTO MMMYHMTeTa. PazButue nm-
MYHHOTO OTBETa MOXET TaK e HaOJoJaThCsl IPY YBEIMUYEHNUU YKCIIa KJie-
TOK, B KOTOPBIX ITPOM30IILIa MyTallsl, WJIM e B pe3yJibTaTe OTCYTCTBUS WU
HEeIOCTAaTOYHOTO KOJIMYECTBA CyOCTaHIIMM, MaCKUPYIOLIUX aHTUTEHBI WU
HEeUTpanuaylole UMMYHHBIE peakiuu [4].

Hecmotpst Ha 1o, uTO HelipodubpomaTos I Tuma xapakrepusyercs psi-
JIOM TTaTOTHOMOHMYHBIX CUMIITOMOB, Ha JOTOCIIMTAJIbHOM 3Talle AJUarHo-
CTUPYETCS OTHOCUTEILHO PEIKO 0COOeHHO y AeTeil. HecBoeBpeMeHHas Be-
pudUKalys IMarHo3a MpuBOAUT K TeHepaIu3aly Ipolecca, OOIIMPHBIM
aHaTOMO-(YHKIIMOHAIBHBIM U 3CTETUYECKUM HaPYIICHUSIM.

OCHOBHBIM METONOM JieueHusT HelipodubpomaTosa I Tnma (HD 1) sB-
Jsietcst, xupyprudeckuii. [lepBast onepauust pu HelipodudbpomaTose Oblia
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npousBeneHa B Poccuu B 1907 romy B. @. BoiiHo-fceHernikum yepes 25
JIET Tocjie BbIxoda B CBeT MoHorpacdum PexinuHrxayseHa. B 4 srama yna-
JIMB TPOMAJIHYIO OITyXojib Ha yimie, B. ®. BoitHo-fIceHelikuii BiepBbie He
TOJIbKO YKa3aJl Ha BO3MOXHOCTb OIePaTUBHBIX BMELIATEIbCTB IPU O0JIe3HU
PexymHrXayseHa, HO M OIKMCAJI TPYIHOCTH M OCJIOXKHEHUsI, CBSI3aHHBIE C OTTe-
pauueii. OgHaKO MPOILIIO MHOTO JIET, TIOCJIe OIlepallii, BBITOIHeHHO B. @.
BoitHo-fIceHenikuM, Tpexae YeM B CHEeLMaIbHOI JUTepaType MOSIBUINCH
paboThI, YKa3bIBAIOIIME HA BO3MOXHOCTb XUPYPITHMUECKOTO JICYCHMSI.

Ecnu omrHOYHBIE 00pa30BaHusl CIIMHATBHBIX HEITPOGhHUOPOM YCIEIITHO
yIAISIOTCS 0€3 OCJIOKHEHU, TO P HAJTMYMU MHOXKECTBEHHBIX HEiipohu-
OpOM MaIMeHTOB OINEPUPYIOT HEOAHOKpATHO. [1pu TuIeKCpOPMHBIX Held-
podubpomax 3¢pGEKTUBHOCTL yAaJEeHUsS OTPAaHUUYMBAETCS MX TIIyOOKUM
MpopacTaHWeM B HEPBHBIC CILIETCHUsI, OKPYXKAIOIIIMEe TKAHU M MMEET PUCK
MOCJICONEePalIMOHHOTO PELMINBA M MaJIUTHU3aUK. [1pu O0nbIINX Heipo-
(ubpomax, maxe 1mocie MOJTHOTO MX yIaJleHHs!, TIPUXOIUTCS TTPOU3BOIUTh
DS KOPPUTUPYIOLIMX OMepalnii, HalpaBJIeHHBIX Ha BOCCO3AaHUE TIPUEM-
JIEMBIX 3CTeTUYECKUX (hOPM JIUIIA.

Ienb uceenoBaHus — YCOBEPIIIEHCTBOBATh METOIbI TUATHOCTUKY U Jie-
YEHUSI TTALMEHTOB C HelipodrOpomaTo3oM 1 TUIMa U BhISIBIIEHHE IIPUOPUTET-
HOT'O BO3PACTHOTO Meproa IJIsl XMPYPru4ecKoro BMEIIaTeIbCTBa Y IETEH.

O0bexTh 1 MeTOABL. [Tom HabmoaeHMeM ObUTO 142 manreHTa, B BO3pac-
Te OT 3 MecsueB a0 75 net, u3 Hux nuarHo3 H®1 6wt TonTBepkaeH MoJie-
KYJISIPHO-TEHETUYECKUM MccienoBanreM y 117 uenoBek (68,0%) 3 nux 108
JIETU B BO3pacTe OT 3MmecsieB A0 18 JieT. Y ocTajibHbIX MAallMEHTOB IUarHo3
HelipodubpomaTos 1 Tuna 61 uckmoueH. [pu nuddepeHumanum Meau-
KO-TEHETUYECKOro 00CenNoBaHusl ObUIM BepM(MUIIMPOBAHBI CIICAYIOIINE
JIMarHo3bl: TYOepo3HbIi cKiepo3 — 5 (3,5%), cunapom Ipotest — 3 (2,0%),
Cunnpom Kmunmenst — Tpunone-Be6epa — 1 (0,7%), Cunapom Jlernyca —
1 (0,7%), nunomato3 — 2 (1,8%); remuruneprpocdus tuma — 3 (2,7%), co-
cynuctbie Mabdopmanus — 7 (4,9%) u HO2 — 3 (2,0%).

PacnpeneneHue mayeHTOB MO aHATOMUYECKUM TOPaKEHUSIM: JIULIO —
23 yenoBeka, 1est — 30, rojoBa u mes — 43, npyrue obaactu Tena — 21 na-
LIMEHTOB.

JaHHBIM MauyeHTaM ObLJIO IPOBENEHO JIEYEHHUE: B TPYIINY A BXOLWIN
70 4YenoBeK, KOTOPHIM OCYIIECTBIISUIM TOJIBKO XHUPYPTUYEeCKOe yaajeHHe
HelipoduopoM. B rpynmny B BXoawiu maiumeHTsl ¢ KOMOMHUPOBAHHBIM Jie-
YeHUeM — Tepamnwusi rpernapatoM «CupaauMyc» /GOTYJIMHOTEpaIus ¢ Mo-
CJIeNYIOIIMM XUPYpPIUYecKUM yaajaeHuem (35 yenosek); a B rpyniy C naiu-
€HTBI, KOTOPBIM ObLJIa MPOBEeNeHa TOJbKO OOTyIMHOTepanus (12 yenoBek).
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CrenyeT OTMETUTh YTO JaHHas IpyIIla HAaXOAWUTCS TOA HaOJIONEHUEM IO
HACTOSIILIETO BPEMEHU.

Pesynbsratel. Y obcnenoBanubix 117 mauneHToB 13 Kotopbix 108 neteit
B Bo3pacTe OT 3 MecsilieB 0 18 yiet, nojst HaciaenoBanust H® 1 u crioHTaH-
HO# MyTaunu reHa 17 mmapbl XpOMOCOMBI IJIMHHOTO T1jieda cocTaBist 50%
Ha 50%. I'eHOepHBIX OTIIMYMII B UCCIIEMyEMbIX COMYTCTBYIOLIMX HEepohu-
6pomatosy 1 Tmmna 3aboneBannit He Haomonamu. Y 40 (34,2%) nmaunueHToB
HaOJonanCcs TUIePTEH3UOHHO-TUAPOLIe(aTbHBI  CUHAPOMOKOMILIEKC,
NPOSBIISIIONINICS MapakKCU3MaMM TOJJOBHOI 0OJIM, TOIIHOTOW M PBOTOMA.
DTOT CUMIITOMOKOMILJIEKC MOATBEPXKIAICsS MaHHBIMU 3X03HIEGhaT0CKOo-
1y 1 KommnblotepHoii Tomorpadueit (KT) yepemna. AHaau3 rokasain y Juil
¢ H® I mnanmureit Bo3pacTHO# TPyIIbl MpeobiagaHue TIeKCUMOPMOHBIX
HelipodubpoM, Torga Kak y cTaplileil BO3pacTHOM TPYINbl MallUEHTOB —
KOXHBIX HEMpopruOpom.

ITo maHHBIM MIPOBENEHHBIX pPaHee MCCIENOBaHUIA TP aHOMAIUKU Yepe-
Ma 3a cYeT BHYTPUKOCTHOTO TMOpaXKeHUsI HaOMI0aaeTCsl ICTOHUYEHME KOPTH-
KaJbHOTO CJIOSI, B3AYTUE KOCTH, B YACTHOCTU B HIDKHE! YeTIOCTH, YBEIUYe-
HUe o0beMa ajibBEOISIPHOTO OTPOCTKA BEPXHEIl YETIOCTU U aJIbBEOJISIPHOM
YaCTU HIDKHEH 4esloCTH, a TaKKe pa3Mepa 3y00B Ha CTOPOHE MOPaKEeHMS,
YacTUYHAs aJIeHTHsI ¢ OECTIOPSIIOYHBIM PACIIOIOKEHUEM HEIPOPE3aBLINXCS
3y00B B Tesie yentocTu, auarHoctupyrorcst 3D KT kocteit nuiieBoro yeperna.
Hepenko HabmoganM HenOpa3BUTUE MBIIIETKOBOIO U BEHEYHOIO OTPOCTKa
HUXKHEN YeTI0CTH, YMEHbBIIIEHYEe pa3Mepa BETBU U TeJla YeTIOCTU. XapaKTepHa
TaK XK€ aCUMMETpHUsI yeperna, 0COOEHHO KOCTel JIIa: yMEeHbIIEHUE pa3Mepa
JIMIIEBBIX KOCTEH BCEil MOJOBUHBI Yeperia Ha CTOPOHE MOpaXkeHUsl U Tepe-
CTpOIiKa KOCTHOI CTPYKTYpPBI MO TUITYy TUIIEPTPOGUUECKOrO OCTEONopo3a,
HeIopa3BUTHE CKYJIOBOW KOCTM M MCTOHUEHUE CKYJIOBOIl TyTM Ha CTOPOHE
MOpaXKeHsl, ACMMMETPHYSI U TUCITIa3usl KpbLla KIMHOBUIHOM KOCTH.

I'eHepanuzaius npoiiecca, KoTopasi MpUBOAWIA K OOIIMPHBIM aHATO-
MO-(GYHKIIMOHAJIBHBIM HapylLIeHUsIM (HapylLIeHWe IbIXaHWsl, TJIOTaHUs,
noTepst 3peHusI) U 9CTETUYECKUM AedekTaM ObLIM BCIEACTBUE HE MPOBE-
JEHHOTO JICYEHMSI.

Ilpu pannHeit nuarHoctuke H® I 1 MakcuManbHO BO3MOXKHOM DPajy-
KaJbHOM yIaJeHUM Helipo(hruOpOMAaTO3HBIX TKaHEH B 00J1aCTH T'OJIOBHI U 11U
He OTMEeYaJIM PEeLIMAMBA OITyXOJIM MTOCIIe PaauKaIbHOTO yIaJIeHUsI, OTlepupye-
Moii o6sacTu. [Tpono/mKuTeIbHOCTh HAOTIONEHMS 32 MalleHTaMU COCTaBJIs -
et 10 et. JleueHue MPOBOAMIIN Y BCeX MAIIMEHTOB cpasy Mocje BepruduKalnu
nyarHosa. B mepuon ropMoHaIbHOM aKTUBHOCTH PEKOMEHITyeM BO3IEPXKATh-
Cs1 OT XMPYPrUUECKOro JIeUSHUs U MIPOBOIUTH OOTYIMHOTEPAITUIO.
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o HacTosIero BpeMeH! 30JI0THIM CTaHIAPTOM JISUSHMUS SIBISIETCS —
XUpypruyeckoe ynajeHue HelipodubpoM — sHyKiIealus: (BbLIYILIMBaHUE,
yaajgeHue) HelipopubpoMaTo3Hoit TKaHu. [Ipu miuekcuMopdHBIX HeHpo-
¢ubpomax auia u 1eu HelpodUOPOMBI CaeayeT yaalsiTh ¢ COXpaHEHU-
eM He TopaxXeHHbIX TKaHeil. [IpuMeHeHre MeIMKaMEeHTO3HOM Teparuu
IMO3BOJISIET KOHTPOJMPOBATh arpecCUBHBIN POCT HelpoduOpomMaTo3HOM
TKaHU B TEpUOd aKTUBHOTO TOPMOHAJIbHOIrO (oHa, a OOTYIMHOTEpaIus
CIMOCOOCTBYET KyMMPOBAHMIO OOJIEBOIO CUHAPOMA U CAEPXKUBAET POCT He-
Bpo(ubdpom. bonee pazBepHyThIe pe3yabTaThl OYAYT OMyOJIMKOBaHbI MOCE
3aBeplleHus uccaenoBanuii. [1pu paHHeit Bepudukauuu guar{osa, aaek-
BaTHOI'O XMUPYPTUYECKOTO JICYSHUSI ITPOTHO3 TS KU3HU MAlIMEHTa SIBJISIeTCS
OJ1aronpUSITHHIM.

3akmouenne. Heiipopubpomaroz [ Tuma sBasieTCsl TSOKEIBIM HaCIen-
CTBEHHBIM 3a00JIeBaHUEM, TTPUBOMISILINM K TSKETBIM aHATOMO-(DU3MOTOT Y-
HBIM M 9CTETUUYECKUM HapylleHusiM. CuuTaeM, 4To XUPypruyecKoe JeueHre
HEOoOXOMMMO MPOBOIUTHL TOCTE YCTaHOBJIEHUs AuarHos3a. [lomyyeHHbIe pe-
3yJIBTaThl MO3BOJISIIOT 3aKJIIOUUTD, YTO TIOC/IE PAIUKAIbHOIO aeKBaTHOTO yaa-
JIeHUs HelipoUOPOM He OTMEUEHO PELIMINB U MPOIODKEHUS POCTa OIYXOJIU.
B neprion akTHBHOM rOpMOHAILHOI TIEpeCTPONKH 11eIeCO00pa3HO MPUMEHe-
HMe KOHCEepBaTUBHOI Tepanuu. Ha mnaHHbBI MOMEHT UAET pa3padoTKa HOBBIX
JIEKApCTBEHHBIX CPEACTB IS JiedueHUs1 HelipoduOpomarosa I trma, Gosbliye
MePCIEeKTYBBI AaeT SKCIepUMEHTAIbHBIN MpernapaT KoMIaHuu AstraZeneca
«CenmymeTMHMO», OYYMBILUIA cTaTyC OphaHHOTO JIEKAPCTBEHHOI'O CPeICcTBa
OT aMEepPHKaHCKOIO PEryysiTopa B 00J1aCT! 31PaBOOXPaHEHMS.

Jlurepatypa.

1. Heitpocdubpomaros y neteit / A. 111. CaxanoBa [u 1p.| // MenuiiHa 1 9K0-
qorust. — 2017. — Ne 1. — C. 47-50.

2. Activity of selumetinib in neurofibromatosis type 1 — related plexiform
neurofibromas / E. Dombi [et al.] // The New Englend J. of Med. — 2016. — Vol. 375,
N 26. — P. 2550—2560. doi: 10.1056/NEJMoa1605943

3. Autophagy — regulating microRNAs and cancer / D. Gozuacik [et al.| // Front
Oncol. — 2017. — Vol. 7. — P. 65. doi: 10.3389/fonc.2017.00065

4. MiR — 514f regulates the tumor suppressor NF1 and modulates BRAFi
sensitivity in melanoma / M. S. Stark [et al.] // Oncotarget. 2015. — Vol. 19, N 6. — P.
17753—17763. doi: 10.18632/oncotarget.3924

5. Somatic neurofibromatosis type 1 (NF1) inactivation characterizes NF 1 — as
sociatedpilocytic astrocytoma / D. H. Gutmann [et al.] // Genome Res. — 2013. —
Vol. 23, N 3. — P. 431—439. doi: 10.1101/gr.142604.112

413



