Poccwuiickuin negnatpudeckuin xypHan. 2025; 28(5)

364 https://doi.org/10.46563/1560-9561-2025-28-5-364-372

OBLUECTBEHHOE 3[0POBbE, OPTAHU3ALUA U COLIMONOIrna 3aPABOOXPAHEHUA

O6LLI,eCTBeHHoe 3[10pOBbe, OpraHn3aLus
1 COLIMONOrNS 3apaBoOOXpPaHEeHus,
MeOMKo-couuarnbHasa aKkcnepTmnsa

© KOJUIEKTHB ABTOPOB, 2025
YIK 616-036.23

Bumkoeckaa H.IL"?, Cmepnuxoe C.A.', 3enenoea O.B."3, Ocvkoe 0.1, Ilankoea A.10.!

dnuaemuoJiorus Heiipogudpomarosa y nereii B Poccuiickoii @enepaunu B 2015-2024 roanl

'OT'BY «lleHTpasbHbIH HayYHO-HCCIICA0BATEIbCKUI HHCTUTYT OpPraHU3aluy 1 HHGOPMATH3ALIHK 3PAaBOOXPaHECHI MUH3ApaBa
Poccun, 127254, Mocksa, Poccus;

2OT'AOQY BO «Poccuiickuit HATMOHATBHBIN HCCIEN0BATENbCKAN MeTUIIMHCKNi yauBepcuteT uM. H. M. TTuporosa» Mun3snpasa
Poccuu (ITuporosckuii Yausepcuret), 117997, Mocksa, Poccus;

SOI'BY «HaruoHanbHBIH MEAUIIMHCKIN HCCIIEN0BATeIbCKII IEHTP Xupyprud uM. A.B. Burixesckoro» Munsapasa Pocecun, 115093,
Mocksa, Poccus

Pe3rome

Bgenenne. Heiipopu6pomaros (HOM) — opdannoe 3aboneBanue rpynmns! pakoMaro3oB, CBOEBPEMEHHOE JIGUCHHE KOTOPOTO II0-
3BOJISIET CHU3UTH OpeMs O0JIH M XUpyprudeckux BMemarenscTB. Llesis paboTel: onpenennTs AMHAMUKY MTHAEMUYECKO CUTYyaIlH
mo HOM y nereii 3a mocnenaue 10 jeT B KOHTEKCTE CBOCBPEMEHHOI TMArHOCTUKY OOJIC3HH U PAHHETO Havaja Teparuu.
Marepuagbl 1 MeToabl. [IpoBenéH aHamM3 TaHHBIX POPMBI PeepabHOTO CTaTHCTHYeCKOTo HaOmroneHus Ne 12 3a 2015-2024 rr.
B 11e510M 110 Poccun, TopoCcKOro 1 CeIbcKOro HaceleHus, a TaKoke cyobekToB PO.

PesyabsTarsl. O6mias 3abonesaemocts HOM neteit 0—4 net Boipocia ¢ 3,9 8 2016 . 10 7,1 Ha 100 ThIC. A€TEH COOTBETCTBYIOIIETO
Bo3pacta B 2024 r.; 5-9 ner — ¢ 5,3 no 9,4; 10-14 ner — ¢ 11,7 no 18,2; 3a6oneBaemocts nereii 0—14 net Beipocnac 7,8 B 2015 1.
1o 16,6 B 2024 ., 15-17 ner — ¢ 5,8 o 12,1. Otmeuasncs poct nepBuuHoil 3aboneBaemoctu aereit 0—-14 ner ¢ 1,3 B 2015 . 1o
1,8 B 2023 . [lepBuuHast 3a001€Ba€MOCTbh IMOJPOCTKOB U3MEHSIACH CTATHCTHUCCKU Majo3HaunMo, coctaBuB 0,8 Ha 100 THIC. 1e-
teif 15-17 ner u B 2015, u B 2024 rr. IIpu npodunakTuyeckux ocMoTpax BbISBIsIETCs uilb 3,5% neteit. 3aboneBaemocts HOM
CEJIbCKUX JKUTEICH CYIIECTBCHHO HIDKE TOPOICKHX. YcpeaHEHHBIN 3a 10 jer mokaszarens obmiei 3aboneBaemoctd HOM nereit
0-17 nert, B pa3HbIX peruoHax Bapeupyet ot 0,3 1o 27,2 Ha 100 TbIc. HaceneHus (MEKKBAPTWIBHBIN pa3Max MMOKa3aTelsl COCTaBUII
7,2); mokasatenb nepBUUHOM 3a0oeBaeMocTd — ot 0,0 10 5,1. Hanbosee BhicOKHe 3HAYCHHS TTOKA3aTeIsl ACCOIHUPOBAHBI C PETH-
OHaMH C 3THHYECKUM U TCHETHYECKIM BIUSHUEM (HHHO-YTOPCKOTO HACEICHHSL.

3akiouenue. Poct 3a6onesaemoctt HOM npoucxonut Ha (pOHE THIIOAUATHOCTHKU JAHHOTO 3a00IeBaHusl, HU3KUX ITOKa3aTelei
BBISIBJICHUS [TPU MPOPUIAKTUICCKAX OCMOTpPaX. Y UNThIBAs HAJTMYKE JICYCHHUS, KOTOPOE MOXKET CHU3HUTh OpeMsi 00JICBOTO CHHAPOMA
1 XUPYPTUYECKUX BMEUIATEeNbCTB, LIEIeCO00Pa3HO MPOBEACHNE MEPOTIPHATHI MO BBIABIECHHIO NanneHToB ¢ HOM B opraHu3oBaH-
HBIX JICTCKUX KOJJICKTHBAX, HAPUMEP — MEPUOANICCKOE AaHKETHPOBAHKE IIKOJILHUKOB Ha Hannuue cumnromoB HOM, npoBou-
MO€ C HCTIOJIE30BaHUEM OHJIAH-HHCTPYMEHTOB.
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Summary

Neurofibromatosis is an orphan disease of the phakomatose group, the timely treatment of which helps to reduce the burden of
pain and surgical interventions. Aim. To analyze the trend in the neurofibromatosis epidemic in children over the past decade in the
context of timely diagnosis of the disease and early treatment initiation.

Materials and methods. The authors have analyzed official statistical data (federal statistical observation form No.12) for 2015—
2024 for Russia as a whole and by urban and rural population, as well as by constituent entity of the Russian Federation.

Results. The prevalence of neurofibromatosis in 0—4 year children increased from 3.9 in 2016 to 7.1 per 100,000 children of the
corresponding age in 2024; in children aged 5-9 years — from 5.3 to 9.4; and in children aged 10-14 years — from 11.7 to 18.2;
The incidence in 0—14 years children aged increased from 7.8 in 2015 to 16.6 in 2024, and in children aged 15-17 years — from
5.8 to 12.1. There was an increase in the incidence rate in 0—14 year children — from 1.3 in 2015 to 1.8 in 2023. The incidence rate
in adolescents changed statistically insignificantly, amounting to 0.8 per 100,000 children aged of 15-17 years in both 2015 and
2024. Only 3.5% of children are detected during preventive examinations. The incidence of neurofibromatosis in rural residents is
significantly lower than in urban areas. The average 10-year prevalence rate of neurofibromatosis in children aged 0—17 years varies
across regions from 0.3 to 27.2 per 100,000 population (the interquartile range equaled to 7.2); the incidence rate ranges from 0.0 to
5.1. The highest values are associated with regions with an ethnic and genetic prevalence of the Finno-Ugric population.
Conclusion. The increase in the incidence of neurofibromatosis is associated with underdiagnosis of this disease and low detection
rates during preventive examinations. Given the availability of treatments that can reduce the burden of pain syndrome and surgical
interventions, it is advisable to realize measures to identify patients with neurofibromatosis in organized children’s groups, for
example, periodic surveys of schoolchildren for the neurofibromatosis symptoms, using online tools.
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BBenenne

eiipopudpomaroz (HOM) — opdannoe 3aboie-

BaHHE TPYIIbI (PaKOMAaTO30B, CBOEBPEMEHHOE Jie-

YeHHE KOTOPOT'O MO3BOJISET CHU3UTHh Opemsi 00iu
Y XUPYPrUYeCcKUX BMELIATeIbCTB. BCero BbIENAOT 8 TUTIOB
H®, onnako mpu yKpynmHEHUM KilacCU(UKALUU BBLACTSAIOT
JIBa OCHOBHBIX THUII4, CBSI3aHHBIX C COOTBETCTBYOIIMMH JIO-
kycamu B 17-i1 u 22-it xpomocomax: 17q11.2 (HOM I tu-
ma) u 22q12.2 (HOM II tuma). B crpykrype rpynmnst HOM
96% Bcex cmydaeB 3aboneBanus coctaBiusier HOM I tuma,
3% — HOM II tuna, oxono 1% — mBanromaros [1, 2].
B eBpomeiickom peruone yacrora HOM I tTuna cocrasmusier
1 : 2662 poxaenuit (95% AN 1: 1968 — 1 : 3601). HOM
II Tuma BcTpevaeTcs 3HaYUTEIBHO pexe, ero yactora— 1,08
Ha 50 TIc. pokaenwuii (1 Ha 32 829 u 1 Ha 65 019 poxnenuit
COOTBETCTBEHHO). I[IBaHHOMATO3 BCTpeuaeTcst KpaHe pea-
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ko, ero yactora — 0,058 na 100 TeIC. [3, 4]. CoBpeMeHHbIE
METOJbl MOJIEKYJIIPHO-TeHeTHYeCcKoil nuarHoctukn HOM
TTO3BOJISIIOT OTIPENIEITUTH MYTAIIHIO B T€HE, SBISIFOIYIOCS OC-
HOBAHWEM /ISl yCTAHOBIICHHSI TMarHo3a U3 TPYIIHI 3a00Je-
Banuit HOM [5-11].

Taxruka neuenus 60npHBIX HOM 3aBHCHT OT yCTaHOB-
JneHHoro auarHo3a [6, 12]. B nosope 2021 r. jist HOM
[ Tuma B Poccuu 3apeructpupoBana nepBbIi mpenapar Tap-
reTHOW Tepanuu. Pe3ynbTraThl KIMHMYECKOTO HCCIIEeIOBa-
Hust SPRINT (NCT01362803) nokasanu BeICOKy0 3 dek-
TUBHOCTH JIEYeHUd y JeTed B Bo3pacte 2—18 ner ¢ HOM
I Tima u HeonepabeNbHBIMHU MICKCH()OPMHBIMU HEHpoQu-
opomamu [13]. V OonbHBIX OTMEYaIach CTaOMIM3aIUs 3a-
0oJieBaHUs: BRIPAXKCHHOE CHIDKEHHE 00JIEBOTO CHHAPOMA U
yay4lieHue kadectsa >xu3Hu [13—-15]. B Poccun ony6nu-
KOBAaHHBIX JJaHHBIX O KPYITHOMACIITaOHBIX UCCIIEIOBaHUAX
H®M =Her.
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IIpumepno nonosuna Beex cinydaeB HOM I tuna sBns-
€TCsl HaCJIEJICTBEHHOM, B TO BpeMs Kak Jpyras [I0JOBUHA —
pesyabetar mytanuii [16]. [To naHHBIM HcclenoBaHus, IPo-
BenéHHoro B PecnyOnuke BamkoprocraH, cropaguyeckue
ciyyan HOM I Tuna onpeznenenst B 53% cityyaes, Haclien0-
BaHUe OT MaTepu — B 27%, ot ota — B 20% [8].

3aboneBanwust n3 rpynmnsl HOM paznuyaroTcst TSKeCThIO
TEUEHUs, KIMHIYECKUMHU TPOSBICHISIMA U BO3PAacTOM Ma-
Hudecranuu. dns HOM I tuna xapakrepHa paHHSS MaHH-
(ecrarust 3a0o1eBaHus (BO3HUKAIOT B MIIAJICHUSCTBE WIIH
SIBIISIIOTCSL BPOXKJIEHHBIMU) M pa3HOOOpa3ue KIIMHUYECKHX
npossneHuit (6, 17]:

* TUIEPIUIMEHTHPOBAHHBIE MSTHA Ha KOXKE LIBETA «KO-

(e c MOITOKOM» —TIPUCYTCTBYIOT C pOXKIEHUS Y 99%
6ombHBIX [18-21];

* BECHYIIKM B TOAMBIIICYHOW WM MAXOBOW 00IACTH
pa3BuBatotcs ¢ 1 roga, oOHapyXUBarOTCS K 6 rogam y
81% OonbHbBIX, K 7 TogamMm — y 90% [19, 22, 23];

* TVIMOMBI 3pUTENBHBIX IMyTell BcTpeuatoTes y 15-20%
JleTel, pa3BUBAIOTCS B MEpPBbIE O JIET )KU3HU, CPEAHUIM
Bo3pacr nposienenus — 4,2 roxa [20, 23, 24].

* HEHpOPHUOPOMBI: KOKHBIC/TIOJKOKHBIE THATHOCTH-
pytorcst y 6onee yem 98% O0nbHBIX; TUIEKCH(OPM-
HBIE — DPa3BUBAIOTCA B PAHHEM JIETCKOM BO3pacTe y
20-50% GonbHBIX [24-26];

* OpTONEINYECKHE IIPOSBICHUS: CKOJIINO3 OTMEYaeTCs B
Bo3pacte 6—10 jer y 10-28% OOnpHBIX B COUECTaHUHI
¢ nucmiasuell O3BOHKOB, KOTOpas 0OHapyKHBAeTCs
6onee uem y 70% manueHToB no pesynsrataMm MPT
[20, 23]; mucrnasust IIMHHBIX TPYOYaThIX KOCTEH —
y 5% 6ompubIX [20, 21, 23]; AucIna3us KPbLIIHEB KITU-
HOBHIHOM KOCTH TPOSIBIISIETCS] B BO3pacTe 10 2 JIET y
1-7% neteit ¢ HOM I tuma [20, 23, 24];

* y3enku Jlumia mosBISIOTCSA B Bo3pacte 3 JeT u 00-
HapyxwuBaioTcst y 100% Oonpaeix HOM B Bo3pacte
30 et [20, 23].

ITpu HOM II tuna npumepro y 90% OGONbHBIX TUarHo-
CTUPYIOTCS OujaTepasibHble BeCTHOYISpHbIE IIBAHHOMBI
(BpoknéHHBIE — (OPMUPYIOTCS B TIEPBbIE MECSIIBI KU3HH,
ManupecTupyroT B TeueHue 10-20 yet; cpeqHeTsHkEnbie —
tun ['apaHepa — ne0rTUpYIOT ¢ 22-27 JeT; pacnpocTpa-
HEHHBIe — TUN Bumapra — 1e0IOTHPYIOT B BO3pacTe
30 net) [6]. OCHOBHBIMU KIMHUYECKMMH MPOSBICHUSIMHU
SIBISIFOTCS YXYIIEHHE CIIyXa J10 TIIYXOThl M Pa3BUTHE BECTHU-
OyssipHoOI arakcuu [27, 28].

[IIBaHHOMATO3 XapaKTepU3yeTcs IOSBICHUEM MHOXe-
CTBEHHBIX TNEpPU(PEPUIECKUX U CHHHAJIHHBIX ITBAHHOM H
MeHUHTHOM. Y 70% OONBHBIX OTMEYAETCS! BBIPAKEHHBIN
HeBpornaTndeckuid 6oneBoi cuuapom [6]. CoBOKyIHBIE HC-
CJIEZIOBAHUS MOKA3aJIH, YTO OCHOBHOH *anoboi mpu HOM
SIBIISIETCSL TPYAHO TMOJIAIOIIUICS JIeYeHUI0 OOJIEBOW CHH-
JIpOM ¥ IMEHHO OpeMs 00K, B TOM YHCIe y AeTeH, ABisIeT-
cs ipeBanupyoimuM [29]. BergensioT Takke OpeMst XUpyp-
IMYECKUX BMEIIATEIbCTB, HAPaBJICHHBIX HA KyIHPOBaHHE
00JIEBOTO CHHPOMA; TIPH ITOM TaKHE BMEIIATEIhCTBA HECYT
BBICOKHH PHUCK ITOCJIEOTIEPAIIIOHHBIX OCIOXHEHNHN: MII0X0€e
3aKHUBIICHUE PaH U BEICOKAs 4aCcTOTa PeruanBoB [29].

Taktuka nedeHus 6onpHbIX HOM 3aBHCHT OT ycTaHOB-
JIEHHOTO quarHo3a [6, 12]. B Hosope 2021 . s HOM 1 tu-
na B Poccuu 3aperucTpupoBaH nepBblii mpenapaT TapreTHOH
Tepanuu — celyMeTHHUO. JledeHue nokazaHo OOJBHBIM
¢ 3 neT ¢ HeonepabeIbHBIMU TUIEKCH(OPMHBIMU HEHpOhu-

Opomamu. [Ipemapar mokasan BBICOKYIO 3(PPEKTUBHOCTh Y
nereil B Bospacte 2—18 ner ¢ HOM I tuma n Heonepabeinb-
HbIMU TUIeKcudopMHbIMU Helpodubpomamu [13]. Otmeua-
Jack cTaduau3anus 3a00/eBaHUs: BBIPaXEHHOE CHIKEHHE
00JIEBOTO CHHIpOMA U YIy4IlIEeHUE KadyecTBa ku3Hu [ 13—15].

Craructuuecknii yaér HOM [ tumna ocymecrtsisiercs
o koay Q85.0 MKB-10. HOM II Tuna u mBaHHOMATO3 110-
MasafoT B Apyrue pyopukn: «JloOpokauecTBEHHOE HOBOO-
Opa3oBaHHe IPYTUX U HEYTOUHEHHBIX JIoKanu3anuii (D36)»,
«HoBooOpa3oBaHusl HEONPEAeNEHHOTO WM HEU3BECTHOTO
xapakrepa (D37-D48)», «llopaxkeHus OTIENbHBIX HEPBOB,
HEPBHBIX KOpemkoB u cruereHnit (G50—G59)».

HecmoTps Ha Hajmuuue BO3MOXKHOCTH — aHajIHM3a
snuaemuonaorun HOM B nenom no Poccun u B paspese ot1-
JIENBHBIX TPYIII HAacENeHHs, HaM He yAaJloCh HaWTH padoT
Ha JJaHHYIO TEMY.

enpb uccnenoBaHus: ONPeNENIUTh TUHAMHUKY SIUIEMU-
yeckoit cutyannu no HOM y nereit 3a nocnenuue 10 net B
KOHTEKCTE CBOEBPEMEHHOM JHAarHOCTUKU OOJIE3HH U paHHe-
r0 HayaJjla Tepamnuu.

MarepuaJjibl 1 METOAbI

[IpoBeneHo >MUAEMHUONOTMYECKOE HccienoBaHue (pe-
TPOCHEKTUBHOE HCCIEeOBaHHE HA OTKPBITOM Koropre).
[Ipoananu3upoBanbl faHHbIE GOpMBI (hefepaIbHOro CTaTH-
cruyeckoro Haomronenns Ne 12 «Csenenus o yuciie 3aboiie-
BaHU, 3apETUCTPUPOBAHHBIX Y IMALIMEHTOB, MPOKUBAIOIINX
B paiioHe OOCITY»XKMBaHHS MEAWUIMHCKON OpPraHH3allum» 0
Hozonorun: HOM (Q85.0).

PaccunthiBanm nokasarenu oOIeil (MHTEpBaIbHBIN aHa-
JIOT PacnpoCTPaHEHHOCTH) U MEPBUYHON 3a0071€BaeMOCTH
KaK OTHOIIIEHHE YMHOKeHHOTO Ha 100 ThIC. YHClia yHUKAb-
HBIX TaLMEHTOB, 3apETUCTPUPOBAHHBIX B OTYETHOM TOAY U
3aperuCTPUPOBAHHBIX B OTYETHOM IOy BIEPBBIC B JKU3HU
COOTBETCTBEHHO, K CPEIHETOZ0BOW YMCIEHHOCTH HaceJe-
HHUSI COOTBETCTBYIOIIETO BO3pacTa. JlaHHBIE CBeNEHHs Ya-
CTUYHO TIPEICTABJICHBI B CTATHCTHUECKNX Marepuanax [30,
31].

OtHocuTenbHyto pacrnpocTpaHéHHocTe HOM B BO3-
pPacTHBIX TpyMIax PacCYUTHIBAIM KaK OTHOIIEHHE CpeaHe-
rOJIOBOM YMCIIEHHOCTH HACEJIeHUs! COOTBETCTBYIOLIETO BO3-
pacrta k uyuciay OonbHbIx HOM; pe3ynsrar Bbpakaliu Kak
1 : (uucno mun 6e3 HOM). B 2015 1. pazbuBka nokazaresns
o01eil 3a001€BaeMOCTH MO S5-JI€THUM BO3PACTHBIM I'PyII-
mam B ¢opme Ne 12 orcyTcTBOBaIA.

Homto 6onpabIx HOM, BEISIBICHHBIX TPU MPOQHUIAKTH-
YECKOM OCMOTPE, PACCUUTHIBAIIN KaK MPOLIEHTHOE OTHOILIE-
Hue 00sbHBIX HDM, BBISBICHHBIX MPU MPOPHUIAKTHUECKAX
OCMOTpax M AUCIIaHCEpPU3aLMU OTAENBHBIX IPYII Hacese-
HUS K O0LIIeMy YMCITy BIIEPBbIE B XKU3HU BBIABIECHHbIX 00JIb-
HbIXx HOM. B xone aHanm3a gaHHBIX HaMU OBIJIO CKOPpEK-
TUPOBAHO 3HAYECHUE YKCIIa AKTUBHO BBISIBJICHHBIX JIETEH 1O
Cankr-IlerepOypry 3a 2022 r.: Bhinajgaroiiee (BEpOSITHO,
omuO0YHO BHECEHHOE) 3HAYCHUE 55 ObUIO 3aMEHEHO Ha 5,
WCXOJs U3 MPEANONoKEHHsI 00 oneyarke.

O6myro 3aboneBaeMocTh H® ropojckoro u cenbcko-
IO HAceJIGHUS PacCUUTHIBAJIM Ha OCHOBaHHMM JAHHBIX J10-
HOJHUTENBHOTO pa3pe3a ¢Gopmbel Ne 12, oTpakaroliero
perucrpanuio ciydaeB 3a00JI€BaHMSI Y CEIbCKUX J>KHTE-
Jei; YuCNo ciydaeB 3a00JieBaHHsS TOPOACKHX IKHTEJeH
paccunTHIBAIM KaK pasHHUIly oOmero unciaa OOJBHBIX H
yucina OOJBHBIX CENbCKHUX JKUTenei. Pacuér mpoBomuics
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3a JOCTYIHBIM NIEPHOA JAaHHBIX 00 oO0IIei 3abosieBaeMo-
CTH JleTedl B Bo3pacTHBIX rpymmnax: 0—4, 5-9, 10-14 xer
(2016-2024 rr.).

Oxsar OonpHbix HOM nucnancepHbIM HaOMIOIEHHEM
paccUUTHIBAIN KaK MPOLEHTHOE OTHOIIEHHE 4Hcia O0Jib-
HBIX, COCTOSIIIIMX Ha AMCHAHCEPHOM HAONIONEHUH Ha OKOH-
YaHWE OTYETHOTO TOJa, K YUCITy OONBHBIX, 3aPETUCTPUPO-
BaHHBIX B MEIUIIMHCKUAX OPTaHU3aLUAX.

B xome craructudeckoii o0pabOTKM Marepuana pac-
CUUTHIBAJI MHTEHCUBHBIE Y SKCTEHCUBHBIE TIOKA3aTeNH, UX
95% noseputensHble nHTEpBaisl (A1) ¢ ucnonb3oBaHHEM
MeTona Puiepa, cpenHue 3HaYCHUs], CTAHAAPTHYIO OLINO-
Ky cpefHel (m) W cTaHmapTHOE OTKIOHEeHHE (S), KOTOphIe
3anuchIBaIM Kak M + m(S), CTaTUCTUYECKYIO 3HAYUMOCTb
pasznmuumnii (pacd€T BEPOATHOCTH CTATUCTHUYECKOW OMIMO-
KU TIEPBOTO pofa — p), MPOBOIMIN KBaPTUIHHBIN aHAJIH3.
[Ipu comocTaBneHnn MOBO3PACTHBIX IMOKa3aTelei 3adoe-
Bae€MOCTH HUCIIONB30BaIH t-TeCT (IIOCe NMpeaBapUTEIHLHOTO
TECTHPOBaHUS COOTBETCTBHS PACIpeAeTeHUs IOKa3aTems
3aKOHY HOPMAJIBHOTO PACHpeAeieHus] C HCIOJIb30BaHUEM
tecra [Ilanmpo—Yunka).

Craructuyeckyro 00paboTKy MHGOpPMAaLUK NPOBOAMIN
B nporpamMmHoii cpeze R Bepcuu 4.4.0 «Puppy Cupy, a Tax-
xe MS Excel («Microsoft»).

Pesyabrartsl

Junamuka mokazarens obmieit 3abomeBaeMoctn HOM
rokaszaHa Ha puc. 1.

[IpocnexxnBaeTcst TEHAEHIHMS K POCTY pacmpocTpa-
HéHHOCcTH HOM y nerell pa3nmuyHbIX BO3PACTHBIX TPy,
KOTOpasi HOCUT MPAaKTUYECKH HEYKIOHHBIA XapakTep (3a
HCKIIIOYEHUEM HEOONBIIOro e€ CHIKEHHUS y JeTell BOo3-
pactabix rpynn 0-4 u 5-9 ner B 2024 r.). MHTEepecHbIM
IpeACTaBIsAeTCA TO, YTO BhICOKa 00mIas 3abosieBaeéMOCThb
(pacnpoctpanénnocts) HOM y nerelr B Bo3pacre 10-14
JIeT, KOTopasi B IWHAMHKE CYIIECTBEHHO HE OTIMYAETCS OT
aHAJIOTUYHOTO TToKa3aTens s aeren 15—17 net (p = 0,16).
B otHOmeHnun mokasarens obuiei 3adoneBaemoctn HOM B

JIPYTUX BO3PACTHBIX IPYMIAaX MPOCICKUBACTCS IMHAMUKA,
XapakTepHas A7 3200JIeBaHNH C BRICOKOW BEDKUBAEMOCTBIO
OOJIBHBIX: ITOKa3arenp 00meil 3adonesaemoct HOM nereit
15—-17 ner 3Ha4YUMO BBIIIE AHAJIOTMYHOTO TMOKa3aTens A
nereit 0—14 ner (p = 0,02); obmas 3aboneBaeMOCTh AeTei
5-9 ner BeimIe TakoBoit i aereit 0—4 roxa (p = 0,003); 06-
mas 3a0oaeBaeMocTh AeTei 10—14 jer BhIlIe TAaKOBOM IS
nereit 5-9 ner (p < 0,001).

Poct o0Omieii 3aboneBaemoctn HOM o0ycioBieH po-
CTOM MEePBUYHOI 320071eBAEMOCTH UM (pHC. 2).

OTMedaeTcsa pocT nepBu4HOi 3aboneBaemoct HOM y
nereit B Bo3pacte 0—14 netr, KOTOpBIN B HACTOsIIEE BpeMs
JIOCTHT BBICOKHX 3HAa4€HUH 32 MCTOPUYECKYIO PETPOCIEK-
tuBy. [lepBuunas 3adboneBaemocts HOM gereit 15-17 ner
octaéres cTaOWIBLHOM, M3MEHssACH B mpedenax 95% AU
nokazarenst (3a uckmodenreM 2019 1., korga y mompocTkoB
He ObUIO BBISIBIICHO HU ofHoro ciydas HOM). [leppuunas
3a0osneBaeMocTb HOM moapocTKoB 3aKOHOMEPHO HMKE IO
cpaBaenuto ¢ nerbMu 0—14 net (p = 0,0001), mockombky
Oonbiee uncio cinydaes HOM I tuma, conpoBokaaroime-
Csl BRIP2XXCHHBIMH KJIIMHUYECKUMH TPOSIBICHUSMH, K 3TOMY
BO3PACTY YK€ BBISIBIICHEI.

Jons 6onpuapIx HOM, BBISBICHHBIX HPH MPOQUIAKTH-
YeCKMX 0CMOTpax maina (puc. 3).

Nmeroress nuiub eauHuuHbie cinydyan HOM, koropsie
OBbUIM CHauasa 3amo/03PeHbI, & 3aTEM U BBISBJICHBI B XOJC
Mpo(UITAKTUIECKUX OCMOTpPOB (B 1enom 3a 10 ner — 137
nereir — 3,5%; 95% AN 2,9-4,1). BeposiTHO, B TOM BO3-
pacre, Korjia TMocenieHne BKIIoJaeT 00s3aTebHbIi 0CMOTpP
BCEro Tena peOEHKA, KIMHUYECKHE MPOSBICHHS OOJIe3HH
eIIé HeBEIMKH, | JIMIIb HATMYNE CHMIITOMATHKH BBIHYX A~
€T Bpaya 3aHATHCS JUArHOCTUIECKUM TTOMCKOM.

BepostHocts nocranoBku nuarsosa HOM cymecTseH-
HO 3aBHCHUT OT MECTa MPOKUBAHUS 00IHHOTO (pHC. 4).

Ecnu B Bo3pacte 0—4 roma cpennsisi oOmiasi 3aboieBae-
MocTh HOM cenbckux AeTeli Obliia Ja)ke HECKOIbKO BBIIIIE,
yem ropozckux (3,7+0,5(1,3)n2,0+£0,2(0,6) coorBeTcTBEH-
Ho; p = 0,005), TO yke B Bo3pacTHOH rpymme 5-9 ner cpen-

Puc. 1. lunamuka oOieit 3a001eBaeMOCTH JIeTel pa3NmuuHbIX Bo3pacTHBIX rpynn HOM B nenom mo Poccun B 2015-2024 rr, Ha 100 THIC.

JleTei COOTBETCTBYIOIETO BO3pacTa.
1 — 0-14 ner; 2 — 0—4 ropa; 3 — 5-9 ner; 4 — 10-14 ner; 5 — 15-17 ner.

Fig. 1. The trend in the prevalence of neurofibromatosis in children of different age groups in the Russian Federation as a whole in 2015-2024,

per 100,000 children of the corresponding age.

1 — 0-14 years old; 2 — 04 years old; 3 — 5-9 years old; 4 — 10-14 years old; 5 — 15-17 years old.
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Puc. 2. /lunamuKa iepBUYHOM 3200JI€BAEMOCTH JI€TEH pa3IMIHBIX BO3pacTHBIX rpynn HOM B nemom mo Poccun B 2015-2024 11, Ha 100 THIC.
nieteilt cooTBeTcTBYOIEero Bo3pacrta. / — 0—14 siet; 2 — 15-17 net. BepTukanbHbIMHU OTpe3KaMu MoKa3aHbl rpaHuist 95% .

Fig. 2. The trend in the incidence of neurofibromatosis in children of different age groups in the Russian Federation as a whole in 2015-2024,
per 100,000 children of the corresponding age. / — 0-14 years old; 2 — 15-17 years old.The vertical bars indicate the 95% CI.

Puc. 3. lons neteii 0—17 ner, BEISBICHHBIX IpH podrinaktuaeckom ocmotpe B 2015-2024 rr, B menom o Poccun. BepTukanbHbEIME OTpe3-
KaMH IoKa3aHbl rpanuubl 95% JIN.

Fig. 3. Proportion of 0—17 year children identified during preventive examinations in 2015-2024, across Russia as a whole. Vertical bars
indicate 95% CI boundaries.

04ceno 0-4ropox 5-9ceno 5-9ropox 10-14 ceno 10-14 ropox 15-17 ceno 15-17 ropon
04 rural 04 city 5-9 rural 5-9city 10-14rural 10-14city 15-17 rural 15-17 city

Bo3spacr, JieT / MeCTO NPO:KUBAHUS

Puc. 4. O6mas 3aboneBaemocts HOM neteit pa3nudHOTO BO3pacta — TOPOACKUX U CeNbCKUX xkuteneit B 2016-2024 rr.
Fig. 4. Total incidence of neurofibromatosis in children of different ages, urban and rural residents, in 2016-2024.
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< 5,2 na 100 teIc. mereit 0—17 ner
< 5,2 per 100,000 0—17 years old

5,2-7,7 na 100 TeIC. meteit 0—17 meT
5,2-7,7 per 100,000 0-17 years old

7,7-12,3 na 100 teIc. nereii 0—17 net
7,7-12,3 per 100,000 0—17 years old

> 12,3 na 100 TeIC. meteit 0—17 meT
> 12,3 per 100,000 0-17 years old

Puc. 5. Kaprorpamma xiaccuukaropa ycpenHéHHo obmeit 3aboseBaemoctu (pacnpoctpanénnoctu) HOM nereit 0-17 et 32 2015-2024 rr.

o cyosexram PD. Pe3ynpraT KBapTHIIEHOTO aHAIN3A.

Fig. 5. Cartogram of the classifier of average prevalence of neurofibromatosis in children aged of 0-17 years for 2015-2024 by constituent

entities of the Russian Federation. Result of the quartile analysis.

His oOmias 3aboneBaeMocts HOM cenbekux nereii Obuia B
1,7 pa3a HIDKe IO cpaBHEHHIO ¢ roponckumu (6,5 £ 0,6(1,5)
n 11,0 £ 0,8(2,1)) coorBercTBenHo; p = 0,0001). B rpynme
10-14 ner cpennsis obmas 3aboneBaemocts HOM ceb-
cKuXx fereit Obua B 1,3 pa3a HibKe 110 CPaBHEHHUIO C TOPOA-
ckumu (13,3 = 1,1(3,0) u 17,6 = 1,0(2,6)), cOOTBETCTBEH-
HO; p = 0,005), a y mompoctkoB 15-17 ner — B 2,4 paza
nmwke (6,7 = 0,5(1,4) u 16,4 £ 1,2(3,3)) COOTBETCTBEHHO;
p <0,0001).

Emgé Gonee BbIpakeHBI pa3nuyusl MmokasaTreneil oomieit
U nepBuuHON 3aboneBaemoctd HD B paspese cyObeKkTOB
P®: mokazarens obuieit 3abonesaemoctit HOM neteid 017
neT, ycpenHEHHbIN 3a 10-neTHui mepuoi, BapbUpPOBAN OT
0,3 (Pecniyonuka Ansires) no 27,2 (Cankr-IlerepOypr) Ha
100 TBIC. HaceneHus; MEXKBAPTHWIBHBIN pa3Max MmoKa3aresns
cocTtaBuia 7,2.

C reorpadudeckoii TOUKH 3peHHs Hanboee HU3KUE T0-
Kazarenu 3aboneBaemoct HOM oTmeuanuch B 10KHBIX pe-
ruoHax u pecnyonukax CesepHoro Kapkasa.

AHalu3 NoNIOBOM NpUHAIIEKHOCTH O00nbHBIX HOM ne-
Teil Ha OCHOBAaHHMHU JaHHBIX CTAaTHCTHYECKOTO HaOMIONeHHS
BO3MO)XEH TOJNBKO AJisi moapocTkoB 15—17 net. Cpenu Bcex
OonbHbIX HOM, oOpamiaBmuxcsi B MEIUIIMHCKHE OPraHu-
3ammu B 2015-2024 rr. (5148 genoBeko-yer) OONBIIMHCTBO
obpamenwii (2706 yenosexo-netr — 52,6%; 95% AU 51,2—
53,9) ObUTO cENaHO IOHONIAMU (BEPOATHOCTH OTKIOHCHHUS

HyneBoi runote3sl ot 50% yposus: p = 0,007). [Ipeodnana-
HU€ BIIEpBbIe BbIABIEHHBIX 00sbHbIX HOM roHoMIelH Takxke
HMMEJIOCh, OJHAKO B CHITy MaJIOTO MX KOJIWYEeCTBa ObLIO Ma-
no3HauuMbiM — 51,8%; 95% JIN 46,5-57,0; p = 0,5).

[lokazatenr mepBuyHOil 3aboneBaemoctn H®D pereit
0-17 nert, ycpenuénnsiii 3a 10-neTHuil nepuoi, BapbupoBa
ot HyneBbix 3HaueHui (Heneukuit AO u EBpeiickas AO) o
5,1 (Cankr-IletepOypr) Ha 100 ThIC. HaceneHUs; MEXKKBap-
TWIBHBIN pa3Max nokasatens coctasui 0,9.

Oxgar 6onpHBIX HOM neteii 0—17 ner aucriaHcepHBIM
HaOJIIOIeHHEM BBICOKHI U COCTABIISET B cpeaHeM 3a 10 ner
949 + 0,8(2,4)%. OxBar AuCHaHCEPHBIM HAOIIONECHUEM
BIIEPBBIC BBISBICHHBIX 00NbHBIX HOM nMeeT TeHICHIHIO
K pocty (puc. 6).

Poct oxBara BmepBble BBISBICHHBIX OonbHBIX HOM
JUCTIaHCEPHBIM HAOJIOIEHUEM MOXKET OBbITh CBA3aH C COKpa-
IICHWEM NIeprojia OT YCTAHOBJICHHS JUarHo3a J10 B3sSTHS Ha
JICTIaHCEPHOE HAOIO/ICHHE.

Obcy:xnenue

Bricokue nmokazarenu oOreli 3aboneBaemoctu HOM or-
MeUaJ¥Ch B PETUOHAX C OOJBIINM 3THUYECKHM KOMIIOHEH-
TOM (M TEHETHYECKAM BIUSHHEM) (DMHHO-YTOPCKOTO Hace-
nenus [33, 34].

[Ipu ananuze mokasareneii oOmel 1 mepBUYHOI 3a00te-
BaemocT HOM cnenyet yuects, uto Manupectauus HOM
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Puc. 6. /lunaMuka oxBara BIEPBbIC BBISBICHHBIX B OTYETHOM Toay 00ibHBIX HOM neteii 0—17 seT qucnaHcepHBIM HAOIONCHUEM.

Fig. 6. Trend in the coverage of 0—17 years children with neurofibromatosis diagnosed for the first time in the reporting year with dispensary

observation.

I Tuma game Bcero nmpuxoautcs Ha Bo3pacT 3—4 roga, B TO
BpeMs Kak B BO3pacTe 10 | rona eIMHCTBEHHBIM MPOsIBIIE-
HUeM 3a00JIeBaHus SBISIOTCA MUIMEHTHBIE ISITHA «Kode ¢
Mosokom» [12]. Pacnpoctpanénnocts HOM 1 Tuna cpemu
JeTeil 6-meTHero Bo3pacta 6 pernoHoB lepmaHnu cocra-
Buna 1 : 2996 [34]. B Hamem ucciiezoBaHNM HauOOIbIIAs
pacmpoctpanéHHocts HOM y nereil BO3pacTHOM T'pyIIIbI
5-9 ner (2023 r.) cocraBuia 10,1 Ha 100 ThIC. nETEi JaHHO-
ro Bo3pacta, wiu 1 : 9907.

Pacnpoctpanénnocts Ha Kyoe HOM [ tuna y nereit
9-11 ner cocraBwna 1 : 1141 (87,7 wa 100 TBIC. nmETeit)
[35]. [lo maHHBIM POCCHICKOIN CTaTHCTHKH, pacrpocTpa-
HéaHOCcTh HOM Bcex TumoB (oxono 96% u3 KOTOPBIX CO-
craisier HOM 1 tuna), y nereil conocTaBUMOro Bo3pacTa
(10-14 ner) B 2024 1. cocraBmna 18,2 na 100 ThIC. nere
10-14 net, nim 1 : 5484 (1. e. B 4,8 pa3a HUKe).

Pacnpoctpanénnocte HOM y 17-netHux aereit, mo
nanueiM B.Z. Garty u coaBt., cocraBuma 1 : 960 [36].
Ilo naHHBIM Haliero ucciefoBaHMs, Haubonee BbICOKAs
pacnpoctpan€HHocTh (2024 1.) cocraBuna 16,6 Ha 100 ThIC.
15-17 net, uim 1 : 6013.

[To maHHBIM cECTEMaTHYEecKOTo 0030pa 5 KPyMHBIX HC-
cnenoBanuii [29], onenka pacnpoctpanéaroctd HOM I tu-
ma y nereit 1o 16 met coctaBuna 1 : 5681. [1o qanHbIM Ha-
LIET0 UCCIENoBaHusl, pacipocTpanéHHocTs HOM y nereit
0—14 net B 2024 1. cocraBuia 12,1 na 100 TeIC. HacelIeHUs,
nmu 1 : 8273.

Takum ob6pazom, pacmpoctpanéHHocth HO y nmereit B
Poccun Hmke oxxnpaemMon €€ pacnpoCTpaHEHHOCTH, HOTY-
YEeHHOH B CTICIIHAIM3UPOBAHHBIX HCCIIEOBAHUSX; T. €. UMe-
eTcs HEeJOBBIABICHUE psilla cliydaeB 3aboneBaHus. B To ke
BpeMms cBoeBpemMeHHOoE BoisiBieHue HOM [ tuna no3possier
3aMeIUIUTh TPOTPECCHpOBaHKUE 3a00JIeBaHUS MYTEM CBOE-
BPEMEHHOT0 Ha3HaueHus TapreTHoi tepanuu [37]. B cBs3u
C 3TUM 3ajiaya 10 YIY4LIEHHUIO PAaHHETO (0 MOSBIEHHS BbI-
paskeHHOTrO OoseBoro cuHapoma) BesBieHHs HOM mpen-
CTaBISIETCS AKTYaJIbHON C TOYKM 3pEHHS NPO(UIAKTHKH
00JIEBOTO CHHAPOMA M YIyUIICHUS! KadeCTBA JKU3HU BBISB-
JICHHBIX OOJIbHBIX.

Huskoe seriBnenne HOM npu npopuiiakTHYecKux oc-
MOTpPax CBUAETEILCTBYET O HU3KOI O0CBEIOMIEHHOCTH Bpa-
Yel-IeuaTpoB OTHOCUTEIBHO MPU3HAKOB 3a00JeBaHUA,
3acTaBiseT 3aAyMaTbcsa 00 aJbTEPHATUBHBIX METOIAX CBO-

eBpeMeHHOro BhisiBIeHHd HOM — B Buie neproaInyecKux
KaMIIaHU#. YUYUTBIBasi XapakTep 3a00JieBaHHS, 3TO MOXXHO
cAenarb B BUJE TEPHOANYECKOTO CIUIONIHOTO aHKETHPO-
BaHUS JIETeH W MX POIUTENIel B OPraHM30BaHHBIX JIETCKUX
KOJUIEKTHBAX, B TOM YHCIIE — C MTPHUBJICYCHIEM OHJIAiH (MH-
TepHeT) TexHonorui. [Ipu 3TOM I cOCTaBIIEHUS] aHKETHI
MOXKHO OTPAaHMYHUTHCA IPHU3HAKAMH, XapPAKTEPHBIMHU IS
H®M [ tumna, Hanpumep — omnucaHHbIME [6] (IO JaHHBIM
[38]). B xone Takoro aHKeTUPOBAaHUS POIAUTEIH JETEU MO-
TYT JIaTh OTBET XOTS ObI HA PsiJl aHAMHECTUYECKUX (HAIHIue
cemeitHolt ucropun HOM) u BHENIHUX MPU3HAKOB (TaKUX
Kak Hammunre 6 wim Oolsee MATEH 10 THITY «Kode C MOJo-
KoM» > 5 MM B npeny0eprare U > 15 MM nocie mybeprara;
BECHYIIKH B MOAMBIIICYHON MM MTaXOBOM 0OJIacTH; HAIH-
4ye IBYX W Oojiee Y3eIIKOB Ha KOXKE WIIM MPOIIYTIEIBAEMBIX
ToJ1 Koxkeil) 3aboneBanus. JleTu ¢ HaIM4YneM COOTBETCTBY-
FOIUX TPU3HAKOB MOT'YT OBITh HAITPABIIEHBI JIIsl 00CIIe0Ba-
HUSl B COOTBETCTBHH C Pa3pabOTaHHBIM JHATHOCTUYECKUM
MIPOTOKOJIOM.

Cumnraercs, yto cumntombl HOM BcTpeuaroTcs: onuHa-
KOBO 4acTO y MYXYHMH U Y >keHIIUH [16]. D10 BHoIHE JO-
THYHO, TOCKOJIBbKY Bce Turbl HOM (I, II TumoB n mBaHHO-
MaTo3) HacIEeAyIOTCS MO0 ayTOCOMHO-IOMHHAHTHOMY THITY;
red NF'] pacnonoxeH Ha 17-if xpomocome, a NF2 — Ha
22- xpomocome. OnHAaKo B HallleM HCCIEIOBAHUU OT-
MEYaeTCsl SIBHOE IMPEBAIMPOBAHUE B CTPYKType OONBHBIX
H®M pereit 15-17 net roHomeit Hag neBymkamu. [loma-
raem, 4TO 3TO MOXKET OBITh CBSI3aHO C OPTaHU3AIMOHHBIMHU
TIPUYNHAMH, TTOCKOJIBKY FOHOIIHM MPOXOASIT MEAHIINHCKYIO
KOMHUCCHIO JUISI ONPENENCHUS TPUTOTHOCTH K BOMHCKOM
ciryk0e, B X0lIe MPOXOXKIACHUS KOTOPO MOTYT BBISBIISTHCS
otnenbHble cmydan HOM ¢ MaloCHMITOMHBIM TEYCHHEM,
HUMEIOIINM, OJIHAKO, 3HAYCHUE JIJISl ONIPEIeIICHHSI IIPUTOHO-
CTH K CpPO4YHOM ciyx0e. IHTepecHO, 4TO B UCCIICIOBAaHUH
[39] cmepTHOCTH OT (puOpOMATO3a JKEHIIWH TPEBAJIHPOBA-
Jla HaJ| aHAJIOTHYHBIM TOKa3areieM i My»4uH. B To xe
BpeMsl ucciefoBareny n3 OUHISHANN TPHUILIA K BHIBOAY,
4yTo pacnpoctpaHéHHocTh HOM [ Tumna cpenu MaabduKOB
0—4 ropa BbIIIEe, YeM y J€BOYEK 3TOWH BO3PACTHOW TPYIIIBI
[40]. Tak nnu uHA4Ye, BBUAY HE3HAYUTEIHHOCTH PA3IUUMH,
C TPAKTUYECKOW TOYKH HET CMBICIIAa 00CIIE0BaTh C IEINbIO
BeIsiBIeHHsT HOM MallBuYuKoOB/IOHOIIEH Yalle, YeM I€BOUEK/
JIEBYIIEK, 1100 Ha00OpOT.
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3akarouenue

I[aHHbIC SIMUACMHOJIOTHYCCKOIrO aHajiu3a CBHIACTCIIb-

CTBYIOT O TEHJICHIIMHM K POCTYy MOKa3aTelsieil oOel u mnep-
BHYHOU 3a0ojeBaeMoctd HOM B Poccum, MOBBIIICHHOMN
3aboneBaemoctt HOM B paifoHax paccenenust ¢GUHHO-
YTOPCKOTO HACEJICHHS, CYIIECTBEHHBIX PaziINunii oOIIeH 1
niepBuyHON 3aboneBaemoct HOM neteif ropona u cena.
Pocr 3aboneBaemoct H® mpoucxoaur Ha ¢one rumomu-
arHOCTUKU JAaHHOTO 3a0O0JIeBaHWS, HHU3KUX IOKa3aTelei,
OTPaXAOLINX BBIBICHHUE €TO CIy4aeB IpH MpopUIaKTHIe-
CKHX OCMOTpax. YUUThIBasl HAJIMYME JICUECHHs], KOTOPOE MO-
JKET OBITh IPUMEHEHO K OOJBIIMHCTBY O0nbHBIX HOM Ha
paHHEM 3Tale, 1enecoo0pa3Ho NMPOBEIEeHUE MEPONPUATHIHA
10 BBISIBICHUIO 00NBbHBIX ¢ HOM B OpraHM30BaHHBIX JIET-
CKHX KOJICKTHBaX. Takoil MEpod MOXKET CTaTh IIEPHOAHNYC-
CKO€ aHKETMPOBAHHE IIKOJIHHUKOB HA HAJMYNE CHMITOMOB
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