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MlpeemMcTBEHHOCTb B BEAEHUW NALMEHTOB AETCKOro Bo3pacra
C Heiipochubpomaro3om 1-ro Tuna u nnekcuthopmubiMm Helipothnébpomamn

10.B. /IuankuHa

DOIBY «<HMHUI] um. B.A. Aamazoea» Munzopasa Poccuu; Poccus, 197341, Canxm-Ilemepoype, ya. Axkkypamosa, 2
Konrakrasie nannbie: fOaus Banepvesna Juuukuna dinikina_yuv@almazoveentre.ru

Heiipogpubpomamos 1-eo muna (H® 1) seasiemes eenemuuecku 00yca08AeHHbIM MYAbMUCUCMEMHbIM OPDAHHBIM 3A001€8aHUEM € HACMOMOU

peecucmpayuu 1 cayuaii Ha 3000—4000 HoeopoxcOerHbix. OcobeHHOCMbI0 YKA3AHHOU NAMOA0UU A6A5emcsi NPeopacnoN0NCeHHOCMb
K pazeumuro onyxoaeii, 6apuabesbHbix no eUCOA02UMEeCKOU NPUHAOAEHCHOCIU U 803DACMY 803HUKHOGeHUs. OOHUM U3 CAMbIX 4ACMbIX
sapuanmoe 00opoKavecmeeHHbix Hosoo0pazosanuil ¢ cmpykmype H®D 1 seasiomes naexcughopmuoie netipogpuopomst (I1H) ¢ xapakmephoii
MaHupecmayuel U MaKCUManbHulMu memMnamu pocma 6 demckom eospacme. Ocobennocmamu ITH seasromes pacnpocmpaneHHbwli
xapakmep u Myabmu@oKanrbHOCMb NOPAICEHUsl, 8bICOKAS 8ACKYAAPUZAUUS, HMO 8 OOAbULel HACMU CAYYAes A6AAeMCs NPensimcmeuem 04s
8bINONHEHUs XUpypeuteckoeo newerus. Hecmomps na omnocumensho medaennvie memnot pocma, ITH moeym docmueams 6oavuiux, a 6 psioe
cayuaes u cUaGHMCKUX pamepos, Npueoos K epyooil UHeaIUoU3aUUU NAYUEHMO8, HAPYUEHU) KaYeCcmea JCU3HU, 8 OMOeAbHbIX CAYHASIX
npedcmaenss yepo3y 041 ux cusnu. Ewe odnoii ocobennocmoro ITH aeéasromes pucku mpancghopmayuu 8 310Ka4eCmeeHHy 0nyxXoab
000104eK nepugepu1ecKux Hepeos, umo mpedyem NPUCMANbHO20 NONCUSHEHHO20 HAOAI00eHUs NAUUEHM08 ePYNNbL PUCKA.

Ha cecoonawnuii denv npumenenue cenrekmuenoco MEK-uneubumopa ceaymemunuda S615emesi KA4eabiM Memooom KOHCep8amueHOll
mepanuu 045 hauuenmos ¢ cumnmomamuueckumu HD [-accoyuuposannvimu ITH, évicokas aghgpexmusnocms u 6e30nacuocmos Komopoeo
Obia npooeMoHCMPUPOBAHA 8 MeNCOYHAPOOHbIX KAUuHUuYecKux uccaedosanusx. Ilpunumas 6o enumanue ece ocobennocmu HODI,
a makice accoyuupo8anHbvIX 3a004e6anUll 8 e2o CMpyKmype, ouesuoHa HeobxXo0umocmy HabA0eHUs U NPUHAMUSL PeuwleHuUll ¢ yuacmuem
MHO2ONPOPUABHOU KOMAHOb! cneyuanrucmos. Bonpocer npeemcmeennocmu meduyunckoil nomowu ¢ yuacmuem @heoepanbHvix UeHmpos,
8KAI04AsT COONI00eHUe aneopummos OUaeHOCMUKU, NOPSOK08 U NPagul HA3HAYEHUs NeKAPCMEEHHOU mepanuu, mpancgepa nayueHmos
0emcK020 803pacma 80 83pOCAYIO CeMmbp, AGAAIOMCS KAOUeBbIMU ACneKmamu ee 3ghghekmusHocmu, Komopbie OyOoym paccmompenvl ¢ 0aHHOU
cmamee.
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Jnga umurupoBanmsi: JIwHukuHa FO.B. IlpeeMCTBeHHOCTh B BEACHUM IMAlIMEHTOB AETCKOrO BO3pacTa ¢ HeipodudpomaTtozom
1-ro Tuna u rekcuopMHBIMU HelipodudpomaMu. Poccuiickuii XXypHas AeTCKOI reMaTosioruu 1 oHkojoruu. 2025;12(2):113-20.

Hndopmanus 06 aBTope

10.B. IuHuKKHA: K.M.H., Bpau-AeTCKUI OHKOJIOT, 3aBe/yI0IIast OTACICHIEM XUMUOTEePATMY OHKOT€MaTOJIOTMYeCKUX 3a00JIeBaHU1 1 TPAHCIIIaH-
Taluu KocTHOTO Mo3ra st neteit HMULL um. B.A. Anmazosa, e-mail: dinikina_yuv@almazovecentre.ru; https://orcid.org/0000-0002-2003-0982,
SPIN-kox: 1776-6462

Continuity in management of pediatric patients with neurofibromatosis type 1 and plexiform neurofibromas

Yu.V. Dinikina
Almazov National Medical Research Centre, Ministry of Health of Russia; 2 Akkuratova St., S.-Petersburg, 197341, Russia

Neurofibromatosis type 1 (NF1) is a genetically determined multisystem rare disease with a neonatal morbidity of around 1/300— 1/4000.
The most typical feature for NF1 is a predisposition to the development of tumors that are variable in histological types and age of occurrence.
One of the most common variants of benign neoplasms in NFI are plexiform neurofibromas (PN) with typical manifestation and maximum
growth rates in childhood. The features of PN are the diffuse and multifocal growth, high vascularization, which in most cases limits the
possibilities of surgical treatment. Despite the relatively slow growth rate, PN can reach large, and in some cases huge sizes, leading to severe
disability of patients, quality of life impairment, and often life threatening. Another feature of PN is the risk of transformation into a malignant
peripheral nerve sheaths tumor, which requires delicate lifelong monitoring of patients at risk.

Today, the use of the selective MEK inhibitor selumetinib is a key method of conservative therapy for patients with symptomatic NFI-associated
PN, with demonstrated high efficacy and safety in international clinical trials. Taking into account all features of NF1, as well as range of
associated diseases, it is obvious the necessity for monitoring and decision-making by multidisciplinary team of specialists. Many questions
in the aspects of continuity of medical care with the involvement of federal centers, compliance with practical recommendations, diagnostic/
treatment algorithms and transfer from pediatric into the adult-focused primary care system remain unclear, which will be discussed in this
article
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Bsenenue

Inexcudopmursie Heiipobunodpomser (ITH) sBistorcs
MOOPOKAYECTBEHHBIMM OITYXOJIIMUA 13 O0O0JIOUEK IIepH-
depruIecKIX HEPBOB C YaCTOTOI BCTPEUaeMOCTH B CTPYK-
Type HelipodpubpomaTtosa 1-ro tTnma (HP1) B mpemenax
30—40 %. OgHako, 10 JaHHBIM psiia aBTOPOB, IIPU IIPU-
MEHEHHU MarHUTHO-pe30HaHCHO#1 Tomorpaduu (MPT)
B KauecTBe CKpMHMHTA 4yacToTa peructpaumu ITH (ciy-
yailHas HAxXoIKa) MOXET goxoauTh 10 50—60 % c Bapu-
anmel WX KojmdectBa OoT 1,4 mo 3 y OomHOrO IamueHTa
[1-3]. bonbiras gacts [TH nuarnoctupyetcs y neteit 10
5 JIeT, TeM caMbIM YKa3bIBasi Ha BHICOKYIO BEPOSITHOCTD X
BPOKICHHOTO XapaKTepa WX Pa3BUTHUS B IIEPUOM paHHe-
ro nerckoro Bo3pacTa [4]. OcobenHoctamu ITH saBnstroT-
CsI BO3MOXHOCTD Pa3BUTHUS B JII000I1 00J1acTH Teja, IIpH
5TOM HauboJiee XapaKTepHBIMU SIBJISTFOTCSI TOJIOBA U IIIes,
Ta3, HIDKHUE KOHEYHOCTH, CBOMCTBEHHA MYJIBTH(OKAIb-
HOCTBh ITOpPaXXeHHUS, a TaKXKe HEBO3MOXKHOCTD IPEINKIINN
XapakTepa KJIMHW4YecKoro teueHud [1, 2, 5]. Onguum u3
HaumboJiee HeOJIArONPUSITHBIX COOBITHI SIBJISIETCS] TPaHC-
dopmanus ITH B 310KauecTBEHHYIO OITyXOJib 000JIOUEK
nepudepnaeckux HepBoB (300ITH), uto BcTpeuyaeTcs
B 10—15 % ciyyaes [6].

ITH MoryT umeth Kak 0€CCUMIITOMHOE TeUeHUE, TaK
W OPUBOINTH K Pa3BUTHUIO PA3IMIHBIX aCCOIMUPOBAH-
HBIX OCJIOXHEHM, BK/IIOYas BbIpAXKCHHbIA O00JIeBOI
CHMHIPOM, KOCMeTHYecKrue ae(eKTH, acdopMammo
U HapylreHue ¢GpyHKIIMKA OPraHOB MOPaXKeHHOM 00J1acTH,
a B psaOe ClIydaeB — XKM3HEYTPOXKAIOIIMX COCTOSTHUIA.
OueBUOHO, YTO KIIOUEBHIMU (haKTOpaMU, OIIPEHCISIO-
UMK XapakTep KIMHUYCCKUX CHUMIITOMOB M CTEIICHb
X TSKEeCTU, OyayT SBsIThes JioKanu3auus [TH, ee pas-
MepBI, CTeTICHb 0OBEMHOTO BO3ICHCTBHSI Ha OKpYXKalo-
e cTpykTypsl [1]. BeipakeHHOCTh (DYHKIIMOHAIbHbBIX
HapylIeHU OyIeT KOppelIrupoBaTh C YPOBHEM KadecTBa
KM3HM MMALIMEHTOB, ITOAYePKUBAsI HEOOXOIUMOCTD I~
KaTHOTO ITOXM3HEHHOTO HAOIIOACHUS U CBOEBPEMEH-
HoU nHuuuanuu Tepanuu [1]. He cieayeT 3a0b1BaTh, 4TO
H®1 saBastercst XxpoHMYeCKNM 3a00JIeBaHUEM C TIPOTPeC-
CHPYIOIIUM TEYEHUEeM M PUCKAMU Pa3BUTUS CHUMIITO-
matuueckux ITH y geteit B mo6om Bo3pacte. B 3aBucu-
MOCTH OT TeMIIOB U XapakTtepa pocta [TH ximmHmyeckme
MIPOSIBIICHUST MOTYT YCYTYOJSAThCS, IIPUBOAS K IIPOTpec-
CHMBHOMY CHIDKCHMIO KauecTBa XXMU3HHU U IMOCJIECIYIONIeH
WHBAIUAN3AIUN TAlIMEHTOB, YTO MOXET IT0TpeOOBaTh
HEOTJIOXKHOTO OKa3aHHUs ITOMOIIM, ITO3TOMY HE PeKo-
MEHIYeTCsS OTKJIAabIBaTh HAa3HAUYCHME Tepalny IIpH
MNOSIBAEHUU CUMITOMOB co ctopoHbl ITH. JIst 6onbHBIX
¢ cumnroMatTudeckuM TedeHnmeM IIH Takke xapak-
TEPHO MOBBIILIEHWE YpOBHs JeTajabHOCcTH (3,2 %) mo
CPaBHEHMIO C KOTOPTOI ¢ OECCUMIITOMHBIMU CIyIassMHU

(0,5 %) [7].

Ilogxonel x Tepanuu I[IH Ha cerogHsiuHuii neHb
OTPAaHNYMBAIOTCSI XUPYPTUUCCKUM YIAJCHUEM OITyXOJIU
(pamuKaibHOE/9aCTUYHOE) M KOHCEPBAaTUBHBIMU METOIA-
MM, BKJIIOUAOIIUMH ITaToreHeTndeckyo (MEK-mHrnou-
TOPBI) U CUMITTOMATHYECKYIO Teparmio. [Ipu 3ToM BEIOOD
TaKTUKKA JICYCHUS TAlMEHTa TOJDKeH OIIPeHeISIThCS
B COCTaBe MHOTOIPO(MILHON KOMaHIbI CIIEIINAIICTOB,
BKJIIOUasl JETCKUX OHKOJIOTOB, XHPYPIOB, HEBPOJIOTOB,
MeauaTpoB, OPTONENOB, 000X TOKHBIM OIBITOM
¥ 3HaHUSIMHU B obsactu HD1 [8].

HecmoTpst Ha odyeBUIHBIE MPEMMYILECTBA paIMKalb-
Horo ymaieHus ITH, BO3MOXHOCTM HaHHOTO MeToda
B peaJbHON KIWMHWUYECKON IIPAKTUKE B OOJBIIMHCTBE
cIyJaeB KpaliHe OrpaHMYCHBI, 9TO OIIpeAeIsieTCsT aud-
(by3HBIM XapaKTepoM poOCTa, MHBa3Mel B COCETHUE TKa-
HU, TPYIHOIOCTYITHOM JIOKATM3alMeil, pacIiojoXeHUeM
BOJIM3U XKM3HEHHO BaXXHBIX CTPYKTYP U BBHICOKOIT BacKy-
JIIpU3allieil OIyXoJM, OOYCIOBIMBAsl BBICOKWE PHCKU
pa3BUTHS IIMPOKOTO CIEKTpa MHTPaA- U MOCIIeOIeparu-
OHHBIX OCJIOXKHEHMI. TeM caMbIM MeXXIyHAapOIHBIC TaH-
HBIC CBUIETEIBCTBYIOT O HU3KOI YacTOTe pamnKalbHBIX
pesekuuii (~15 %), B To BpeMsl KaK Cilydad 4YaCTUYHOI'O
ynaneHus: [TH conpoBoxnaroTcsi BLICOKUM YPOBHEM IPO-
rpeccupoBanus (43 %) [1, 8, 9].

BrlmensnoxeHHOE SIBISIETCS BECKUM OOOCHOBaHHEM
IUIST IPUMEHEHMST KOHCepBaTUBHOM TaKTUKHU edeHnst [TH
C TIpUMEHEHUEM IMaTOTEHETUYECKOM TepaIiii CeIIyMeTH -
HUOOM — ceneKTuBHBIM MEKI1/2 (MUTOTeH-aKTUBUPY-
eMasl TIPOTeMHKMHA3a 1-TO M 2-TO TUIIOB) MHTUOUTOPOM
[8, 10, 11]. ITpoBeaeHHbIE KIMHUUYECKNE MCCIIETOBAHUS
MIPOAEMOHCTPHUPOBAIIA BEICOKYIO 3(h(heKTUBHOCTD TapreT-
HOW Tepanmmu CEeIyMETUHUOOM B acCITeKTaX ITOCTIDKCHUS
koHTposst Hanm poctoMm ITH (yMeHbIIeHne /CcTaOMIM3aust
pa3sMepoB) y OOJIBPIIMHCTBA MAIIMEHTOB C KyIIMPOBAaHUEM
ACCOLIMMPOBAHHBIX CHUMIITOMOB 0OJIe3HHM M BOCCTaHOB-
JICHHEM TTOBCETHEBHOM aKTUBHOCTY 1 Ka4eCTBa MX XKN3HU
[1, 10, 11]. AKTyanbHBIMM BOIpPOCAMU Ha CETOIHSIIII-
HUI IeHb OCTAIOTCS BO3MOXHOCTH KOMOWHMPOBAHHOTO
nmedenus I[TH, a mMeHHO coueTaHUe TapreTHOM Teparmu
W XUPYPTUIECKOTO yHAJICHWSI OITyXOJIM, BKJIIOYAsl arpec-
CHBHYIO IIJTACTHYECKYIO M PEKOHCTPYKTUBHYIO XUPYPTHIO,
a TakKe NpoPMIaAKTUIECKOe YOAJICHUE OITYXOJHM B LEJIIX
IPeIOTBpALLCHNS ee 3/I0KaueCTBEHHOM TpaHcdopmanuiu [1].

3aperucTprupoBaHHBIMU MEXIYHAPOIHBIMY ITOKA3aHM -
SIMM JIJTST TIPUMEHEHUSI CeTyMETUHMOA SIBJISTFOTCSI CIMIITO-
MaTtudeckue HeomnepabenbHbie ITH y manmentoB ¢ HO1
B Bo3pacTte oT 2 10 18 e, ¢ 2021 1. Tipenapar JOCTyIleH
B Poccuiickoit ®enepammu (P®) mnsa mereit ¢ 3 ner [8,
12]. Ha ceromHsImHuit JeHb JIeKapCTBEHHOE obecTieueHe
CeIYMETMHHIOOM TTAlIMEHTOB BCEX CYObEKTOB HaIlleit CTpa-
HBI ocylecTBisieTcs yepes o «Kpyr mo6pa» rpu ctpo-
TOM COOTBETCTBUU KPUTEPHEB K 00CCIIEUCHIIO TePaTIeid.
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Jaxe 1ocje onpeneaeHUsT TAKTUKY BeIeHUs MallMeH-
ta ¢ [TH u H®1 u npuHATHS pelieHust 0 cTapTe Teparnu
CETYMETMHUOOM CJIeayeT IOMHUTb O HEOOXOIUMOCTHU
MPOIOKEHMS HAOMI0AeHUST 32 OOJIbHBIM B LIEJISIX KOH-
TpoJist 3 HEKTUBHOCTH, aCCOLIMUPOBAHHON TOKCUYHOCTHU
Teparuy, CBOEBPEMEHHOIO KYyMUPOBAaHUS HexXeaaTelb-
HeIx sBneHuit (HA). Kak 6pU10 0oTMEYeHO paHee, BOMpPO-
Chl MPEEeMCTBEHHOCTH MEIMIIMHCKON TOMOIIM, COOJIIO-
NIeHUsI TIOPSIIKOB, MpPaBWUJ Ha3HaueHHUs CeaIyMEeTMHMHOa
U TIPUBEPKEHHOCTH IMaIlMeHTOB K JICKAPCTBEHHOM Tepa-
MUY SIBJISTIOTCS KJIIOUEBBIMU acrieKTaMu ee 3((heKTUBHO-
CTU, KOTOPBIE OYIYyT PACCMOTPEHBI B TaHHOI CTaThe.

OnpeneneHne MOKA3aHMiA K TAPreTHO# Tepanun

[lpyHuMass Bo BHUMaHWE JaHHBIE O IaTOreHe3e
3a00JIeBaHUS, XapaKTep KIMHUYECKOTO TEUCHUS B 3aBU-
CHUMOCTH OT BO3pacTa, IpearojiaraéMble PUCKHM OCJIOX-
HEHUI ¢ yuyeToM JoKanuzauuu u pasmepon [1H, nomxHO
OBITh C(HOPMYJIMPOBAHO TOJHOLIEHHOE ITpeACTaBIeHUE
0 TallMeHTe-KaHAMIaTe Ha MPUMEHEHUE TapreTHOM
Tepanuu. CrenuaanucTsl JOJKHBI aKIIEHTUPOBAaTh BHU-
MaHUe Ha aHaMHe3e (CeMeMHbBIN, XXU3HU, 3a00JIeBaHMs ),
OCOOEHHOCTSIX [1e0rTa, KIMHUYECKMX IPOSIBICHUSIX
0oJIe3HM M UX OWHAMUKE, pe3yjbTaTax MpOBEACHHOM
IUArHOCTUKU, HAJIWMYUM COITYyTCTBYIOIIEH ITaTOJIOTUH,
YTO MOXKET MOBJUSATh Ha TaKTUKY OKa3aHUS MEIUIIMH-
CKOW TIOMOIIHU.

1. ITpu npuHATUY pelieHUs 00 MHUIIMALMY TApTreTHOI
Teparnuu ceayMeTuHOoM y peberka ¢ H®1 u Hanmnunem
ITH Heo6xonnMo 4eTKO OIpeeTuTh LeJIU JIeUeHUsT, KOTO-
PBIMU TIPEXKIe BCETOo SBISIOTCS KylnUpoBaHUE/yMEHbIIIe-
HHUE CTeNeHM TSKecTu accoumnupoBaHHBIX ¢ ITH ociox-
HEHMI U NOCTMDKEHUE KOHTPOJISI HaJ POCTOM OITYXOJIH.
Heobxomumo momyepKHYTh, YTO K CUMMOTOMATUYECKUM
ITH crnenyeTr OTHOCUTHL CJy4Yaud, COIIPOBOXKAAIOIIMECS
KajlobaMU CO CTOPOHBI MallMeHTa WJIM OCIOXHEHUSIMU,
IMATHOCTUPYEMBIMU BPauOM-CIICIIMAINCTOM. TaKOBBIMU
MOTYT SIBJIITHCSI KOCMETMUECKMI nedeKkT, Aehurypamus
MopaXkeHHOI 001acTH, 00JEBOI CUHIPOM, IBUTaTeIbHbIE
U CEHCOpHBIE HapylleHMs, AedopMaliii MO3BOHOYHU-
Ka, a TakxkKe psi 0osiee TSKEJbIX MPOSIBICHU, BKIIIOUYast
OOCTPYKIIMIO JbIXaTeAbHBIX IyTel, pacCTPOMCTBO pedw,
MUCHYHKIINIO KUIIIEYHUKA ¥ MOUYEBOTO ITy3bIPSl U APYTHE
HapylieHus1 (PyHKUUi opraHoB u cucrtem [1]. HeBo3s-
MoxXHOCTh ynaneHusi [TH unm comnpsikeHHBIE C XUPYP-
TUYECKUM BMEIIATeJIbCTBOM PHUCKHU OMNPEISISTIOT HeoO0-
XOAVMMOCTh Ha3HAYeHUs] MaTOTEHETHMYEeCKOM Tepanuu
CeJIyMETUHUOOM.

2. B psne cnygaeB 6eccumnroMHubie ITH, Ho yrpoxa-
fomue pasputeMm ITH-accolmmpoBaHHBIX OCIOKHEHUIA
MIPU MPOTPECCUPYIONIEM TEUYCHUU TaKKe OYIYT SIBISITHCS
MMOKa3aHMEM K Ha3HAauYeHHUIO TapreTHOMl Tepamuu Ipu
YCIIOBMM UX HeonepabeabHOCTU. BhICTphie TeMMbl pocTa
ITH (yBenuuenue obbema omyxonu > 20 % 3a rom) yaiie
MPUBOMAIT K Pa3BUTUIO KIIMHUYECKU 3HAYUMBIX CUMIITO-
MOB, CBSI3aHHBIX C OOBEMHBIM BO3ICHCTBUEM OITyXOJIU
Ha OKPYXXaloIlue CTPYKTYPBI U TPEOYIOIINX MHUIIUAIIN
Tepanuu. B To BpeMsi Kak MeIJIEHHO MTPOrPeccUpylolime
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ITH (1o 5 % B rom), pacHojioXXeHHbIE YIaJICHHO OT XKU3-
HEHHO BaXXHBIX CTPYKTYp, B OOJIBIIMHCTBE CIy4aeB He
COIPSIKEHBI ¢ TSKEJIOW CUMIITOMATUKOM/HE IpeacTaB-
JISTIOT YTPO3bl €€ Pa3BUTUSI, UTO IIO3BOJISIET IIPOAOIKUTh
IUHamMu4deckoe HabmoaeHue. [1pu oTcyTcTBUM MpeacTaB-
JieHus1 o temnax pocra I[TH Ha aTarne mpuHATHS pelieHus
O Tepamuu CIeayeT YYUThIBaTh BO3PACT MAallMEHTa — CUM-
nToMaTtndeckoe nporpeccuponanue [TH nmeer Han6omab-
LIMe PUCKU Yy JeTeil paHHEro BO3pacTa U OmpeAeliseT
1eaecooopa3HoOCTh MHULIMALIMY JiedeHus [1, 13].

BaxHo momuepkHyTbh, 4yTO ciaydau ctadbuiabHbix [TH,
ompee/sieMble KaK «ClIydailHash HaXxodKa» U He COIpsi-
JKEHHbBIE C CUMITOMATUYECKUM TeYECHUEM, TPEOYIOT PO~
JOJIKEHUSI TOJIbKO JMHAMMYECKOTO HAOIIOICHUSI.

3. Ipunsateiii nopsigok B PP 1o jekapcTBEHHOMY
o0ecrevYeHnIo cenyMeTuHMO0M uepe3 ¢oHa «Kpyr nodpa»
OIpele/IsIeT HEeOOXOAMMOCTh COOIIONEHUSI HECKOJIbKUX
00s13aTeNIbHBIX KpuTepues oT 2025 . [14]:

1) Pebenox 6 sospacme om 3 aem do 18 aem.

3aperucTpUpOBaHHBIMU  MOKA3aHUSIMU K IIpUMeE-
HEHUIO celyMeTHMHMOa sIBIsIeTcsl Bo3pacT oT 3 jer [12].
JaHHbIX 00 3 (HEKTUBHOCTU U 0€30MacHOCTH Teparuu
y MaLMEHTOB MJIAAIe 3 JIeT Ha CEerOAHSIIHMI JeHb HET,
MIPY 3TOM OJHUM U3 OrpaHUYMBAIOIINX (haKTOPOB Ha3HA-
YeHHUsI CeJIyMETUHMOA SIBJISIETCSI OTCYTCTBUE IOCTYIIHOM
IUIS1 TIPUMEHEHUsI y IeTeil paHHero Bo3pacTa JJeKapCTBEH-
HOI (opMbI Npernapara. BolbHBIM, KOTOPBIM Teparius
ObUla MHMLMUpOBAHA OO0 AOCTVKeHUsT 18 Jet, yexkap-
CTBeHHOE obecrieueHue yepe3 doHn «Kpyr modpa» mpo-
noipkaercs 1o 19 nert.

2) Haauuue pe3yabmama npoeeoeHH020 MOACKYAAD-
Ho-2eHemuyecko2o mecmupoganus 2ena NFI1 (npu omcym-
cmeuu noomeepxycoenrol mymauuu 6 2ene NFI neooxodumo
Haiuvue cO6MeCmHO20 KOHCUAUYMA O HA3HAYeHUN npenapa-
ma 6 08yx npogpuavhoix hpedepaavrotx uenmpax (DII)).

CrnenyeT MOSICHUTD, YTO JJI1 Bepu(UKALIMU JUarHo3a
H®1 monekyasspHO-reHeTUYeCcKasl AMarHOCTUKA SIBJISI-
€TCSl OINLIMOHAJIBHON M IIPU COYETAHMM KIMHUYECKUX
KPUTEPUEB MOXKET HE BBIIIOJIHATLCS. TeM He MeHee MoJIy-
yaeMble TaHHbIC HOCIT HayYHO-TIPAKTUIECKUI XapaKTep,
B psiie ClIy4aeB IIO3BOJISIIOT IPOrHO3UMPOBATh TeYeHUE
H®1 y naumenra [15], nmpoBoauTh reHO-(EHOTUITAYE-
CKHE KOPPEJSLMU C YYeTOM OOCTYIHBIX MEXIyHapom-
HbBIX JAHHbBIX, IPUMEHSTh UX B aCIIeKTaX UCII0Ib30BaHMS
PEIPOAYKTUBHBIX TEXHOJIOTUII M IUIaHMpOBaHUS Oepe-
MmeHHoctH [1, 15, 16].

B cayuasx, TpeOylolux IIpUMEHEHUSI TapreTHOM
Tepanuu y nmauueHToB ¢ cumnTomatndeckumu I[TH, Tpe-
GoBaHus1 aKkcrepToB oHma «Kpyr mobpa» omnpenessiior
HEOOXOAMMOCTb IIPOBEACHUSI MOJIEKYJISIPHO-TEHEeTUYE -
CKOIf TMarHOCTUKU. 7151 OOJBHBIX, ¥ KOTOPBIX MOJIEKY-
JIIPHO-TEHETUYeCKasl IMarHOCTHKa Oblla BbIINOJIHEHA,
a MaTOTeHHbBI BapuaHT reHa NF1 ¢ mpuMeHeHeM OITH-
manbHbIX MeTomoB (MLPA, NGS, PHK-muarHoctuka)
He oIlpeneieH, TpeOyeTcss IPOBeAcHUE KOHCUIMyMa
B 2 npoduiabHeIX PLI, rmaBHOI 1LI€JbI0 KOTOPOTO SIBJISI-
eTCS MOATBEPXKIECHNE OCHOBHOTO AUMArHo3a U KpUTepueB
K IPUMEHEHUIO TAPIeTHOM TepaIum.

lMpakTu4eckue BONPOCLI AETCKON OHKONOruu-remaronoruu // Practical questions of pediatric oncology-hematology
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3) Haauuue naexcughpopmuoix netipogpubpom ¢ cumnmo-
MmamuuecKum mevenHuem.

4) Heonepabeavrnocms ITH.

5) Haauuue 3axarouenusn npogpuavrnozo DPIJ npu nasna-
YeHuu mepanuu 0451 6HOBb 6bIAGACHHBLIX NAUUEHMO08 NpU
YCA08UL COMEMAHUS KPUMepUes HA3HAUeHUS.

B cBs131 ¢ BBICOKOIT UaCTOTOI TMAarHOCTUYECKMX OIIM-
00K Tipu (OPMUPOBAHUM TIOKA3aHUN K TPUMEHEHUIO
TapreTHOM Tepamuu ceJlyMeTUHUOOM y OonbHbIX ¢ ITTH
n H®1 onpesnesieHa HEOOXOAMMOCTh 00513aT€JILHOTO KOH-
CYJBTUPOBAaHUS MEPBUYHBIX MAIIMEHTOB CIEIIMATMCTaMU
MpodUIBHOr0 (MMEIIIEr0 OIBIT BEACHUS IallMeHTOB
¢ HD1) ®II. Creayer OTMETUTh, YTO HEOOXOAMMO TOJTY-
YEHME TOJIbKO KOHCYJIBTaTUBHOIO 3aKJIIOUeHUs 0e3 Mpo-
BEICHUS KOHCWIMYMA.

3anepuon ¢ 2022 mo 2024 r. ObLIM TpoaHaTU3UPOBAHBI
Hau0boJiee YacTble HEeKOPPEKTHBIE (POPMYIUPOBKHU U OIIIH -
0OOYHBIEC TTOKA3aHUS K MPUMEHEHUIO CeTyMeTUHUOA TIpu
HaIpaBJeHUU JOKYMEHTOB B (hefepalbHbIe YUPEKICHUS
JIJIST TIPOBEICHUST KOHCHIIMYMA:

*  HeBepHas Bepudukanus quarnoza H®1, orcyr-
CTBUE COOTIONCHUSI KPUTEPUEB TMAaTHOCTUKY;

*  ycraHoBieHHbIN tnarHo3 HMD1 6e3 nanmuus [TH;

« IIH, He mMmeromue mokKazaHUsS K Ha3HAYEHUIO
TapreTHoi Tepanuu (OECCUMITOMHOE TeYeHME, ollepa-
OebHas OMyXO0Jb);

«  3abosieBaHms1, accouuupoBaHHbie ¢ HD1, Ho He
SIBJISTIOIIMECS TTIOKa3aHUEeM K Ha3HAUYEHUIO CeTyMETUHMOA:

*  KOXHBbIE, TOAKOXHBIE HEPODUOPOMBI;

. [JIMOMBI 3PUTENIBHBIX IyTel/Apyroi JoKaau3a-
uuu npu H®1 kak caMmocTosITeIbHOE 3a00/1eBaHKE;

e JIpyrue TUCTOJIOTMYECKUE BapUaHThl OIyXOJeit
B pamMkax HOD1;

*  HajguMyuMe  abCOJIOTHBIX  IPOTMBOITOKA3aHMI
K IIPUMEHEHUIO CeTyMeTUHMOa,/HellepeHOCuMasi TOKCHUY-
HOCTb.

[Ipun HampaBieHUU OAHHBIX M3 UCTOpPUU O0Je3HU/
BBIIIMCHOTO 3MUKPU3a Ha KOHCYJIBTAIINIO HY*KHO MaKCH-
MaJIbHO YIIOPSIOYEHHO U B IIOJTHOM OOBeMEe OTpaxkaTh
MEIUIIMHCKUE CBEIECHUs, HCOOXOMUMBbIC UISI MPUHSITUS
pelIeHusT O TaKTUKe BEACHMS MalldeHTa U OIpeaesIeHUs
MoKa3aHWii K MPUMEHEHUIO TapreTHoi Tepanuu. OnTu-
MaJIbHasI CTPYKTYpa BBIMUMCKHU TIpeACTaBIcHA B TaOJIUIIE.

O4eBUIHO, YTO HEIMOJHOE MPEICTaBICHUE O TTalleHTe
B BBIIIMCHOM 3IMKPU3€ MOXKET CYIIIECTBEHHO IOBJIHUSTH
Ha TIPUHSITHE pellIeHUe O JIeYeOHOM TaKTUKE BpauoM IpU
MPOBEICHUN TeJIeMEIULIMHCKON KOHCynprauuu. Cremy-
€T OTMETUTD PSIA TUIIMYHBIX OIIMOOK IPU HaIpaBICHUU
3arpoca Ha IPOBENeHUE TeJIeMEeIUIIMHCKON KOHCYJIbTa-
uuu B @I, npu 3TOM HamOOJIbIIEEe YKUCIO HEIOCTATKOB
OTHOCUTCS K (DOPMYJIMPOBKE TMArHO3a, ONMCAHUIO aHAM-
He3a 00JIe3HM, pa3aeiaM IMarHOCTUKY U JICUSHUs, a TaK-
e TTOCTaHOBKE BOIIPOCOB K KOHCYIbTaHTYy [17]:

. HEIOCTATOUHBII WM U3OBITOYHBIN (CKaHUPO-
BaHUEe Bceil ucrtopuu 00Je3HU) 00beM WH(POpPMALIUKU
0 TMalIMEeHTE;

*  HEKOppeKTHas/CyObeKTUBHAs
pe3yJIbTaTOB 00C/IeIOBAHUIA;

TpaKTOBKa
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*  HeaJeKBaTHAas CTPYKTYpa M XPOHOJIOTHS U3JI0XKEe-
HUs MTHGOPMALIMU O TIallMeHTE;

*  HEKOppeKTHas (popMyIMpoBKa A1arHo3a;

*  HEKOppEeKTHas dbopmynupoBka BOIIPOCOB
K KOHCYJIBTaHTY (MCIIOIb30BaHMe 00IINX (ppa3, TaKMX Kak
«YTOYHUTD IUATHO3», <YTOYHEHUE TAKTUKU JICUYCHUSI» );

*  OTCYTCTBHE JaT M AUHAMUKM PE3YJbTaTOB IPO-
BEICHHBIX MCCIeI0BaHNI/MEIUIIMHCKIX BMEIIIaTEIbCTB/
MPUMEHEHMS JIEKapCTBEHHBIX MPerapaToB;

*  HeJocTaTOYHas MH(GOPMATUBHOCTh/HU3KOE
KayecTBO/HeaAeKBaTHAsl  XPOHOJOTHSI/HEKOPPEKTHBIMN
BBIOOD/CIUIIIKOM OOJBIION O0BEM MPUIOKEHHBIX M30-
OpakeHUil (CHUMKOB, JaHHBIX O0CJIeJ0BAHUIA).

B psine ciyyaeB abCOJIOTHO OMpaBIAHHBIM SIBJISIETCS
HarpaBJieHHE MalleHTa Ha OYHOE KOHCYJIBTMpOBaHUE/
rocnuranu3annio B rnpoduiabHblii PL mis moobcie-
noBaHus. OCHOBHBIMM TIOKa3aHUSIMM [JISI OKa3aHMUS
CcreuraaIu3upoOBaHHON MEIUIIMHCKON Tomoiu B dene-
paJbHBIX MEAWLMHCKMX OpTraHU3alMsIX Y IalieHTOB
¢ HO1 gasasrores [18]:

*  HETUNUYHOE TeuyeHHe 3a00JIeBaHUS WIM OTCYT-
ctBUe 3(PdeKTa OT MPOBOAUMOTO JIeUYeHMS (B CIydasix
COMHEHMSI B TIPAaBWIHBHOCTH YCTAaHOBJIEHHOIO IMArHo3a;
OTpMILIATEIbHOM TMHAMUKY Ha (hOHE IMPOBEICHUS TapreT-
HOI Teparnumn);

*  HEOOXOIMMOCTH IIPUMEHEHUSI METOIOB TMATHOC-
TUKH/JIEYCHMSI, HE BBITIOJIHSIEMBIX B O0JACTHBIX, TOPOI-
CKUX, paiOHHBIX MEAULIMHCKUX OPraHU3aLUsX;

*  BBICOKHUI PUCK XUPYPIrUIECKOTO JICUSHUS B CBSI3U
C OCJIO(KHEHHBIM T€YEHHEM OCHOBHOTO 3a00JIeBaHUS WU
HaJIMuue KOMOPOMIHBIX 3a0ojieBaHUIl (HEOOXOIMMOCTh
BBITIOJIHEHMST XUPYPTUYECKOTO BMEIIIaTeIbCTBA B CIIydasiX
orepadenbHbIX [TH ¢ yyeToM accolmmpoBaHHBIX pPUCKOB
WHTpa- M TIOCJCONEPAllMOHHBIX OCIOXHEHMI;, Ipyrue
MOKa3aHUs K XUPYPTUUECKOMY BMEIIATEIbCTBY);

*  HEOOXOIMMOCTb TOCIMTAIMU3ALMU IO PEKOMEH-
Januu eneparbHO MEIULIMHCKOM OpraHu3alyu.

Monutopuar 3()¢)eKTHBHOCTH W NEPEHOCHMOCTH Tepa-
117111

Crenyer y4MThIBaTh, 4YTO Ha3HAYE€HUE TapreTHOM
Tepaluy B OOJIBIIMHCTBE CJIy4aeB COIPSDKEHO C PUCKOM
pa3BUTHS pa3nuyHoro cnekTpa H, KoTtopriit onpenensie
HEO0OXOIMMOCTh UX TLIATEIbHOIO MOHMTOPUHTA Ha IIPOTSI-
JKEHMU BCETO Ieproa JIeYeHUsI, ¥ TIpY HAJTMYMU IoKa3a-
HUI, KOPPEKIIMU 103 U Ha3HAYEHUSI COIIPOBOAUTEIHHOIO
neuenus. Haubonee xapakrepusimu HA saBastioTcst ractpo-
WHTECTUHAJIbHbIC HAapyIlIeHUs (TOLIHOTa, pBOTa, AMapes),
KOXHasl TOKCUYHOCTh (aKHe(OpPMHas ChIlb, MApOHUXUH,
CYXOCTb KOXH), OECCHUMIITOMHOE IIOBBIILIEHHE YPOBHS
KpeaTnH(ochoKrHa3bl, nepudepudeckue oteku [12, 19].
Bbonee penkuMu, HO MOTEHIIMATLHO OMMACHBIMU BapraHTa-
MU TOKCUYHOCTHU SIBJITIOTCS CHIDKeHUE (ppaKLIMU BeIOpoca
JIEBOTO XKeJTyaouKa, yBenmdeHre narepano QT, apurmus,
HEKOHTpOJIMpYeMasl apTepyajibHasi TUIICPTEH3MS, a TAKXKe
pan  opTanbMOJIOTUYECKUX HapyIIeHU (CBETOOOSI3Hb,
CYXOCTb IJ1a3, OTC/IOKKA MMMTMEHTHOI'O SITUTEJIMSI CETYAaTKH,
LICHTpaJIbHasl cepo3Has petruHomnartus) [20].
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Heobxodumbie ceedenusi uz ucmopuu 0one3nu pebenia 04s NPUHAMUS peuleHus 00 onpedeseHUU NOKA3AHUL K MAapeemuoll mepanuu ceaymemuHuoom

vy nayuenma ¢ I[TH u HO1

Required information from a child's medical history to decide on the indication for targeted therapy with selumetinib in a patient with PN and NF1

ITapameTpbl OLleHKH KommenTapuu
Evaluation parameters Comments

®UO, Bospacr, pocT, Bec

Full name, age, height, weight
CeMeltHbIil aHaMHe3

Family history

Knunnueckue nposieienuss HO1,
NeOIOT, IMHAMMKA 32 TIePUOJT
Ha0II0neHUS

Clinical manifestations of NF1,
onset, dynamics during the
observation period

MorekysipHO-TeHeTUYecKast
JIMarHOCTUKA
Molecular genetic diagnostics

Xapakrepuctuku [TH
Characteristics of PN

OO6beM BbINMOJIHEHHON AMarHoc-
TUKU
Volume of diagnostics performed

ComnyTcTBytolas MaToI0TUs
Concomitant pathology

TIpenuectBytomas Tepanust [TH
Previous therapy of PN

[poTrBoIOKa3aHusl K TAPreTHOM
tepanuu MEK-uHruéutopom
Contraindications to targeted
therapy with MEK inhibitor

3akmoueHne OL
Conclusion of the Federal Center
(FO)

PacuertHast mo3a mpermnapata
Calculated dose of the drug

Heo06xoauMbl akTyasibHbIe TAHHBIE U1 TOYHOTO pacdeTa M03bl CeyMEeTHHIOA
Current data are needed to accurately calculate the dose of selumetinib

HacnencreHHas (¢ yKazaHMEM KTO U3 YWIEHOB CeMbM 00JIEH) MM criopanuyeckas (de novo) hopma
Hereditary (indicating which family member is sick) or sporadic (de novo) form

[Nepeuncants Bce KpUTEPUHM, TTO3BOJIMBIINE YCTAHOBUTH ararHo3 HD 1, ux nMHaMuKy 3a mepuo
HaOJIOIEHNST; HATTPUMED, TISITHA 10 TUITY «KOdhe ¢ MOJIOKOM» C YKa3aHHEM pa3MepoB U MPUMEPHOTO
KOJIMYECTBa, BecHyIIKH, [1H B 06acti opOUTHI, XapaKTepHbIE aHOMAJIUU KOCTEH U T. 1.

List all the criteria that allowed the diagnosis of NF1I to be established, their dynamics over the observation period;
for example, “café au lait” spots with an indication of the size and approximate number, freckles, PN in the orbital
area, characteristic bone anomalies, efc.

Marepuan s ucciaenoBaHus (KpoBb, hrUOpPo0IaCThl KOXKM, TKAHb OITyXOJIH)
YKkazaTb yupexaeHue, Te BITOTHIIOCh UCCAeOBaHKEe
[pencraBuTh 3aKIIOYEHKE O TPOBEICHHOM TMarHOCTUKE
[1pu oTcyTCcTBUY reHeTHUeCKO# BepuduKaluy [uarHo3a cjieiyeT 3To 00s13aTeIbHO yKa3aTh U MPEACTaBUTh
3aKITI0YCHHE JTab0paTOpu
Material for research (blood, skin fibroblasts, tumor tissue)
Indicate the institution where the research was performed
Submit a conclusion on the diagnostics performed
In the absence of genetic verification of the diagnosis, this must be indicated

and the laboratory conclusion must be submitted

KonuuectBo: onuHouHast [TH unu mynbrudokaaibHOE MopakeHue
Jlokanuzanus
Pazmepnl
JluHaMuKa: TIPOTpeccupyeT ¢ yKazaHUeM TEeMITOB POCTa/CTabMIn3aIus (¢ KaKoro rmeproa)
CuMIITOMBI, acCOLIMUPOBaHHbIe ¢ HamuureM [TH: 6osb, KocMeTnueckuii nedexr,
HapyleHre GyHKIUH, Ipyroe
OneHka pe3eKTabenbHOCTHY (MMpUHUMas BO BHMMaHue ocobenHocTy [TH u xupypruueckue pucku,
11eJ1eco00pa3HO 00CYKIEHNE C ONIBITHBIMU XUPYPraMu)
Number: single PN or multifocal lesion
Location
Size
Dynamics: progressing with growth rate indication/stabilization (from what period)
Symptoms associated with the presence of PN: pain, cosmetic defect, dysfunction, other
Assessment of resectability (taking into account the characteristics of PN and surgical risks, it is advisable to discuss
with experienced surgeons)

Busyanuzauus: MPT, yabrpazBykoBoe UCC/I€IOBaHUE, TO3UTPOHHO-9MUCCUOHHAsI TOMOrpadusi,
COBMellleHHas ¢ KoMIbioTepHoit ToMorpadueii (ITAT/KT), apyroe: npeactaBuTh MPOTOKOJ UCCIIEIOBAHUST
1Sl pepepeHc-TMarHoCTUKY + ONucaHue
JuHamuka n3meHeHuii TapretHoit I[TH o pe3ynasratam BU3yainsaluu: pa3mepbl, 00beMHOE BO3/IEiCTBHE Ha
OKpYXalolliie TKaHu, KoadbuuueHT nudbdy3un, XxapakTep HAKOTIEHUST KOHTpacTa
(ecyi BBITIOTHSIOCh KOHTPACTUPOBAHUE )

Ecnu BimosHsIIach GMOTCHsT — MPENCTABUTH TUCTOIOTMYECKOE 3aKITI0YeHIEe
Visualization: MRI, ultrasound, positron emission tomography combined with computed tomography, other: provide
a study protocol for reference diagnostics + description
Dynamics of changes in the target PN based on the visualization results: size, volumetric effect on surrounding
tissues, diffusion coefficient, nature of contrast accumulation (if contrast was performed)

If a biopsy was performed, provide a histological report
Oproreanyeckre,/HeBPOJIOTUIECKIE HAPYIICHUST, IPYTUE OITyXOJIN
TTpoBonumasi Tepanus
Orthopedic/neurological disorders, other tumors
Therapy performed

Xupypruueckoe jiedeHue: 1a/HET, CPOKH BbITTOJHEHUS, 3(P(DEKT, TMCTOIOIMYECKOe 3aKII0YeHNE
Jpyrue metonbl Tepanuu, ux 3pheKTMUBHOCTh
B ciiyyae npuMeHeHMs ceTyMeTUHMOA YTOYHUTD AJIUTEIbHOCTD Tepanuu, 3(hGeKTUBHOCTD
Surgical treatment: yes/no, time of implementation, effect, histological conclusion
Other methods of therapy, their effectiveness
In case of using selumetinib, specify the duration of therapy, effectiveness

Het/na ¢ ykazaHreM KOHKPETHOTO MPOTHUBOITOKA3aHUSI
No/yes with indication of specific contraindication

B BbINIMCKE M3 KCTOPUU GOJIE3HU ClIeyeT yKa3bIBaTh, MPOBOAMIACK I KOHCYbTaiust B DL,
Kakue JaHbl PeKOMEHIAINI
The extract from the medical history should indicate whether a consultation was held at the FC and what
recommendations were given

PacueTHast cyTouHas mo3a + HEOOXOIMMOE KOJMIECTBO (PIIAKOHOB C yKa3aHUEM TO3UPOBKY Ha IOl TepaIruu
Estimated daily dose + required number of vials with indication of dosage for a year of therapy
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OCHOBHOI1 OITMOKOI TIPpU BeASHUH TTallMEHTOB, MOy~
YaIOIIUX CEIYyMETUHUO, SIBISIETCSI HECOOMIOACHUE PEKO-
MEHIAIUI MO0 MOHUTOPMHTY OXHIAEMBIX TOKCHUYECKMX
OCJIOXKHEHUI U OTCYTCTBHUE CBOEBPEMEHHOM KOPPEKIIUU
no3bl. OTcyTcTBHE KOHTpOsT 3a HS Oynmet aBnaTbes mpu-
YUHOI CHIKEHMS KadyecTBa KM3HM IMalleHTOB, IPUBO-
IUTh K HEOOXOIUMOCTU OTMEHBI M/WIM PEIyKIIUU TO3bI
mmpemnapara, a B psiie CliydaeB — IpeKpalieHus JeUeHUsI,
YTO MOXET BJIUATH Ha ero 3¢ GeKTuBHOCTD. [1py Hanmmunumn
COMHEHMI1 0 HEOOXOAMMOCTU KOPPEKILIMU MPUHUMaeMOi
JI03bI, HEBO3MOXKHOCTU KynupoBanus H Ha ¢oHe mpo-
BOJIMMOTO COIPOBOAUTEIHHOIO JICUSHUsI PEKOMEHIOBaHO
obpaienue B DII.

Eie omHMM BaXXKHBIM acClIEKTOM MOHMTOPUHTIA SIBJISI-
ercd oleHKa 3(G@GEKTUBHOCTU JI€YeHUsS CO CTOPOHBI
tapretHoii [TH. Ilpu 3TOM KiII04eBBIMU TapamMeTpaMu
clyXaT OIMHAMMKa 00beMa OIyXOJM M acCOIMMPOBaH-
HBIX OcJoXHeHuit. CienyeT MOTYEPKHYTh, YTO H3Me-
HEHME pa3Mepa OIyXOJU He SBISIETCS €IMHCTBEHHBIM
npu3HakoM 3(pPeKTUBHOCTHU JieueHUs. B obs3arenbHOM
MOpsIIKe CJEAyeT OTCIAEXKUBATh TMHAMUKY HapyIIEHHBIX
GYHKIIMI 10 MHUIIMALIMA Teparuu, HampuMep, KyIupo-
BaHMWE HEBPOJOTMYECKUX OCIOXHEHUI, BKIHOYas Ooie-
BOIl CHMHIPOM, BOCCTAaHOBJICHHWE MOTOPHOI (yHKUMHU/
JIBUTAaTeJIbHON aKTUBHOCTH, YIYUIIIEHUE KOCMETUICCKUX
nedexToB [1]. YuuteiBass pucku TpaHchopmamuu [TH
B 300ITH, o60cHOBaHHO MPUMEHEHUE MMPOTPaMM CKpU-
Hunra 300ITH ¢ npuMeHeHeM METOIOB BU3yalu3aliuu
(MPT c xontpactHeiM yeuneHueMm, [19T/KT ¢ dropme-
30KCUTJTIIOKO3011), OCOOEHHO B Cy4asX YCKOPEHUSI TeM-
noB pocrta [TH, ycuneHus 6oieBoro cuHaIpomMa, U3MeHe-
HUS XapaKTepUCTUK OMyxoau. EMMHCTBEHHBIM METOIOM
HUCKJIIOUEHUST MaJIMTHU3A1UM sIBjIsieTcs: Ouorncus [21].

JlmaTeIbHOCTD Tepamuu

Ha ceromHsiiiHuii 1eHb OTCYTCTBYIOT PeKOMEHIALIMU
110 HEOOXOAMMOM JJIUTEIBHOCTH M CPOKaM OTMEHBI Tap-
TeTHOM Tepamuu, TeM He MEeHee OYEeBUIHO, YTO MpeKpa-
LIeHUe MpreMa CeTyMEeTUHNO0a MOXeT IMPUBOIUTD K paH-
HeMy nporpeccupoBanuto ITH [10]. C apyroii cTopoHHI,
3aperucTpUpoOBaHHbIE cllyyau TiporpeccupoBanus ITH
U Ha (poHe JeUyeHUs] CBUIETEILCTBYIOT O PUCKAX yTPaThl
apdexkTuBHOCTH ¢ TeueHueM BpemeHu [10, 11]. Takxke
BBUIY OTHOCHUTEIHLHO KOPOTKOTO Teproaa HaOJIoIeHUS
3a MalMeHTaMU, MOJyJYaloIUMU TaApreTHYIO Teparuio, 10
HACTOSIIIIETO BPEMEHU HE TOJIYUYEeHBI CBEICHUS O pHUCKax
pPa3BUTHS OTIAJEHHON TOKCUYHOCTU U CTEIICHU €€ TSKe-
CTU B CIy4asxX HEIPEPBIBHOTO JOJTOCPOYHOTO IIpUMEHE-
Huss MEK-unruébutopon [1]. Tem caMbIM HOCTUXKEHUE
banaHca Mexny 3(pPeKTUBHOCTBIO JIeYeHUSI, JOCTUTHYThI-
MM LEJISIMU M KOHTPOJIEM JIEKapCTBEHHO-00YCIOBICHHOM
TOKCUYHOCTU CJIYy>KMT OCHOBHOI 3amadyeil Bpaya-CIICL-
ajgrcTa, M IpUHUMas BO BHHMMaHUE BBIIIEU3IOXEHHOE,
orpenessieT HeoOXOOMMOCTb TIPUHSTUS peILIeHUs 00
OTMEHE Tepaluu B MHAVBUAYyaJIbHOM IOpsiike. B Mex-
MYHAPOIHBIX MYOJMKALMSIX O0OCYXKmaeTcs psiI Te3UCOB,
KOTOPBIE MOXHO YYUTHIBATh MPU OIpPEACIeHUN TaKTUKU
[1,22]:
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1. Ilemecoobpa3Ha OTMEHa Tepaluu TpU AOCTH-
XKEeHMU TToJHOTo 3ddekTa co cropoHnl TapretHoin ITH
(Hapsoy ¢ ymeHbleHueM pa3mepoB [TH monHoe Kynupo-
BaHUE aCCOLIMMPOBAHHBIX CUMIITOMOB, yIaJIeHUE TapreT-
HOTrO oyara).

2. B cnyyasax omaceHus IOJHON €AWHOBPEMEHHOM
OTMEHBI TepaIllMy BO3MOXKHA IOIMBITKA PEIyKLIMU J03bl/
KPaTKOBPEMEHHAs OTMEHA C OLICHKOM IMHAMUKH CTaTyca
3a00j1eBaHUsI, TIPU IIEPBBIX IPU3HAKAX IIPOrPECCUpPOBa-
Hus [TH — Bo30OHOBIEHME Tepaluy B IIpeXKHEM o0beMe.

3. Ilpu coxpaHeHUM MPU3HAKOB 3a00JIeBaHUS BO3-
MOXHO IIPOAOJ/DKEHUE JIEYSHUs IO IIPOrpeCcCUpOBaHMS
WIN HEMPUEMJIEMOI TOKCUYHOCTH.

4.  HWMHuumanbHas JJIWATENbHOCTh TEparmuu Ipu
cumnTomatndyeckux ITH, maxke B ciydasx OTCYTCTBUS
OUEBMIHON KJIMHUYECKOM IMOJIb3bI, JOKHA COCTaBJISATh
He MeHee 18 Mmec, 4To ompeensieTcsl CpoOKaMU peamn3a-
1y 3(pdekra ceaymMeTHHNOA; onpeAeieHUe NallbHe e
TAKTUKU OOCYXIACTCsl B MHAMBUIYAIbHOM IOPSIIKE; IIPU
OTCTYTCTBUU 3(PdeKTa (HeIOCTIKEHUEe CTaOMIM3alluu,/
YMEHbIIIEHUsI pa3MepoB, KYIIUPOBAHUSI CUMIITOMOB) II0
HMCTEYCHUU 3TOTO CPOKa CIIEAYeT pacCMaTpPUBaTh OTMEHY
ceJlyMeTUHMOA.

5. PasButme cepne3Hbix HS/HemepeHOCHMMOCTH
Teparnuy CeJIyMeTUHMOOM SIBJISIIOTCS ITOKA3aHUEM [UIS ee
MpeKpalleHusI.

6. Pemenne o mpekpalleHUM JIeYeHUsT oOCyxKaa-
€TCS B KaXXIIOM KOHKPETHOM CJIydae C MalMeHTaMM U UX
CEMbSIMU B MHIMBUAYaJIbHOM IOPSIIKE.

7. Ha cerogHsIHMU 1eHb HUKAKUX JAHHBIX O MPU-
0OpEeTeHHOM PEe3UCTEHTHOCTH K CEJIyMETUHHUOY HET.

MexnyHapoaHble MyOJIMKalMKM — yKa3bIBalOT, 4TO
IOCTMKeHME Xejtaemoro 3dgdekra Ha GoHe MOHOTepa-
I1U CETYMETUHUOOM HE BCEra BO3MOXHO, ITOAYePKUBAs
3HAYMMOCTh KOMOMHHUPOBAHHOIO JICYEHUsI, — TapreTHas
Tepamnusl + XUpyprudeckoe jedyeHue (Ipv HAIMYUK TeX-
HUYECKOI BO3MOXHOCTHU U yuyeTe pUcKoB) [1].

QOoOecneyenne TpaHcdepa NANMEHTOB,
COBEpIIEHHOJIETHS, BO B3POCIYIO CETh

IMonarue TpaHcdepa MalMEHTOB OINpeaensieTcs Kak
LieJIeHaIpaBJIeHHBIN TIJIAHOBBIM MEpeBOa IMOAPOCTKOB/
MOJIOZBIX B3POCHBIX (Mocie noctuxkeHus 18-1etusi B PO)
U3 JETCKOM CEeTH 3APpaBOOXPAHEHMSI BO B3POCIYIO, UTO
MOXET COIPOBOXIATHCS PSIAOM HECOOTBETCTBUI MEXKIY
MOJIEISIMM OKa3aHUsI ITOMOIIM, OCOOSHHO JIJIsI MAallMEHTOB
¢ opdaHHBIMU 3a00eBaHUsIMHU [23, 24]. OrpaHUYEeHHBIN
JOCTYNI K MEAUIIMHCKUM yCIIyraM B paMKax 00s13aTelib-
HOTO MEIMIIMHCKOTO CTPaxOBaHMS Y B3POCIBIX OOJb-
HBIX, BKJIIOYas CKPUHUHTOBBIC METONBI JUATHOCTUKH,
HU3Kass OCBEIOMJICHHOCTb CIICIIMAJIMCTOB B3POCIOil
ceTu 3IpaBooxpaHeHus 1o Bompocam H®1, a Takke
KOTHUTUBHBIC OTKJIOHEHUS/TICUXOJOTMYECKUEe OCOOCH-
HOCTH, (PYHKIIMOHAJIbHBIC HapyIIeHUS/MHBAIMIHOCTD,
XapakTepHble Ui 0OJIbHBIX ¢ auarHozoM H®1, moryr
SIBJIATHCSI IPUYMHON CHUIKEHMST KauecTBa OKa3blBacMOI
MEIULIMHCKONM moMoiu. [lamueHThl JaHHONW KOTOPThI
HYXXIAIOTCSI B aKTUBHOM TMHAMUYECKOM ITOXKU3HEHHOM

JOCTUTTITHX
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HaOJIONEHUHY C YIETOM PUCKOB Pa3BUTHUS MYJIbTUCUCTEM-
HOM MaTOJOTUHM, B TOM YHCJIe OMyXOJIeBbIX 3a00/IeBaHUA,
JacToTa KOTOPBIX YBEJIMUMBAETCS C BOo3pacToM. BaxkHyio
poJib B BOIpocax TpaHcdepa urpaet MHGOPMUPOBAHUE
1 00pa3oBaHUE MAIIMEHTOB I10 BOIIPOCAaM UX IaTOJIOTUH,
oIpenesieHus LieJieii ITMHaMUYeCKOT0 MOHUTOPHUHTa, 00e-
CIIeYeHNe MOCTyIa K BaJUAMPOBAHHBIM MH(MOPMAIIMOH-
HBIM pecypcaM, MallMeHTCKUM opraHu3anusam [23].

3akioyenue
He BbI3BIBaeT HMKAaKMX COMHEHMI, 4YTO Ipobjema
ITH y nauuentoB ¢ H®1 sBisgeTcst CI0XKHONA MeKIUC-
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LUTUTMHAPHO#M 3ajadeii, TpeOylolleii BHICOKOKBaIM-
(GUIIMPOBAaHHOIO OKa3aHUsS MEIUIIMHCKOI ITOMOIIIN.
CBOEBpEeMEHHOCTh BepU(UKAIIMKM AUarHosa, II0JHO-
LICHHOCTh TTPOBOAMMOIO OOCJIeIOBaHUS U aIeKBaTHOCTb
MPUMEHSIEMBIX METOJOB JICUCHUST HAIIPSIMYIO BIMSIOT Ha
MPOTHO3 MPOJOLKUTEIbHOCTH 1 KAa4ecTBa XKU3HU OOJIb-
Horo. [Ipu 3ToM HeoTbeMIEMOI YacThbIO 3 (HEKTUBHOCTA
TepaIuu SIBJISIIOTCS COOJIIOEHNE BOIIPOCOB IMPEEMCTBEH-
HOCTH, KaueCTBEHHOTO BeJICHUSI MEAULIMHCKOM TOKYMEH-
Tallid, CBOEBPEMEHHOIO MPHUBICYCHMS CIICIIMATNCTOB
Y3KOIo Npoduiisi, a TAKXKe CaMoro NalydeHTa ¥ YICHOB ero
CeMbH Ha BCEX dTanax NpUHSITUS pElIeHUN.
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