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PE3IOME

AktyanbHocTb. Herpodibpomatos 1-ro tuna (H®1) senseTca pacnpocTpaHeHHsIM ayTOCOMHO—LOMWHAHTHLIM 3a60neBaHWEM, NPOABAAIOLLMMCS
pa3BUTNEM MHOXECTBEHHbIX OMyXONei Ha Tene 1 3N0Ka4ecTBEHHbIX HOBOOOPa30BaHWi. Y BonblMHCTBA NauneHTos ¢ HP1 pa3srBaloTCs pasnuyHble
ncuxudeckue pacctpoictsa ([P), pacnpegenerue KOTopbIX N0 KATErOpWUAM akTyanbHO ANA UX AUarHOCTVKMW, NPOUAAKTUKY U NEYeHNs CneumanicTamm.
Lenb — onpegenutb Tunbl 1P, ux vacToTy 1 Hanbonee 3thdekTuBHEIE CTPATErMM NPOMUAAKTUKY 1 NeYeHns y nauneHTos ¢ HP1.

Mertopb!. [poBeaeH aHanua Hay4Ho nuTepaTypbl B 6a3ax aaHHbIx Scopus, Web of Science, eLIBRARY.RU no 3aganHoi Tematuke. 113 965 nybnukaumi
oT06paHo 63 Hay4HbIX CTaTel ANS HanucaHus AaHHoro 063opa.

Pesynbratel. [1puumHamu MNPy 6onbHbx HPT cnyxaTt kak nopaxeHus ronoBHOro Mosra BCNeACcTBUE NaToreHe3a 6onesHu, Tak 1 AyLUeBHbIE NEpPeXm-
BaHWA BCNefCTBIE 00e306paxiBaHNA BHELHOCTY, OTCYTCTBUE 3HAHWA O NEYEHUN OMYXONEBOro CUHAPOMA. Y 3HAYUTENbHOV YACTU NALMEHTOB ONMCaH
psAg NP, noctosepHo Gonee BbiCOKMIA, Y4em B 06Lieit nonynauuu. Ana npodmunakTikm MNP HeobXoanMbl KOHCYAbTALMMU NCUXONOrOB W NCUXNATPOB BCEM
6onbHeIM HP1 nocne ycTaHOBNEHWS AMarHo3a, MHOPMUMPOBaHME UX O BO3MOXHOCTY YAANEHUS MHOXECTBEHHbIX KOXHbIX HEMpO(UBPOM C NOMOLLbI
XVMpypryyeckoro nasepa, 06 adihekTMBHOCTY TapreTHOM Tepanum NneKcUthopMHbIX HernpodMbpoM, 0 MeTofax nNpodunakTikv nepepaun HO1 getam.
HAns nedenns IMP y 6onbHeix HP1 ncnonbayloTcs cTpaTerui CornacHo KNMHNYECKMM PEKOMEHAALMAM C thapmakoTepanuer B 3aBucuMocTit ot Tina [MP.
3akniouenmne. BaxHbiM haktopom npocpunaktukm Py naumentos ¢ H®1 aenseTcs ux uHopMUpoBaHUe 06 MMEIOLMXCH COBPEMEHHBIX METOfAX
NEYeHns ONyXoNeBoro CUHAPOMA, YTO BCENSET YBEPEHHOCTb M NO3BONAET YNYHLLMTL KA4ECTBO XU3Hi. B cBA3m ¢ yacTsiM pa3sutiem [P y 6onbHbix HO1
Heo6X0ANMbl KOHCYNbTaLMK NCUXONOroB W NCUXMATPOB ANA PaHHEN [WarHoCTUKkM W neveHns MNP B COOTBETCTBUM C KAMHUYECKUMI PEKOMEHALMAMM.
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Strategies for the Prevention and Treatment of Mental Disorders

in Patients with Neurofibromatosis Type 1

R.N. Mustafin', E.A. Galieva?

" Bashkir State Medical University, Ufa, Russia
2 Ufa University of Science and Technology, Ufa, Russia

SUMMARY

Background. Neurofibromatosis type 1 (NF1) is a common autosomal dominant monogenic disorder, characterized by the development of multiple tumors and ma-
lignancies. Most patients with NF1 develop various mental disorders (MDs), the classification of which into categories is relevant for their diagnosis, prevention, and
treatment by specialists.

Aim — to determine the types of MDs, their frequency and most effective prevention and treatment strategies in patients with NF1.

Methods. An analysis of scientific literature in the Scopus, Web of Science, and eLIBRARY.RU databases on a given topic was conducted. From 965 publications,
63 studies were selected.

Results. Causes of MDs in patients with NF1 include brain damage due to the pathogenesis of the disease, psychological distress caused by disfiguring manifestations
of the disease, and a lack of information about available treatment options for tumor syndrome. The prevalence of MDs in this patient group is significantly higher
than in the general population. To prevent MDs, all NF1 patients should receive consultations with psychologists and psychiatrists after diagnosis. Patients should be
informed about the possibility of removing multiple cutaneous neurofibromas with a surgical laser, the effectiveness of targeted therapy for plexiform neurofibromas,
and the prevention of NF1 transmission to children. The treatment of MDs in patients with NF1 follows strategies according to clinical guidelines (pharmacotherapy
depending on MD type).

Conclusions. An important factor in MD’s preventing in NF1 patients is awareness of available modern treatments for the tumor syndrome, which instills confidence
and impraves quality of life. Due to frequent MDs development in NF1 patients, consultations with psychologists and psychiatrists are necessary for early diagnosis
and treatment of MDs in accordance with clinical guidelines.
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BeepeHue

Helipodunbpomatos 1-ro tTuna (HP1) aensetcs ayTo-
COMHO-OOMWHAHTHBLIM 3a00N1eBaHMEM, BCTPEYAIOLLMMCS
B cpeagHeM B Mupe ¢ yactoton 1 : 3164. MpuumHon HP1
cnyxaTt repMuHanbHble MyTauun B reHe — cyrpeccope
onyxonen NF1, nokanu3oBaHHOM Ha 17-1 XpoMOcCOMe
[1]. OcHOBHbIe NposiBNeHnst 601e3HN — MHOXECTBEHHbIE
OMyX0Jin Pa3INYHbIX OPraHOB M CUCTEM, MaBHbIM 0bpa-
30M PacroJIOXKEHHbIE B TOJILLE KOXU. YXe C poXaeHus
npakTuyeckn y Bcex 6onbHbix HP1 onpepensiiotca po-
OpoKayYeCTBEHHbIE pPa3pacTaHMs MENaHOUUTOB B BuUAOE
CBET/I0-KOPUYHEBBIX MSATEH WM BECHYLUEK, KOJNYEeCTBO
1 pa3Mepbl KOTOPLIX C rogamMn BCe yBennumeatotcs [2].
Y 99 % 60nbHbIX HP1 pa3srBaloTcs KOXHbIE U/MnK Noa-
KOXHblEe HEMPOPUOPOMBbI, KOTOPbIE HAYMHAIOT NOSABNATb-
csl ellle B paHHeM petcTee. Mx KonmyecTBo n pasmepsbl
C KaxkablM rooM pacTyT, 06e3006paxmBas BHELLHOCTb Nna-
LIMEHTOB, 4YTO MOXET CTaTb NPUYMHON NCUXNHECKNX pac-
ctporictB (MP). MnekcndopmHbie Herpodmnbpomsbl (MH)
onpegenstotcsa y 50 % naumeHTos ¢ HO1 [3].

B oTanume oT KOXHbIX U MOOKOXHbLIX HEMPOPUOPOM,
MH nposiBnsoTCcSA GLICTPLIM POCTOM, ANGDY3HBIM MPO-
pacTaHmeM B OKpyXalowue TKaHu ¢ ux gedpopmaymen.
3ayacTyio Takme Onyxosn CTAHOBATCHA MPUYUHOW run-
6enn 60nbHbIX HP1, Nockosbky COaBAMBAIOT XU3HEH-
HO-BaXHble opraHbl. Takxe MH mMoryt ctarb npuynHon
XPOHMYECKOro 6ONeBOro CUHAPOMA, CHUXas KayecTBO
XU3HW, yxyaLlas coupnanbHoe GyHKLMOHNPOBaHNE U Bbl-
3blBasi 9MOUMOHanbHbIM ctpecc [4]. MNnekcndopMHble
HEerpodnOPOMblI 4aCTO 03JI0KAYECTBASAIOTCS, Bbl3bl-
Bas pasButme y 13 % 6onbHbix HP1 3nokavecTBeH-
HbIX Onyxonern M3 obonovyek nepudepunyeckrux HepBOB
(MPNST — malignant peripheral nerve sheath tumors),
KOTOPbIE XapakTePU3YIOTCA PE3UCTEHTHOCTBLIO K XMMUO-
Tepanun v HN3KOM BbIXKMBAEMOCTbIO NauneHToB [5]. Pac-
YeTHbI PUCK Pa3BUTUS paka B TEHEHME XU3HN Y NaLMNEH-
ToB ¢ HP1 cocTtaBnseT 59,6 % [6].

CornacHo metaaHanuay, y 26,6 % 6o0nbHbix HD1
onpenensieTcs CKOMO3, MMaBHbIM 00pPa3oM TaXenon
cTteneHu [7], KOTopbIn ABNSETCA AONONHUTENbHBIM dak-
TOpoM [P, MOCKONbKY WM3MEHSIET BHELUHOCTb MauMnEH-
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TOB U MOXET CIYXUTb MPUYNHOM XPOHUYECKUX Gonen
M HapylleHns CrnocoBHOCTU K CaMOOBCYyXMBaHUIO.
MpuunHamu MNP MoryT ctate opraHMyeckme nopaxeHus
rofIOBHOro MO3ra, KOTOpble NPOoSBASIOTCA B BUAe T2-ruv-
nepuHTeHCcUBHOCTU Ha MPT y 3/4 60nbHbIXx HD1 [8] 1 ru-
apouedanumn y 8 % [9]. Kpome Toro, y 1/3 nopaxeHHbIX
H®1 BbISBNEHBI MMMOMbI 3pUTENBHLIX HEPBOB, Yy 10 % —
onyxonu rosioBHoro moara [9], y 8,1 % 60nbHbix HD1
pasBMBaeTCcs cyoopoXHbIi cuHapom [10]. Y 30-65 %
peteit ¢ HO1 BoiIsBNSIOT HapylweHus uHTennekTa [11].
[aHHble nposiBneHnss oOyCnoBNEHbl MOPaXeHUeM ro-
JIOBHOIO MO3ra 1 MOryT CNYy>XUTb NpuynHamu MNP nomumo
MHOXECTBEHHbIX Helnpodndbpom, 06e300paxmBaOLLINX
naumeHToB ¢ HPO 1. Takxe MP MoryT 6biTb Bbi3BaHbl HEO,0-
CTaTO4HbIM UHPOPMMPOBAHMEM MAUVEHTOB O CYLLECT-
BYIOLLIMX CNOCO0Ax nevyeHms OnyxoaeBoro CUHAPOMA rnpu
H®1, Taknx kak Xmpypryeckumin nasep, KOTOpbI NO3BO-
NAeT yoansTb COTHU OMyxOJiel 3a ogHy npouenypy 6e3
peunameupoBanus [12]. Ans Tepanuun HeonepabenbHbIX
MH B HacToswLlee BpeMS UCNONb3YEeTCS UHIMOUTOP MU-
TOreH-aKkTMBMPYEMOW NPOTEUHKMHA3bl — CEeNyMeTUHNO
[13]. daHHbIii npenapaT goctyneH 6ecnnaTtHo B Poccum
no nporpamme «Kpyr gobpa» [14]. HeratueHoin nHdop-
maumen, cnocobcTeytollen passutuio MNP, MoxeT cTtatb
TaKkke BbICOKMI puck HacnepoBaHus HP1 y pebeHka,
coctaensiowmn 50 %. Ha pucyHke npeacrtaBneHbl ¢pak-
TOpbI BAUSIHUSA Ha naToreHed MNP npn HP1.

Lenbs nccnegoBaHmns — onpepenntb tunbl MNP, nx
4acToTy U Hanbonee adPeKTUBHbLIE CTpaTerMm npodu-
NaKTUKN 1 NieveHuns y naumeHTos ¢ HP 1.

Mertoabi

MpoBegeH aHanM3 Hay4yHOW nuTepaTtypbl B 6azax
naHHbix Scopus, Web of Science, eLIBRARY.RU no 3a-
,D,aHHOVI TemaTtuke. bbinm ncnonb3oBaHbl KIOYEBbLIE CI0-
Ba neurofibromatosis 1 B coyetanHumn ¢ mental disorders,
stress, depression, anxiety disorders, sleep disorders,
attention deficit hyperactivity disorder, autism spectrum
disorder, suicidal ideation, co cnoBamu treatment,
pharmacotherapy. 3 965 nybnukaumin otobpaHo 63 Ha-
Y4Hble CTaTbM 4S9 HaNnMcaHusa AaHHoro o63opa.
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MCUXWYECKMNE PACCTPONCTBA Y 50JIbHbIX HEMPO®WNEPOMATO30M 1-ro TUMA

Pucyrok. Cxema BNvAHNS paannyHbix (hakTopoB Ha NATOreHe3 NCUXMHYECKMX PACCTPOMCTB Y BonbHbIX HelpodimbpomaTosom 1-ro Tvna
Figure. Scheme of the influence of various factors on the pathogenesis of mental disorders in patients with neurofibromatosis type 1
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Myctadun P.H., lannesa 3.A.

Pe3ynbrarthl

CTpecc v Ka4ecTBO Xn3HW y naumeHTos ¢ HP 1

Mpn H®1 HabnogaeTcs 3HAYUTENIbHOE NCUXOCOLM-
anbHoe 6pems [15], 6onee HNM3Koe Ka4yecTBO XN3Hu [16]
Mo CpaBHEHMIO C 0OLWEelr nonynaumen 1 ¢ nauneHTamm,
CTPafaioLWMMU KOXHbIMK 3200/1eBaHNAMM (akHe, 9K3e-
Mol 1 ncopuasom) [17]. MpuynHamMm faHHbIX N3MeEHe-
HUI cnyxaTt KNnHu4eckne nposisneHns HP1, Takme kak
N3MEHEHME BHELLIHErO BUAA, XPOHUYeckas 605b 1 GyHK-
LMOHanbHas HegeecnocobHocTh [18]. YBennumeaowm-
ecsl B KONIM4ecTBe U pasmMepax HempodrnbpoMbl Bbi3bl-
BalOT TSXKEsble pacCTPONCTBA aganTauum 1 CKIIOHHOCTb
k penpeccuu [19]. dakTtopom passutus MNP y naumeHToB
¢ H®1 moryT ctatk MH, Bbi3biBaOLLME 06e300paxuBa-
HVEe BHELUHOCTU, XPOHMYeckne 60/n, HapyLLleHne Kade-
cTBa Xn3Hu [4]. Y B3pocnbix nauneHtoB ¢ HO1 passu-
BaeTCs HeraTuBHbIN 06pa3 Tena, KOTOPLIN BblpaxaeTcs
B NOCTOBEPHO MEHbLUEM YYyBCTBE MPUBEKATENLHOCTU
1 YBEPEHHOCTWN B cebe, TenecHoM BecrnoKkoMCcTBe, Hey-
[OBNETBOPEHHOCTM cBOMM Tenom [20].

Cpeaun naumeHToB ¢ HP1 yacTto BCcTpeyaeTcs Hapy-
LieHme oby4aemMocCTu, 4TO eLle Oonblue yxyalaeT kave-
CcTBO XM13HKU [21]. MNMpoBepeHHblie B 2019 1. cucTtemartum-
yeckuin 0630p M MeTaaHanM3 nokasanun, Y4To Ka4yecTBO
XWN3HW y naumeHToB ¢ HP1 Bbino HUXKe No BcemM acnek-
TaMm, 4eM y npeacraBuTenet KOHTPONLHOM rpynnbl. [pu
aToM HP1 HeratnmBHO BAUS HE TOJILKO HA NCUXNYECKoe
300pOBbE, HO Takxe Ha coumanbHoe GYHKLMOHMPOBA-
Hue 1 obLee cocTosiHME 300p0BbsA. C NOMOLLBIO OMNpocC-
Huka SF-36 (aHr1. 36-ltem Short Form Health Survey)
onpepeneHo HeratueBHoe Bo3gencteue HMD1 Ha Bce
noALiKanbl KA4ECTBA XNU3HW Y BPOCIbIX NaUMeHTOB [22].
[na naupenToB ¢ HP1 xapakTepeH OocToBeEpPHO Bonee
BbICOKMIA YPOBEHb MCUXOSIOrMYeckoro amcrpecca [23]
n 6onee HU3KME YPOBHU CAMOOLIEHKN MO CPaBHEHUIO
C Hopmamu B 06Lel nonynsiuym [24]. NMcmuxonornyecknia
cTpecc y naumeHToB ¢ HD1 onocpenoBaH TeM, Kak OHU
BOCMPUHMMAIOT CBOE TeNo, 06e300paeHHOe MHOXECT-
BeHHbIMK onyxonsimu [20]. Bonee BbICOKMIA yPOBEHb AV-
cTpecca onpepeneH y 6onbHbix HP1 ¢ 6onblinm Konm-
4eCTBOM HelpodpnbpomM Ha KOXe, NMOCKOJIbKY MNP 3TOM
MOBLILLAETCHA YPOBEHb HEYBEPEHHOCTU B cebe [25]. Uc-
cnegoBaHue NcuxocouumanbHbIX npodunen agantaummn
kK HD1 no nokasaTtensim ncruxocoumanbHOro GyHKUNOHW-
poBaHnA (BOCMPUHMMAEMbLIN CTPEecC, oenpeccus, Tpe-
BOra) m yCTom4mBoCTM (ONTUMMU3M, 3MNATUSA, OCO3HAH-
HOCTb, CouManbHas nogaepxka, cornagaHue) nokasanm
HU3KYlo aganTtaumio y 57 % nauunentos ¢ HP1 [26].

Pacctpoictea ayTncTn4eckoro crnekTpa
1 CUHOPOM [BeuumTa BHUMaHUA
W rnepakTUBHOCTY y naumeHTos ¢ HD 1

Bbllen3noxeHHble GakTopbl AMCTPecca y NauneH-
ToB ¢ HD1 MOryT ctath NpUYMHO NOBLILLEHHOIO pUcKa
pasBuTUS TPEBOXHBIX paccTporcTts (TP) u aenpeccus-
HbIX paccTponcts (OP), TOMMMO KOTOPbLIX Y NaLNEHTOB
0OCTOBEpPHO 4aule passuBaioTcsa [P, obycnoBneHHble
naToreHe3oMm camoro 3aboneBaHus BCNeACTBUE MOJIE-
KYNSAPHO-FEHETUYECKMNX HAPYLUEHUA B TOJIOBHOM MO3-
re [27]. K Takum TP oTHocuTcs cuHapom peduumnTa
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BHUMaHMa ” runepaktueHoctn (COBI), BbisBnsieMbli
B cpegHeM B Mupe y 28 % naumeHTtoB ¢ HP1 [28], a Tak-
e paccTponcTea aytmctudeckoro crnekrpa (PAC). dons
nauyeHToB ¢ PAC cpenun 60onbHbix HP1 MmoxeT gocTtu-
ratb 40 % [29]. CornacHo HepaBHeMy MeTaaHanuay, PAC
nunarHoctupyetcs y 18 % naumeHTtoB ¢ HP1 B cooTBET-
CTBUM C amarHoctTnyeckumm kputepusamm [30]. Mimetotca
pasnuunsa B pacnpocTtpaHeHHocTn PAC cpeau nauneH-
ToB ¢ HD1 B pa3HbIx CTpaHax 1 B 3aBUCUMOCTM OT BO3pa-
cta. Tak, B Hngepnangax PAC onpegeneHoy 11 % [31],
B benbrum — y 33 % neten c HPO1 [32].

BbiiBNeHbl 3HAUUTENbHBIE Pa3MyMa B 4acToTe
BcTpedaemocTn CAOBIT B nccnepoBaHUsaxX padHbiX CTPaH.
Tak, B CLLA CABTI 6bin guarHoctmpoBaH y 9 % naumeHToB
¢ H®D1 petckoro Bo3pacTa [33], B icnaHum — y 41 % ne-
Teni c HP1 [34], B UTanum — y 30-50 % mnccnenoBaHHbIX
naumnenToB ¢ HP1 [35]. Y netenn ¢ COABIT onpenensioT-
csl 6onee BblpaXeHHbIe CUMMTOMbI HEBHMMATEIbHOCTU
MO CPAaBHEHMIO C FMMNEPAKTUBHOCTLIO U MMMYbCUBHO-
cTbto. Puck passutua CABI yBennumBaeTcs ¢ BO3pa-
CTOM U1 Yy NaumMeHToB ¢ 6osiee HU3KNM KOIPPULMEHTOM
vHTennekTa [36].

Pacctpovictsa cHa, TpeBOXHbIE 1 [ENPecCUBHbIE
paccTpovicTaa y naumeHTos ¢ HP 1

PaccTporictBa cHa BbiaBnsioTcs y 25 % naumeHTOB
c HD1 B8 CLLA [28] y 47 % B VInaun [37]. CornacHo Knu-
HUYECKMM mnccnegoBaHMaM, oOLLAsa YacToTa BCTpedyae-
mocTun MNP npu HP1 coctasnset ot 31,5 % naumeHToB
c H®1 B lepmanum [38] no 47 % B CLUA [39]. TpeBox-
Hble paccTponcTtea (TP) — oaHu n3 cambix pacnpocTpa-
HeHHbIX MP. OHK BKOYaOT B ceba reHepasn3doBaHHOe
TP, naHn4yeckoe paccTponcTBo, TP ¢ paHHMM Ha4vanom,
TP pasnykm, 06€CCUBHO-KOMMYbCMBHOE PaCCTPOMCT-
BO M NMOCTTPaBMaTMyeckoe CTPeCCOBOE PACCTPOWMCTBO,
Ha4YMHaAIOTCA B PaHHEM BO3pacTe U XapakTepuayloTcs
XpOHuyeckmm TeveHnem [40]. Y naumeHToB ¢ HP1 va-
ctota TP 3HauMmo Bbille, 4eM B 00OLelr nonynsauuu,
M 3HAYNTENbHO pPa3niMyaeTcs B OTAENbHbIX CTpaHax.
TpeBOXHbIE PAaCCTPONCTBA ANArHOCTMPYIOTCS Y MauueH-
T0B ¢ HP1 c yacToton ot 15 % nauyeHtoB ¢ HP1 B [a-
Huu [41], y 28 % — B ABCTpanuun [42], y 38 % — B CLLA
[28],y 45 % — B AnoHun [43] ny 60 % — B KaHage [44].
OnpepeneHo NoBbileHVE pucka pa3suTtms TPy naumeH-
ToB ¢ MH, KOTOpble cnyxaT NpPUYNHaAMM He ToNbko 06e3-
00paxmBaHMa BHELLUHOCTU, HO U XPOHWYECKUX GOnew.
Tak, B Benukobputanum y naumeHtos ¢ HO1 ¢ MH tpe-
BOXHbIE pacCcTpoicTea Oblv onpeaeneHbl JOCTOBEPHO
yaule, 4em B oOueli rpynne naupeHTos ¢ HP1, n cocta-
Bunn 51,4 % [45].

MmeloTcs gaHHble O BbICOKOM pacrnpOCTPaHEeHHOo-
ctn penpeccun npy H®1. CornacHo npoBeaeHHOMY
nonepeyHomMy mccneposaHuio, 55 % nauyeHtos ¢ HP1
HabupaioT Bbiwe 16 6annoe no wkane genpeccumn LieH-
Tpa aNVAEMUONOrMYECKMX uccnenosanHmin [46]. denpe-
CMBHble paccTponcTea ([P) onpenenawTcs B cpegHeMm
oT 19 % naumeHtoB ¢ HD1 B daHum [41], y 45 % —
B finoHun [43], y 52 % — B CLUA [46], y 60 % — B KaHa-
ne [44]. JenpeccuBHbIE PaCCTPOCTBA Y OHKOOOSbHbIX
accouumMpoBaHbl C AemMopanu3aumein 1 MoBbILLEHHbIM
puckom cymumyaa [47]. Y nauyeHToB ¢ HP1 n3 dpaH-
unm onpenenet B 4 pasa 6osee BbICOKUIA pUCK cymumaa
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Tabnuya. Yactora BCTPEYAEMOCTI Pa3nNyHbIX NCUXNYECKMX PACCTPONCTB Y B0MbHbIX HP1 cornacHo AaHHbIM nuTepaTypbl
Table. Frequency of various mental disorders in patients with NF1 according to literature data

Hassanue ncuxuueckoro paccrpoiictBa Yacrora Bctpevaemoctn y 6onbHbix HD1 B mupe, % Werounmnk
CvHEpoM fetmumTa BHUMAHUSA W TUNepakTMBHOCTY 9-50 [28, 33—-36]
PaccTpoiicTaa ayTUCTUYECKOro CrekTpa 11-40 [29-32]
PaccTponcTea cHa 25-47 [28, 37]
TpeBoXHble paccTponcTea 15-60 [41-44]
[enpeccuBHble paccTponcTaa 19-60 [41-44, 46]
CynumpansHble Mbicnv 19-45 [49, 50]

no cpaBHeHuio ¢ obuwien nonynsauuei [48]. Wiccneno-
BaHns B Wtanuu nokaszanu, 4To cyvumpanbHble MbICN
onpepensitotca y 45 % naumeHtoB ¢ HP1, yto gocro-
BEPHO Yallle, YeM B 0OLLEN NOMNYNALMM U B KOHTPOJIbHBIX
rpynnax [49]. B CLUA cynumaansHbie MbiCiiv Obliv BbiSIB-
neHbl y 19 % B3pocnbix 60bHbIX HP1 1 Gbiin accoumn-
pOBaHbl C Aenpeccuein N HU3KMM Ka4ecTBOM Xn3Hu [50].
JaHHble 0 pacnpoCcTpaHeHHOCTH padnuyHeix MNPy naun-
eHToB ¢ H®O1 npeacrasneHsl B Tabnuue.

Crparervm npochunakTvk v peabuamtaumm
[EenpeccyBHbIX 1 TPEBOXHbIX PACCTPONCTB
y naymeHTos c HP1

Mcuxmnyeckne  paccTpoMCTBa,  pa3BMBalOLLMECS
Yy 3HaYnUTeNIbHOW A0aM nauneHToB ¢ HP1, aensoTcs no-
KazaHnsMU A9 coumanbHOM, NCUXoTeparneBTUYeCcKOn,
NCUXNATPNYECKON N MCMXONormyeckon rnomowm. B Ha-
cTosilLee Bpemsi He pa3paboTaHO crneumasbHbIX CKpuU-
HUMHIOBbIX MHCTPYMEHTOB A1 ObICTPON OLLEHKU CUM-
NTOMOB CHUXEHUS KayecTBa XU3Hu 60nbHbix HP1 [51].
MoaTomy Bpayam, 3aHMMAIOLLMMCSH IeHEHNEM NauNeH-
T0B ¢ HP1, cnepyeTt 6bITb OCBEOOMIIEHHBIMU 06 MMeE-
IOLLNXCS METOAax TECTUPOBAHMSA C LIENbIO BbiSIBIEHUS
MP. Ing aToro 6b11M NpensioxeHbl cneumanbHble Onpo-
cHukn BoN (aHrn. Burden of Neurofibromatosis) [52].
Mpn n3y4yeHUn kKayvecTBa XM3HW, OOYCIOBIEHHOIO CO-
CTOSTHNEM KOXMW, NCUXONIOMMYECKUM CTPECCOM N cCaMo-
oueHKor naumeHtoB ¢ HP1, onucaHo mncnonb3oBaHue
onpocHukoB COPE (aHr1. Coping Orientation to Problem
Experiences), DQ (anrnn. Depression Questionnaire),
RSES (aHrn1. Rosenberg Self-Esteem Scale), PSRQ (aHrm.
Padua Skin-Related QoL questionnaire), Skindex-29,
STAI-X2 (aHrn. State-Trait Anxiety Inventory-X2 form),
aganTMpoBaHHbIX ans naupeHToB ¢ HP1 [26], SF-36
[23]. Ons oueHkn coumanbHOM ANCHYHKLUMN NALUNEHTOB
¢ H®1 npepnoxensbl wkansl SSIS-RS (aHr. Social Skills
Improvement System — Rating Scales) n SRS-2 (aHr.
Social Responsiveness Scale, Second Edition) [53].

Onsa npodunaktukum MP y nauyeHToB ¢ HP1 BaxHO
npeononeTb YCNoBUs, KOTOPbIE CMOCOBCTBYIOT UX pas-
BUTUIO, B TOM 4Yucne odbecneyntb NnauyueHToB Heobxoam-
Mo UM nHdopmaumein. CnegyeTt HanpaBUTb NaLMEHTOB
K NpoduibHbIM crneunannuctTam, Kotopble 6osiee noa-
POBGHO MOTryT OOBACHUTL NPUPOAY M BO3MOXHOCTW Nleye-
HUS onyxoneBoro cuHapoma npu HO1. Onsa npodunak-
Tk MNP MoryT 6bITb NPEenJIoXeHbl PasfiniHble MeToapbl.
B yacTtHOCTM, B OTHOWeEHMN [P n TP n3 ncuxotepanes-
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Tnyeckux metoamk B 2014 r. onpepeneHa adpdekTmB-
HOCTb NPOrpamMMbl NOBLILLEHNS YCTONYMBOCTU K CTPECCY
C NomoLubio penakcaumm (aHm1. the relaxation response
resiliency program, 3RP) y 6onbHbix HP 1. [laHHas npo-
rpaMma orpaHuyeHa Bo3pacToM, NpeaHa3HavyeHa ToMb-
KO AN151 B3POCbIX B Bo3pacTe oT 18 no 70 neT n He npu-
MeHsieTcs ana geten [54].

B 2018 r. B 0AMHOYHOM CNEenom paHAOMNU3NPOBaH-
HOM KOHTPOJIMPYEMOM WCCNEeAOBaHUM Oblna WCMNOb-
3o0BaHa nporpamma 3RP pana Helipodubpomatosa
(BRP-NF). JaHHbIn meToA Obi1 aganTMpoBaH BUOEOKOH-
bepeHLCBA3bIO B PEXMME PeanbHOr0 BPEMEHU U MO-
Kasan cBol 3PEKTUBHOCTb AN1A YAy4LLIEHUs Ka4yecTBa
XW3HN B3POCbIX 60/bHbIX HP1 No cpaBHEHMIO C KOHT-
POJSIbHOM NPOrpamMMon CaHUTApPHOro NPOCBELLEHUS Npu
H®1 [15]. B 2023 . 6611 NpoBeAeH CPaBHUTENbHbIN aHa-
N3 NPorpamMmMbl TPEHUPOBKU HABLIKOB B3aUMOLENCTBUSA
pasyma un Tena 3RP-NF ¢ KOHTPOJIbHOM NporpamMmoii ca-
HUTAPHOr 0 NPOCBELLEHMS B3POCHbIX NaumMeHToB ¢ HP 1.
B pesynbrate BOCbMU 90-MUHYTHBIX FPYNMNOBbLIX BUPTY-
anbHbIx ceccuii 3RP-NF 66110 onpeneneHo 6onee Bbipa-
>XXEHHOE MOBbILLEHME Ka4yeCcTBa XU3HN, YTO NoATBEPANIO0
uenecoobpasHocTb BBeaeHus 3RP-NF B pyTUHHYIO Me-
OVLMHCKYIO NPakTUKy ang peadbunmtaumm 60nbHbix HPO1
c TP n OP [55].

[ns npeoponeHns GapbepoB B OOCTyMNe K MCUXO-
couunanbHoM nomolum 6eina pasdpaboTaHa aBTOHOMHas
Be6-nporpamma (NF-Web) passutus penakcaunoHHoOM
YCTOMYMBOCTM NPU HerpopnbpomaTose ¢ BUPTyasbHbIM
Buaeocioxetom [16]. CornacHo nposegeHHoOMy B 2021 T
MeTaaHanuay, 6bn paspaboTaHbl MeToAbl NCUXOCOMa-
Tnyeckon Tepanun MBTs (aHr1. mind-body therapies),
afjanTupoBaHHble ana peabunutauum HP1, ¢ MHoro-
obelLaloMM NoTeHUMaNoM Ans ynydleHns KadecTBa
Xn3HK. lokasaHo, 4TO McMxocomaTuyeckas Tepanus
ynydwana Guanyeckoe, NCMX0N0rmieckoe, counansHoe
M CcpedoBOe KavyecTBO XW3HWM naumeHtoB ¢ HP1 [18].
MeToabl MBTs Hay4HO 060CHOBaHbI A1 06neryeHns Ts-
XEeCTu genpeccum [56].

MoMUMO BbILLENEPEYNCIEHHBIX MpPOrpamMm, pas-
paboTaHHbIX ons npodunakTuki n peabunutauuu MNP
y B3pocbIx naumeHToB ¢ HP 1, ncnonbadyotcsa nporpam-
Mbl ons peteir. Tak, Obin onybnvMkoBaHbl pPe3ynbTaThl
nuccnenoBaHMsa nporpamMmmbl Ans nogpoctkoB ¢ HP1
B Bo3pacTe oT 12 0o 17 net — aHanu3 apPeKTMBHOCTH
NPMMEHEeHUs NporpamMmbl BUOEOKOHDEPEHLMI «pasyM-
Teno» («Ycronumeas monogexn» — RY-NF) B cpaBHeHUM
C 3KCrMepuMeHTasbHO 06pa30BaTENbHOM KOHTPOJILHOW
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rpynnoii (nporpamma «3popoBbe ana Hd») B pamkax
NUIOTHOrO PaHAOMU3NPOBAHHOIO KOHTPOAMPYEMOrO
nccnenosaHus. B pesynstate 6-mecayHoro Habnwoge-
HUs y naumeHToB ¢ HP1 ¢ npoBeneHHOI nporpammoi
RY-NF 0Oblno onpeneneHo CHUXEHWE BbIPaXEHHOCTU
TPEBOXHOM N AENPECCUMBHON CUMMTOMATUKUK, a Takxe
yAyyLlEeHne Ka4eCTBa XN3HW, CBA3aHHOE C GU3NYECKNM
3[00POBbLEM U COLMANIbHBIMUY OTHOLLEHUAMN [57].

B pamkax Bmewartensctea 3RP-NF y B3pocnbix naum-
eHToB HD 1 BbIBNEHO CHUXEHNE YPOBHEW TPEBOXHOCTHU
n penpeccun, 0ByCNoOBNEHHOE OCO3HAHHOCTLIO W Orl-
TUMM3MOM. YNy4ylleHUE KayecTBa XU3HU OOBbSACHANOCH
B OOnbLUEl CTENeHW cTpaTerusMm CoBnagaHus, nanee
0OCO3HaHHOCTbIO 1 onTuMuamMoMm [58]. Beina nposeneHa
oueHKa genpeccun (C nomoLbio wkansl Patient Health
Questionnaire-9, PHQ-9) 1 TpeBOXHOCTM (C NMOMOLLIbIO
wkanbl General Anxiety Disorder-7, GAD-7) nocne wuc-
nonb3oBaHns 3RP-NF B TeyeHne 6 n 12 mecsues y naum-
eHToB ¢ HD1. MNocne npoeeneHuns nporpammel 3RP-NF
yfnyyllanMcb nokasatenu CTpecca, TPEBOXHOCTU U Ae-
npeccun. bBbiNo onpeneneHo [AOCTOBEPHOE CHUXe-
HVEe YPOBHSA Aenpeccun no CPaBHEHUIO C NauMeHTamu,
vucnonesywowmmn nporpammy HEP-NF (aHr1. Health
Enhancement Program for NF) [59].

OTMeTUM, 4TO HapylleHue 00y4aeMoCTU CHUXaeT
3P DEKTUBHOCTL NCMXOCOMaTUYECKMX 1 0Opa3oBaTesib-
HbIX BMeLlaTenbcTB. [103ToMy HeobxoOauMbl pasHble
dopmaThbl NCMXOTEpPaneBTUYECKON N peabunmtaumoH-
HOM MOMOLUM OAsi NauWEHTOB C TSXeNlbIM HenpoKor-
HUTMBHBIM 0edUUNTOM UAN 3HAYUMMbIM  CHUXEHUEM
NCMOJIHUTENBbHBIX GYHKLUMIA. Tak, 6bl110 NPOBEAEHO CPaB-
HUTENbHOE NccnenoBaHmne BnMsaHUA nporpammbl 3RP-NF
y naupenToB ¢ HP1 ¢ HapyweHnem obyvyaemocTn 1 6e3
OAHHbIX U3MEHeHWI. AHann3 NPoBOAMIICA MO HYEeTbIPEM
obnacTtam (okpyxatoLlas cpefa, coumnasnbHble OTHOLLEe-
HUS1, MCUXONOrMYecKkoe COCTOosIHNE, Ppr3nyeckoe 340pP0-
Bbe). B peaynbrate y nunu, ¢ TPYAHOCTAMU B 06YyYEHUN MO-
cne 12-mecsiqHoro kypca 3RP-NF adpdekT Habnopancs
TOJIbKO MO NMCUXONOrMYECKOMY Ka4eCTBY XU3Hu. B 10 xe
Bpems y naumeHtoB ¢ HP1 ¢ HopManbHbIMW KOFHUTUB-
HbIMM CMOCOBHOCTSAIMU ObIIO ONMpPenesnieHo ynydlleHne
KayecTBa XW3HM MO BCEM 4eTblpeM obnactam [22].
OTO CBUAETENLCTBYET O MEPCMEKTMBHOCTU KOMMEK-
CHbIX MPOrpamMm NCUXONOrMY4ECKOM NOMOLLM NaLMeHTaMm
¢ H®1, ocobeHHO Npu HaNUYMM KOFTHUTUBHBIX HapyLle-
HWiA. PaspaboTaHa KOMMNbIOTEPU3MPOBAHHAs MNporpam-
Ma BU3YaNbHO-NPOCTPAHCTBEHHOW TPEHUPOBKMU, KO-
TOPYIO MOXHO MPOBOAMTbL AOMa C AOMNOSHUTENbHbIMU
OMUCTaHUMOHHLIMU KOYYMHroBbiMM ceccusammn (Cogmed
[www.cogmed.com]). [na ynydweHuss pabodenn na-
MaTU y naumeHtoB ¢ HP1 paHHas meToamka Gbina uc-
nonb30BaHa B MUIOTHOM WCCNEOOBAHUN MabynKOB
11,1 £ 2,3 neT ¢ AOKYMEHTMPOBAHHLIMW TPYOHOCTSMMU
paboyein namaTtu. MNporpamma nokasana cBow addek-
TUBHOCTb B OTHOLUEHUW YNYYLLIEHUS KOTHUTUBHBIX DYH-
Kumin [60].

Kpome TOro, y naumeHToB B BO3pacte oT 12 net
0o 21 roga ¢ xpoHuyeckoi 6osbio, KoTopas Mellana
VX MOBCEAHEBHOW XM3HU U NX poauTensm, Obin npose-
LEH aHann3 BAVUSHUS Tepanuy NPpUHATUSA U OTBETCTBEH-
HocTu (aHrn1. Acceptance and Commitment Therapy,
ACT). McuxoTepanusa Gblna npenjioxeHa Takke B kaye-
CTBE MEeTOo[a JIeYEHUsI XPOHNYECKOM 6oNn y NaunmeHToB
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¢ H®1. JaHHblA noaxon nomMoraeT nauyeHtam nepeo-
PUEHTMPOBATLCA Ha LIEHHOCTHbIE OTHOLUEHUS W 3aHs-
Tma. OTMeYanoCb 3HAYUTENbHOE CHUXEHWE BIAUSHUS
0011 Ha MOBCEOHEBHYIO XN3Hb MOCE NIeYEeHUs!, a Takke
YMEHbLLEHNE MHTEHCUBHOCTM 6onn [61]. Tepanus npu-
HATUS U OTBETCTBEHHOCTM MMeeT GO0JblLIOE 3HAYeEHUE
B neyeHun guctpecca, AP n TP y naumeHtoB ¢ HP1.
OHa nomMoraeT NioasiM COCPefOTOUNTLCH Ha LLIEHHOCTHbIX
OTHOLUEHUSAX N OEeATEeNbHOCTU, YTO MOBbLILLAET KayeCTBO
Xun3uum npy HP1 [61]. Mockonbky BaxHyO posib B pa3Bu-
TN OMcTpecca BCNeAcTBUE MOosIBAEHUS GONbLLIOro Ko-
JINYECTBA KOXHBIX Onyxosei y naumeHToB ¢ HP1 vrpatot
OVNCPYHKUNOHANbHbIE YOeXAEHNS OTHOCUTENTbHO CBOMX
COBCTBEHHbIX CcrnocobHocTel, 3dEdEKTUBHbIMM METO-
JaMM MOryT CTaTb MCUXOSIOrMYECKOE KOHCYNbTUPOBA-
HVe 1 oby4yeHne HaBbIKaM COBNAAaHWs, HaNnpPaBneHHOro
Ha ynyyleHne BOCNpUHMMaeMON caMoadPEKTUBHOCTH
1 Ha BblpaboTKy 6onee aganTUBHbLIX CTpaTeruin coenaaa-
Hus [25].

IOnsa Tepanun MP y naupeHToB ¢ HP 1 BaxxHOe 3Have-
HVMe UMEET ONTMMU3M U YBEPEHHOCTb B Byaylwiem [58],
NnoaToMy HeoBXoOVMbIM KOMIMOHEHTOM B fiedeHun [P
[OJKHA cTaTb MNPOCBETMTENbHAs paboTa CO CTOPOHLI
Bpayeii. [lencteutensbHo, B HacTosilee Bpems HP1 yxe
He sBNSieTCs Heusnednumolr 0osesHblo. 3a nocnegHue
HEeCKOJ1bKO NeT BHEAPEHA B MPAKTUKY TapreTHas Tepanus
cenymeTnHnboM, nokasasllas CBOK MPOTMBOOMyXoJe-
BYl0O 9 PeKkTMBHOCTbL B oTHOwWeHun MH [13]. YoaneHne
MHOXECTBa WMCKaXatoLnX BHELIHOCTb KOXHbIX HEMpOo-
dnbpom ¢ nomoLLbio XMpyprudeckoro nasepa [12] tak-
X€ OOMKHO CTaTb GakToOpoM, YCTPAHSIOWMM HEeraTus-
HbIl 06pa3 Tena [20].

Momumo ncuxotepanun ana nedeHns MNP y naumeH-
ToB ¢ HP1 6b1n NpeanoxeHbl HekoTopble cneunduye-
ckue nogxondbl 1 K dapmakotepanum. B yactHocTu, ans
neverums COBI npy HP1 6bin ndydeH metundeHnpar,
CTUMYNMpPyoLWMA  AodaMUHEPTNYECKYIO HENPOTPaH-
cMucemio. CornacHo NpoBedeHHOMY CUCTEMATUYECKO-
My 0630py, MeTUNdeHnaaT He ToNbko obrieryaeT cum-
nTombl CABI y nauyeHToB ¢ HPO 1, HO Takke ynydliaeT nx
KOrHUTUBHbIE DYHKLUMN [62].

MpennoxeHo Takxke MCMNonb30BaHWE WMHIMOUTOPOB
mTOR (aBeponumyc) B papmakotepanum PAC npu HP1.
B ocHoBe natoreHesa PAC y nauueHtoB ¢ HO1 nexnt
HapyLleHne CUHaNTUYecKol nepegayn depes metabo-
TPOMHbIN MyTamMaTHbIN PeuenTop 5, CBA3aHHbIN C ru-
nepaktueHorn MTOR-0onocpenoBaHHOM cuUrHannaaumen
[63]. OoHako B Hay4yHOW NuTepaType AaHHbIE O KJIVHU-
4yeckux nccnepoBaHusx B neveHnmn PAC aBeponmmycom
He NpencTaBfeHbl.

3akJiloUueHue

Helpodpunbpomartos 1-ro Tmna ABNAETCA OQHUM U3
caMblX pPacnpOCTPaHEHHbIX HaCNeACTBEHHbIX OMyXo-
NIEBbIX CMHOPOMOB M XapakTepU3yeTcs Nporpeccupy-
IOWNM TedyeHneM ¢ 00e300paxmBaHMEM BHELLUHOCTU
nauneHToB. OCHOBHbIMU MPUYMHAMN €ro BOSHUKHOBE-
HUSA CNY>XXaT MHOXECTBEHHbIE KOXHbIE WM MOOKOXHbIEe
Helipodubpomsl, NMH 1 ckenetTHble aHoManuu y 60Jb-
LUMHCTBA NaUMEHTOB. XapaKTepHO TakXe OMnyxosieBoe
nopaxeHme roloBHOro Mo3ra n KOrHUTUBHbIE HapyLle-
Hua. KayecTBo Xu13HM naumeHToB ¢ HP1 3Ha4MTENbHO
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CHMXEHO MO CpaBHEHMIO C obwen nonynaumen
1 C NoabMU1, CTPAAAILLMMUN KOXHbIMU 6one3HssMu. 970
06yCNIOBNEHO HE TOJIbKO Gu3mnyecknmu pedekramu,
OYHKUNOHANBbHBIMW  HAPYLUEHUSAMU U XPOHUYECKUMU
6onamun, Ho Takke dpopmupytowmmucsa MP. Mpn HP1
[OCTOBEPHO 4alle pa3BMBalOTCSH PacCTPOMCTBA CHa,
COBI 1 PAC, 06ycnoBfieHHble NaTOreHe30M CaMoro 3a-
6oneBaHunsl BCNeaCcTBME NOPAXEHUS rONIOBHOIO MO3ra.
lMporpeccupoBaHme 0nyxoaesoro CMHAPOMA, HeraTuB-
HbIl 06pa3 Tena, HapylleHne coumanbHOM aganTtaumm
cnyxaTt npu4ynHamMm noBbILLEHHOrO pucka passutusa TP

MycTadmn P.H., lanuesa 3.A.

1 [P, KOTOpble 3HAYUTESIbHO YXYALLAIOT KA4EeCTBO XN3HU
nauneHTos c HP 1.

AHanna HaydHor nutepartypbl 0 pas3sutum [P npwu
H®1 B pasHbIx CTpaHax CBUAETENbCTBYET O TOM, 4TO TP
n AP ctpagatoT 19-60 % nauneHToB, 0OTMEYaeTCs Takxke
MOBbILLEHHbI PUCK cyrnumpa. [nsg noBbILWLEHNS KayecT-
Ba XWn3HU npy HO1 HeobxoaMMbI KOMMEKCHLIE MEpbI
C y4yacTUEM Bpayen pasfnyHbIX CheunanbHOCTEN B Te-
panuu MNP, BKNoYas He TONbKO NCUXMATPOB, HEBPOJIOrOB
M NCUXMATPOB, HO TakXe reHeTUKOB, OHKOJIOrOB U Hel-
POXMPYPros.
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