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Xupypruueckoe nevyeHue getei c HeMpodpubpomatosoM S
1-ro Tuna: cepus cny4yaes

0.B. Cyxomoneckas', M.H0. lopodeesa?, C.B. boueHros?, A.M. Mnsosaposa?, A.P. 3abpoauna?,
[.B. Iumeanwmpsan?, [1.C. Tapacosa', M.W. Aiipanetan'?, [1.A. Mopo3os'~

" Mepabiit MOCKOBCKMIA FOCYAApCTBEHHBII MeAMUMHCKMI yHuBepcuTeT uM. U.M. Cederosa (CeueHosckuit Yrusepcutet), Mocksa, Poccust;
2 POCCUICKMI HaLMOHambHBIA UCCIEA0BATENBCKUIA MEAMUMHCKMA YHuBepcuTeT uM. HW. Muporosa, Mockea, Poccua

AHHOTALUA

06ocHoBaHue. Cpeay HacnencTBeHHbIX 3aboneBaHWi, NpefonpefensioLLMX BOHUKHOBEHNE B OPraHM3Me YesloBEKa OMyXo-
neit, HelpodnbpomMato3 1-ro TMNa 3aHUMAET NMAMpYloLLee MecTo. M3-3a reTeporeHHOCTH KITMHUYECKUX CUMMTOMOB, XapaK-
TEPHbIX [/ [aHHOrO 3aboneBaHus, NaLueHTbl 00paLLlalTCa K pasHbIM CMeLManmcTaM, YTo 0ObEKTUBHO NPUBOAMT K Hepo-
OLieHKe CUMMTOMOB M HECBOEBPEMEHHOM AMArHoCTMKe 3abonieBaHus.

Lienb — yuuTbiBas pefKOCTb MAaTONOMMK U OTCYTCTBME A0 HACTOSLLEr0 BPEMEHM B HALLIEW CTpaHe eAnHbIX MPOTOKOMOB Bee-
HWSA NaLMEHTOB C HerMpodKbpoMaTo3oM 1-ro Tuna, NPOBECTU CPABHUTENbHBIA aHaNKU3 AUArHOCTUKM U XUPYPrUYECKOrO Jieve-
HWSA NALMEHTOB C 3TUM 3aboNeBaHUEM.

Marepuanbl u MeTofbl. PeTpocneKTMBHO NpoaHanM3npoBaHbl KTMHUYECKUe AaHHble 20 neTel, KOTopbIM Obino NpoBeseHo
XMpYpru4ecKoe nedeHre no noBofy HelipopmbpoMatosa 1-ro TMna, Habnopaswuxcsa B HayyHo-UccnesoBaTeNbCKOM KIMHM-
YECKOM MHCTUTYTe NeauaTpumn U AeTCKoi xvpyprum uM. akag. H0.E. Benbtuwesa.

Pesynbtatbl. bbino msydeHo 20 ucropuit 6onesnn (9 ManbumkoB 1 11 aeBoyek). MeamaHa Bo3pacTa NOCTAHOBKW AMarHo-
3a coctauna 7 net (1-17 net). Y bonblumHcTBa NaumeHToB (n=15) nposieneHns Helpodubpomartosa 1-ro TMna 3atparuea-
nm obnactb ronosbl/wen. 0BpalleH0 BHMMaHWE Ha OTCYTCTBME €[MHOr0 MpOTOKOMA UCCNef0BaHUs eTeN C NoJ03peHUEM
Ha Henmpogmbpomaros: 19 naumeHTaM BbINOSIHEHA MarHUTHO-pe30HaHCHas ToMorpadus nopaXKeHHol 0bnacTu, a MarHWUTHo-
pe30HaHcHas ToMorpacdms rofoBHOr0 Mo3ra U y/bTpasByKOBOE UCCNEL0BaHWe OpraHoB OPHOLIHOM NOAOCTW ObIAW BbINOSIHEHbI
TOSIBKO Y TPETU NaumMeHToB. Beero bbino npoBeaeHo 36 onepaumit. [okazaHneM K onepatuBHOMy neyeHuio B 20 cnyyasix cTa-
no Hanuume obbemHoro obpasoBaHus. Y 3 naumeHToB ¢ HerMpodubpoMamu nepBUYHOE TUCTONIOMMYECKOE 3aKJlouYeHWe Bbino
OLLIMO0YHBIM, YTO NMPUBENO K HECBOEBPEMEHHOI NMOCTAHOBKE AMAarH03a U HeMpaBUIIbHOM TaKTUKe. PeunauBbl pocta onyxosnei
Bbinn oTMeYeHbl B 14 U3 26 cnydyaeB NOIHOTO WX YAANEHUs, Y4TO NOTPEBOBaN0 BbINOMHEHUS MOBTOPHbLIX ONEPaTUBHbIX BMeLLa-
TenbcTB (n=9). B cTaThe NpeAcTaBneHO peAKoe KIMHUYECKOe HabnAeHNe raHrMoHenpodnbpoMaTosa KMLLEYHUKa.
3aksnioyeHmne. BapnabenbHOCTb KIMHMYECKWUX NPOSIBNEHWA M PeAKOCTb NaTosioruu, OTCYTCTBME HACTOPOMEHHOCTU AETCKMUX
XMpYproB B OTHOLLUEHMM JaHHOr0 3abonieBaHUs 3a4acTylo NPMBOAMIM K HECBOEBPEMEHHOM OMArHOCTMKE W HEKOPPEKTHOMY
neyenmio. [let Habnopanuce v obcnefoBanuck y pasHbIX CneuranmcToB 6e3 CUCTEMHOr0 NoAxo/a, YacTo Nosyyas Xupypr-
yeckoe neyeHue bes yueta ocobeHHocTeN naToreHe3a ux 3aboneBaHus. BaxHbIM SBNSETCA CO3AaHUE KIIMHUYECKOTO peecTpa
TaKUX NALMEHTOB, @ TaKXKEe MYNbTUAMCLIMMIMHAPHBIX KOMaHS, BpaYeii, MPUHATUE PELLEHNS O BbIDOpE TaKTUKU NeYeHus neTen
C HelipombpoMaTo3oM 1-ro TMNa UCKIIOYMUTENIBHO NOCPEACTBOM KOHCUNMYMA.

KnioueBble cnoBa: aetu; Helipodgubpomatos 1-ro Tuna; nnekcudopMHas HelMpopubpoma; XMpYprdecKoe feyeHune; raHramo-
HenpodrbpoMaTo3 KULLEYHMKA; CEpUs KITMHUYECKUX HabnoAeHN.

Kak uutnposatb

Cyxoponsckan 0.B., lopocdeesa M.H., bouerkos C.B., Tnsosaposa A.M., 3abpoauHa A.P., IxxusaHiumpsH I.B., Tapacosa [1.C., Aipanetas M.U., Mopo3sos [1.A.
Xupyprudeckoe neyeHvie AeTei ¢ HeiipodrbpoMaTo3om 1-ro Tuna: cepus KIMHUYeCKUX HabniofeHnit // Poccuitckui BECTHWK AETCKOM XMPYpriW, aHecTe3un-
onoruu 1 peaHnMaronormu. 2025. 7. 15, N2 2. C. 181-192. DOI: 10.17816/psaic1844 EDN: TSLHBO

Pykonucb nonyyena: 18.11.2024 Pykonucb opobpeHa: 26.05.2025 Ony6nukoBaHa online: 26.06.2025
V-2
3K0 e BEKTOP Cratba foctynka no avuenany CC BY-NC-ND 4.0 International

© 3ko-Bextop, 2025


https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ru
https://doi.org/10.17816/psaic1844
https://elibrary.ru/tslhbo
https://doi.org/10.17816/psaic1844
https://elibrary.ru/tslhbo
https://crossmark.crossref.org/dialog/?doi=10.17816/psaic1844&domain=PDF&date_stamp=2025-07-15

182

Russian Journal of Pediatric Surgery,
ORIGINAL STUDY ARTICLE Vol. 15 (2) 2025 Anesthesia and Intensive Care

DOI: https://doi.org/10.17816/psaic1844 EDN: TSLHBO

Surgical Treatment of Children With Neurofibromatosis
Type 1: A Case Series

Olga V. Sukhodolskaya', Marina Yu. Dorofeeva?, Sergey V. BochenkoV?,
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Darya S. Tarasova', Maxim |. Ayrapetyan'Z, Dmitry A. Morozov'?

! Sechenov First Moscow State Medical University, Moscow, Russia;
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ABSTRACT

BACKGROUND: Among hereditary diseases predisposing individuals to tumor development, neurofibromatosis type 1 ranks
among the most prevalent. Due to the heterogeneity of clinical symptoms typical for this condition, patients often consult vari-
ous specialists, which objectively leads to underestimation of symptoms and delayed diagnosis.

AIM: This study aimed to perform a comparative analysis of diagnostic approaches and surgical treatment in patients with this
disease given the rarity of the disease and the lack of unified management protocols for neurofibromatosis type 1in Russia to
date.

METHODS: A retrospective analysis was conducted on clinical data from 20 pediatric patients who underwent surgical treat-
ment for neurofibromatosis type 1 at the Yu.E. Veltishchev Research Clinical Institute of Pediatrics and Pediatric Surgery.
RESULTS: Clinical records of 20 children (9 boys and 11 girls) were reviewed. The median age at the time of diagnosis was
7 years (1 to 17 years). In most patients (n = 15), neurofibromatosis type 1 manifestations were located in the head and neck
region. The absence of a standardized diagnostic protocol for children with suspected neurofibromatosis was noted: magnetic
resonance imaging of the affected area was performed in 19 patients, whereas brain magnetic resonance imaging and ab-
dominal ultrasound were conducted in only one-third of the patients. In total, 36 surgeries were performed. The presence of a
mass was the indication for surgery in 20 cases. In 3 patients with neurofibromas, initial histological diagnosis was incorrect,
resulting in delayed diagnosis and inappropriate treatment strategies. Tumor recurrence was observed in 14 of the 26 cases
following complete excision, which necessitated repeat surgical interventions (n = 9). A rare case of intestinal ganglioneurofi-
bromatosis is also presented.

CONCLUSION: Variability in clinical manifestations, the rarity of the condition, and a general lack of awareness among pediatric
surgeons often result in delayed diagnosis and inadequate treatment. Children were assessed and managed by various special-
ists without a systematic approach, and often underwent surgery without consideration of the pathogenesis of their condition.
The creation of a clinical registry for such patients, as well as the establishment of multidisciplinary medical teams, with treat-
ment decisions for children with neurofibromatosis type 1 made exclusively through case conferences, is of great importance.

Keywords: children; neurofibromatosis type 1; plexiform neurofibroma; surgical treatment; intestinal ganglioneurofibro-
matosis; case series.
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O0b0CHOBAHUE

Cpeau HacneacTBeHHbIX 3aboneBaHuid, npegonpenens-
IOLLMX BO3HMKHOBEHWE B OPraHU3Me YerioBeKa OMyXoJien,
HenpodubpoMatos 1-ro Tuna (HO1) 3aHuMaeT nuaupytollee
mecTo. YactoTa Bctpeyaemoctm coctaenset 1 Ha 3000 Hoso-
PoXIEeHHbIX aetei [1].

Helipodubpomatos 1-ro Tvna — 3T0 reHETUHECKMIA CUH-
APOM, NpeapacrnonaraioLLnin K pa3suT1io ONyXonei, accouu-
MPOBaHHbLIN C ManbGOpMaLMAMI U POCTOM HOBOOBPa30BaHMii
Pa3NUYHbIX OpPraHoB U CUCTEM, NPEMMYLLECTBEHHO HEPBHO
[1]. CnekTp obpa3oBaHuii npu HO1 BrouaeT B cebs ony-
X0 nepudepuyeckux HepBOB, onpejenseMble bonee YeM
B 30% cnyyaes, yalLe BCero A06poKaYeCTBEHHBIE LIBAHHOMbI
W HelipodurbpoMbl (KOXKHbIE, NOAKOMKHBIE, BHYTPEHHUE, MIIEK-
CMOpPMHbIe W aTUNnYHble) [2].

MnekcudopMHble Helipodubpomsl (MH) sBnsioTcs na-
TOrHOMOHMYHbIMKU Ans HD1. Takoe Ha3BaHWe OHM MOay4MIn
OT NATUHCKOro CNoBa «plectere», 4To 03Ha4aeT nepennerte-
Hue [2]. Ons MH xapaKTepeH aKTWUBHbIA POCT, NPUBOAALLMIA
K PABY OCMOXHEHWI: KOCMETUYeCKUM fedeKTaM, HeBpOJIo-
TMYECKOW CUMMTOMAaTUKe B BUAE XPOHMYECKOro Gonesoro
CMHLPOMa, HapyLIEHNAM YyBCTBUTENILHOCTU U ABUraTeslbHOV
aKTMBHOCTM, pa3pyLLEHMIO KOCTHO TKaHw [3, 4]. [aHHbii TMn
onyxosein TaKKe OMaceH pUCKOM TpaHchopMaLmMu B 3/10Ka-
YecTBeHHble OMyxonn 060104KKM NepudepryecKkUx HepBoB
(300MH) — B 8-13% cnyyaes [5]. 300MH MoryT Bo3HMKaTb
u de novo, 50% 13 3TUX OMyXonen AUArHOCTUPYIOTCA Y Naum-
eHToB ¢ HO1 1 xapaKTepusyloTca paHHen MaHudecTaLmen
(20-30 net npotnB 30—60) 1 bonee HebnaronpUsATHLIM NPO-
FHO30M [2], a TaKKe ABNATCA OCHOBHOM MPUYMHOW Maroi
NPOAOMKMTENBLHOCTU HU3HU TaKMUX BOMbHBIX [6].

Xupypruyeckoe nedeHue MOXeET ObiTb 3hPeKTUBHO
ONS HEKOTOPLIX TUMOB HEMpOQUBPOM, HO ABNISETCS CUMNTO-
MaTUYeCKUM U COMPSIIKEHO C BLICOKUM PUCKOM pas3BUTUS pe-
UMAMBOB. XMpYprus MAeKCU(POMHbIX HeHpodnbpOM CroXHa
“3-3a UX MHOUIBLTPATUBHOTO POCTA W BOBJIEYEHWS B CTPYK-
TYpy COCELHWUX HEPBHbIX BONOKOH, B CBA3M C YeM MOSHas
pe3eKuMs ONYXoAW MOMET MPUBECTU K Pa3BUTUIO HEBpO-
nornyeckoro aeduumta [3]. Onepaumen Boibopa cumnTaetcs
MUKPOXUPYPTUYECKOE YAaneHWe C Helipodn3nN0N0rMyecKUM
KOHTPOJIEM rpaHuL, pe3eKkuum [2]. PUCK MaccuBHOTO MHTpa-
0MepaLmMoHHOr0 KPOBOTEYEHMS U3-3a 0BMNBHOIM BacKynsapu-
3aUMu MIEKCMGOPMHBIX HermpodubpoM — elle OAHO mpe-
NATCTBME B PafuUKabHOM YAaneHuu 3Tux onyxoneii [3].

N3-3a reTeporeHHOCTH KIIMHUYECKWX CUMMTOMOB, XapaK-
TepHbiX Ana HO1, naumeHTbl 06pallaloTca K COBEpLUEHHO
Pa3HbIM CreLMannuCTaM, YTo 06bEKTUBHO NPUBOAMT K Heflo-
OLEHKE CMMNTOMOB M HECBOEBPEMEHHOW AMArHOCTUKE 3a-
bonesaHus [7].

Lene — yuuTbiBas pegKocTb NaTonoruv M oTcyTcTBUE
A0 HACTOSALLEro BPEMEHW B HalleW CTpaHe eAuHbIX NpoTo-
KOJI0B BeJIEHUS TAKWUX NaLWEHTOB, MPOBECTH CPABHUTESTbHbIN
aHanM3 AWarHoCTUKM W XMPYPrYecKoro NEYeHUs NaLmeHToB
C HerpodubpoMatosoM 1-ro Tmna.
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MATEPWAJIbl U METObI

lpoBeaeHO OJHOLIEHTPOBOE PETPOCMEKTUBHOE HEKOH-
TponMpyeMoe uccnefoBaque, B KOTOpoM bbiiv npoaHanmam-
POBaHbl KIIMHUYECKWE AaHHble NaLWeHTOB, HabmoaBLIMXCS
B OTZie/IEHUM BPOXIEHHBIX U HAacNeACTBEHHbIX 3ab0neBaHui
HayyHo-uccneoBaTeNbeKoro KIIMHUYECKOTO MHCTUTYTa ne-
AMaTpum 1 eTckon xmpyprum uM. akag. H0.E. Benbtuwesa
Ha MoMeHT 2023 1. ¢ NoNHOCTbIO BepUPULMPOBAHHBLIM auar-
HO30M «HeilpodnbpomaTos 1-ro TMNa» M MOAYUMBLUMX XW-
PypruyecKoe NieYeHne no NoBoAdy ero 0CNOXHEHUA U NposiB-
NEHWI B Pa3NUYHbIX XUPYPIUYECKUX KIIMHWKAX, B TOM YKCne
Mo MecTY KUTENbCTBA.

Kputepun BrtoueHms: Bo3pacT ao 18 net, yctaHoBneH-
HbIM OuarHo3 «Hevipodubpomartos 1-ro TMna», xupyprude-
CKOE JieYeH e B aHaMHe3e Mo NoBOAY AaHHOro 3ab0sieBaHUA.
Y Bcex naLmeHTOB AnarHo3 Bbii NoATBEPKAEH COTMIACHO KpK-
TepusM 2021 1., peKoMeHL0BaHHbIM MeXAYHapPOAHbIM KOH-
ceHcycoM [8].

WckioueHns naumeHToB U3 UCCief0BaHUs He Bbino.

lapaMeTpbl OLEHKU BKIWYaNM CRedyloLlimne KpuTepum:
noJ1, BO3pacT NOCTAHOBKYM AMArHo3a, NoKasaHus K onepaTtus-
HOMY JleYeHuto, MopdoNiorUs W JIokanusauma 0bpazoBaHui,
METOfbl MHCTPYMEHTaNbHON AMarHOCTUKM, Cnocob xupyp-
TMYECKOro NeyeHus, BKToUas 06beM peseKkuum, U TeueHue
nocneonepauynoHHoro nepuofa (Hanmume peunavBoB M no-
ABNeHWe 00pa30BaHMii HOBLIX JIOKaNM3aLuii).

PE3Y/IbTATbI

CpaBHWTENIbHOMY aHanu3y ObinM MofBEpPrHYThbl faHHbIe
20 naumenToB (9 mManbumkoB M 11 neBoyek). MeanaHa Bo3-
pacTa nocTaHoBKY AvarHo3a coctauna 7 net (1-17 ner). Ony-
XONeBbIi NpoLecc B BOMbLUMHCTBE Cily4aeB perucTpupoBani
Ha ronioee u Lwee (n=15), Haubonee YacTo B KpaHUoOpbUTasNb-
Hom obnactu (n=7). [pn 3TOM 04aroBoe nopaxkeHue CTPYKTYp
rOJIOBHOrO MO3ra 0TMeYanoch y 7 NaumMeHToB, B 5 cryyasx
OHo 6bIN0 NpeficTaB/ieHo 06pa3oBaHMEM 3pUTENBHOTO HEpBa.
Cpeaun ppyrux nokanusaumi okono 1/3 nauueHTOB UMenu
HelipombpoMbl, pacnonoxeHHsle napasepTebpantHo (n=6),
B TOM YUCIIe C BOBMIEYEHUEM CTPYKTYP CMIMHHOIO MO3ra B Ofi-
HOM cniyyae. B 6 cnyyasx oTMevanoch MopaxeHue MATKUX
TKaHeN KOHeYHOCTel 1 TynoBuwa. Y 4 nauneHToB onyxone-
Bbli MpoLiecc 3aTparvBan rpyaHylo MosocTb U CPeAoCTEHME
(B 0LHOM U3 3TWX CNy4YaeB TaKXKe OTMEYanoch NMOpaxeHue
ropTaHu, B o4HoM — uHBa3usa 300[MH B nneBpy v nepuKapm).
Y 3 naumeHToB 3aUKCMPOBaHbI MHOXECTBEHHbIE MOPaXKEHMS
BCEro TeNa, Y 0fHOr0 — raHrIMoHenpodubpoMaTos Kuley-
HuKa (Mpunoxexwe).

C uenbto BepudMKaLMM apMarHo3a cpean MeTOAOB WH-
CTPYMEHTaNbHOM OMArHOCTUKK Yallie BCEro WCMosib30Bany
MarHUTHo-pe3oHaHcHyto Tomorpaduio (MPT) (19 u3 20 naum-
€HTOB) U yNbTPa3BYKoBOe uccnegoBanme (Y3W) nopaxeHHoM
obnactn (7 u3 20 nauueHToB), B 1 cny4ae KOMMbIOTEPHYIO
Tomorpaduto (KT) c 3D-peKoHCTpyKLUMeN, KoTopas No3Bosuna
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OPUTMHAJIBHBIE UCCJTENOBAHUA

npoBecTu bonee TwaTenbHOe NpesonepaLMoHHoe NiaHNUpo-
BaHue (naumeHT N2 20). [lononHuTESbHBIE MeToabl obcne-
AO0BaHUS NS BM3yanu3aLuW 04aroB APYrux JIOKanu3auuii
BKJ/IlOYanK, Kak npasuno, MPT ronosHoro Mo3ra u Y3U op-
raHoB OpIOLUHOM MONOCTH, OAHAKO U Te BbIMOHUAM NULb
y 1/3 naumentos (tabn. 1).

B 13 u3 20 cnyyaeB B nocnenyioLlem bbin obHapyxe-
Hbl HeMpodunbpoMbl Apyrux nokanusauuin. MPT Bcero Tena
ObIN0 BbINOAHEHO Y 1 NaUMEHTKM — [eBouKM 14 neT (naum-
eHT N2 18). B nocneonepaumoHHOM nepuoge nocsne yoaneHus
HOB0O0OPa30BaHWA rPYAHON NOJOCTW MO pe3yfbTaTaM rucTo-
JIOTMYECKOT0 3aKJTHYeHMs Y Hee Obia BepuduumMpoBaHa 310-
KayecTBeHHas onyxonb 0bonoyeK nepudepuyeckux HepBoB.
Ha MP-kapTuHe oTMeyanocb becuucneHHoe MHOXecCTBO
06bEMHbIX MArKOTKaHHbIX 06pa3oBaHuMi Mo Xoay nepudepn-
yeckux HepBos (puc. 1). Y 3 naumeHToB ¢ HelpodnbpoMamu
NepBUYHOE TUCTONIOMMYECKOE 3aKITUEHME Bblo 0LMBOYHBIM
(naumeHTbl N2 5, 7 1 15).

Bcero 6bino nposeieHo 36 XMPYpPrudeckux onepauui:
26 13 HUX BbIK pacLieHeHbl XUPYpraMmn Kak «MojiHoe yaa-
nenve onyxonu», B 10 ciyyasx BbIMNOJIHEHA YacTUYHas pe-
3eKums. OnepaTUBHbIE TEXHUKY NPY PaAMKANBHOM YAaneHuH
BKJIKOYaNM UCCEYeHWEe ONYXO/M B NPeenax 340poBbIX TKAHEM
KaK ¢ MakKpo- (n=19), TaK 1 ¢ MUKPOXUPYPr1YECKOIA OLIEHKO
XMPYPr14ecKoro Kpas MHTpaomnepaumoHHo, ¢ Henpoduauo-
JIOTMYECKUM KOHTPOJIEM (nN=3) M pagmMoyacToTHON abnsuueit
(n=4). bbina npoeaeHa 1 6uoncus onyxonm (naumeHt N2 5),
8 cuHycTpabeKyNnaKTOMMIA M yANUHEHWE NOpaXKeHHOW Henpo-
(GnbpoMaTo30M HKHEN KoHeuHoCTH (maumeHT N2 19). Cpeau
HaLLMX NauMeHTOB Hanbonee YacTbIM NMOKa3aHWEM K onepa-
TUBHOMY JIEYEHMIO ABAANCSA CaM (aKT Hanuuus obpasosa-
HWS, B TOM YKC/Ie UMeIoLLUIACA KocMeTuyecKuii aedekT (20 u3
36 cnyyaeB). B 7 cnyyasx oTMevancs 60neBoi CUHAPOM,
B 6 — HEeBpOJIOrMYECKME HapYLUEHMS, B 4 — KULLEYHas He-
NPOXOAMMOCTb, U B 3 — rniayKoMa.

AHanus cBupeTenbcTBOBaN, YTO PeLMaMBLI OMYX0NEBOMO
pocTa bbin 3aperucTpupoBaHbl B 14 3 26 cny4aes «MoJHOMO
yAaneHus», B TOM uucnie B 3 U3 4 cnyyaeB pagmoyacToTHOro

Tabnumua 1. MHCTpyMeHTanbHbIe METOAbI UCCNef0BaHUs
Table 1. Instrumental diagnostic methods
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Puc. 1. MarHuTHo-pe3oHaHcHas ToMorpadus BCero Tefa — KapTiHa MHo-
JKECTBEHHBIX HepoubpoM, pacnonoXeHHbIX Mo Xxofy nepubepuyeckux
HepBOB BO BCEX OTAENax Tena (CTPesky).

Fig. 1. Whole-body magnetic resonance imaging showing multiple
neurofibromas along the peripheral nerves in all body regions (arrows).

Bo3gencTeust (naumneHtol N2 5 1 12) n B 1 3 3 cnyyaeB Mu-
KpPOXMPYPrMYECKOro yAaneHus C Helipodu3uonoruyeckum
KoHTponeM (naumentbl N2 2 1 8) (cM. Tpunosxenue). BaxHo,
yto 10 u3 atux 14 onepauwii 66K BbINOAHEHBI MO NOBOAY
nnekcubopMHbIX HerMpodubpoM, 3 — B CBA3M C raHrvo-
HelipocmbpoMaTo30M KuLleyHuka, U 1 — no noBofy 3no-
KauecTBeHHOI onyxonn 060s10ueK nepudepuyeckux HepBeoB,
yTo MoTpeboBano MOBTOPHLIX OMEPATMBHbLIX BMELLATENbCTB
(n=9). Bo Bcex cryyasx 4aCTU4HOM pe3eKLMM 0TMEYEH Npo-
L0JTKAIOLLMACA POCT OMYXOSTU.

[lononuutenbHble MeToAbI obcnenoBaHus

Konuyectso nauvexToB

BbisiBNneHHble 3MeHeHUs

MPT ronosHoro Mo3ra

Y3W opraHoB bptoLuHo# nofocTu
MPT opraHoB bpioLuHoi nonocTu
MPT cnuHHoro Mo3ra

Y3W opraHoB Marnoro Tasa

MPT opraHoB Manoro Tasa

MPT Bcero Tena

_— W W o~
—_ 0O NN NN

1 1

pumeyarue. Bcero — 20 naumeHToB. MarHuTHo-pe3oHaHcHas ToMorpadus (MPT) nopaxeHHom obnactn — 19. YnbTpassyKoBoe UcCnef0BaHWe
(Y3W) nopaeHHoii obnactn — 7. KomnbtotepHast ToMorpadus (KT) ¢ 3D-peKoHCTpyKLuueli nopaxeHHon obnactn — 1.

Note: 20 patients in total. Magnetic resonance imaging (MRI) of the affected area, 19. Ultrasound examination (US) of the affected area, 7.
Computed tomography (CT) with 3D reconstruction of the affected area, 1.
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KJIMHUWYECKWUIA CITYYAIA

Cpefy naumeHTOoB, KOTOPLIM BbINOJHANOCH OMEpaTMBHOE
BMeLLATEeNbCTBO, CHMTAEM BaXHbIM OTMETUTb pebeHka ¢ raH-
FMMOHENPOPMOPOMaTO30M KuLeYHKKa (naumeHT N2 9) B cBs-
31 C UCKJTOYMTENBHOM PeKOCTbI0 JaHHOro 3aboneBaHus.

Manbuuk oT nepBoii HepeMeHHOCTM, NpOTeKaBLLeW
Ha (OHe XPOHWYECKOM MMMOKCUM nnofa, deTonnaleHTap-
HOW He[O0CTaTOYHOCTM, MepBbIX CPOYHbIX pofoB. Macca
Tena npu poxaenun 2770 r, poct 49 cM, no wkane Anrap
7/8 6anno.. Co cnoB MaMbl, MEKOHMIA OTOLLIEN B NEPBbIe CyT-
KM XU3HW. BeinucaH 13 poaaoMa c guarHo3oM: «3agepika
BHYTPUYTpobHOro paseuTus | cTenexmn no runoTpoduyeckoMy
Tmny». B Bospacte 1 roga Macca Tena 6580 r, poct 69 cMm,
YCTaHOBJIEH AMarHo3: «beniKoBo-3HepreTMyeckas HepocTa-
TOYHOCTb | cTeneHm».

Mo AaHHbIM aMbynaTOpHOM KapTbl U3BECTHO, YTO B BO3-
pacte 1 r. 5 Mec. NOSBUINCH anobbl Ha pe3koe B3AyTHe
*uBoTa. PebeHoK bbin rocnuTanusuMpoBaH B 0651acTHYI0
BonbHuLy, 3anogo3peHa bonesHb MvpwnpyHra. Konneramu
Bbina BbINONHEHa 1anapoToMKS,, PEBU3USA OpraHoB HpIOLLIHOV
MoJoCTH, PE3EKLMA Y4aCTKa NOAB3AO0LLHON KULIKK, HecyLle-
ro AMBEPTUKYN MeKKens, HanoxeH 3HTepO3HTEPOaHaCcTOMO3.
Ha BTOpbIE NocneonepaLyoHHble CyTKY bbiio 0TMEYEHO YXYA-
LUEHWe COCTOSHMSA 3a CYET Nape3a KULLEYHWUKA, AbIXaTeNbHOM
He[0CTaTouHOCTH, 0NIUrypuK. beina HanoxeHa nanapocToMma,
KOTOPYH0 yCTpaHWM Ha cnepyrowmii geHb. Ha 12-e nocne-
OMepaLMoHHbIe CYTKU B CBA3M C HapacTaHWeM CUMMTOMOB
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KMLLEYHOI HenpoxXoauMocTi (pBOTbl, B3LYTUA XUMBOTA, 3a-
OEPXKKM CTyna), BbiNosHeHa penanapoToMus. Mo AaHHBIM
BbIMUCKY, UHTPAOMEPALIMOHHO B OPIOLLIHOM MONOCTM BU3Ya-
NIM3MPOBaHbI U3MEHEHWS TOHKOW KULLIKK OT 30Hbl aHacTOMO-
33 10 UNEOLLEKaNbHOM0 YINa, CNenon U BOCXOAALLEN KULLKK
B BU[E PE3KOr0 YTOJLLEHUS CTEHKY, OTeKa Bpbhxeiku. Bbl-
MOJIHEHO YyAaneHWe NaToNOrMYecKoro yyacTKa NofAB3AOL-
HOM KULLKW, BKIIOYas UNeoLeKanbHbli yros, chopMmupoBaHa
uneoctoMa M acueHpoctoMa. [laHHble MopdonornyecKoro
uccnefoBaHus HeusBecTHbI. locne onepauun cocTosHWe pe-
BeHKa C HEKOTOPOW MOJIOXKMTENbHON AUHAMUKOMW, OCYLLeCT-
BNSNIOCH 3HTEpaNbHOE KOPMIIEHME TMAPOSIN30BaHHON CMe-
Cb0 Yepe3 Ha30eloHaNbHbIN 30H[, CTOMbI YHKLMOHPOBAY
YL,0BNIeTBOPUTENBHO. Yepe3 Mecal, npu obenesoBaHuu bbin
BbISIBJIEH MEPBUYHbINA MMOTMPEON3, HayaTa 3aMecTUTeNbHas
Tepanus L-TupoKcuHoM. Yepes 6 Mec. ¢ MOMeHTa onepaumm
B CBA3W C Pa3BMBLUMMUCS 3NEKTPOSIMTHBIMU HapyLUEHUAMU
Ha doHe bonbLUMX NoTepb Mo CTOMe Y pebeHKa cTan Hapac-
TaTb «CYLOPOXHbLIA CHHAPOM», NMOTPEOOBABIUMI JieYeHus,
B TOM YWCTE B YC/IOBUAIX OTAENEHUS peaHuMaLmu.

PebeHok mocTynun B xupypryeckoe otaenexme [letckon
rOpOACKO/ KMHMYecKon BonbHuubl N& 9 um. T.H. CnepaH-
CKOro B Bo3pacTe 3 r. 4 Mec. B TAXKENIOM COCTOSHWM, 06y-
C/I0BNIEHHOM MMNOTPOGMEN U BbIPaXKEHHBIMU 3NIEKTPOIUTHBI-
MU HapYLUEHWUAIMM U3-3a COXPAHSIOLLMXCS NoTepb Mo CTOMe
(mo 2-3 n/cyt). MnaHupoBanocb BbIMOSHEHWE 3aKPbITUS
CTOMbI (pUC. 2, @), 0AHAKO WHTpaonepauMoHHo bbino 0bHa-
PY3KEHO, YTO KULLEYHbIE NETIN NPUBOLALLEO M 0TBOAALLErD

Puc. 2. NHTpaonepaumonHble doTorpadum: @ — obLumii Bua pebeHKa co cToMoii; b — pacluMpeHHbIA NPUBOAALLUMIA CErMEHT CTOMBI; ¢, d — YTONLLEHHas

KWLLeYyHadA CTeHKa C NpU3HakaMun ¢M6p033.

Fig. 2. Intraoperative photographs: a, general view of the child with a stoma; b, dilated afferent segment of the stoma; ¢, d, thickened intestinal wall

with signs of fibrosis.
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OPUTMHAJIBHBIE UCCJTENOBAHUA

CErMEeHTOB 3HAYMUTENbHO PACLUMPEHbI, KULIEYHAs CTEHKa
pe3Ko yToJlLLeHa, ¢ aBneHnsamMmn Gnubposa, NoTHas HaoLLymb,
Ha pa3pese benecoBatoro LgeTa (puc. 2, b-d).

YuuTbIBas HanMuMe BbIPAXKEHHbIX U3MEHEHWH, OT 3aKpbl-
TUA CTOMbI ObINO NPUHATO peLLeHUe 0TKA3aTbCA, BbINOHEHA
MOAroTOBKA €e CErMeHTOB [ MOCNEAYIOLLEr0 HaNoXeHMS
MarHWTHOr0 aHacToMo3a, chopMuUpoBaHHoro Ha 10-e cyTku
W OKa3aBLLErocs HeCOCTOATENbHBIM U3-3a MUTpaLMW MarHu-
T08B. [10 AaHHBIM NOHOC/IONHOM 6UONCUM CTEHOK NOAB3A0LL-
HOM U BOCXOZALLEN 000404YHON KULIKW BbISIBNIEHbI U3MEHe-
HWS, KpalHe MOO3pUTENbHbIE B OTHOLIEHMM Anddy3HOro
FaHrTIMOHEMPOMAaTo3a KULLKK.

Yepes MecsL nocne NepBoro onepaTMBHOrO BMeLLATeSlb-
CTBa 0TMeYeHa KIIMHMKA KULLIEYHOI HENPOX0AUMOCTH, B CBS-
31 C YeM B 3KCTPEHHOM NopAgKe Obina BbINOMHEHA PeBU-
3us GptowuHoi nonoctu. WHTpaonepauMoHHO NoAB3LOLWHas
KMLUKa MMena HepaBHOMEPHO YTOJILLEHHYIO CTEHKY, CTEHKa
TONCTOW KMLUKW OT KONOCTOMbI [0 NonepeyHon 060404HOM
KMLLKM MMena TonwmHy 1,5-2 cM, bbina pubposHo n3MeHeHa
1 opMupoBana onyxoneBULHbIE KOHINIOMepaTbl pa3Mepami
7-10 cM, c BOBNEYeHMEM pyOLOBLIX TKaHEN W3MEHEHHOo
canbHWKa. bbiNo NPUHATO peLLeHne 0 pe3eKLUN U3MEHEHHOI
BOCXoAALLel 060104HOM KULIKU U nocniegHer netin (5 cm)
noAB3A0LIHOM KUIWKKU. Ha npexHeM MecTe copMMpOBaHa
HoBas uneoacueHaoctoMa. 06Luan AnMHa TOHKOW KULLKK BU-
3yanbHo npe.biwana 1 M, ToNCTas KULLKa COXpaHeHa AfIMHON
50-60 cM. TucTonornyeckoe uccnepoBaHue ybenuTeNbHO
CBUAETENbCTBOBANIO O PEKOM BapuaHTe NaToiorum — raH-
raMoHenpodudbpoMartose Kuwku. [pu poobcnesoBaHuu
no AaHHbIM MPT ronoBHOro u cnuHHOro mo3sra 6blio Bbl-
fBNeHo 06beMHoe 0bpa3oBaHMe B 0611acT Xxua3Mbl CneBa
U onddysHble U3MEHEHUS TOSIOBHOTO MO3ra, XapaKTepHbIe
Ans HO1 B BULE MHOXECTBEHHBIX MENKMX 04aroB B CTPYK-
Type remuchep Mo3xeuka, Auddy3HON LepebpanbHoil
atpoduu, noBbilweHns MP-curiana B MeauanbHbIX 0TAeNax
Tanamycos. [lpu reHeTMyeckoM aHanuse bbina obHapyeHa
OJJHOHYKIIE0TMHasA reTepo3nUroTHas 3amMeHa B reHe NFT.

[lanee nauueHT 6bin nepeBefieH B OTHENEHUE PEKOH-
CTPYKTUBHOW W BOCCTAHOBMTENIbHOM XWPYprum bproLHoi no-
noctu PecnybinKaHCKON LETCKOW KJIMHUYECKOM 6ONbHULI
ANS NPOBEJEHUA 3TArNHOM0 NEYeHWs Nepef 3aKpbITUEM K-
LUEYHOW CTOMbI, KOPPEKLMW BOAHbIX, HENIKOBBLIX U 3NEKTPO-
JTHBIX MoTepb. Yepe3 nonroga, B Bo3pacTe 4 neT, MaMa
3aMeTuna y pebeHKa nosiBieHu1e Ha TynoBuLLE NATeH Kodeid-
Horo uBeTa. 3710 obpatunio Ha cebs BHMMaHMe B TOM uucie
TEM, YTO KIAaCCUYECKM KOXKHbIA CUHAPOM Yalle MaHUdecTn-
pyeT NepBbIM.

B TeyeHue rofa NoBTOPHbLIX 3MU30/0B KULLEYHON HENPO-
XOAMMOCTM He 0TMeuvanoch, CToMa bbina 3aKpbiTa, pebeHok
MOSIHOCTLIO MEpeLLes Ha NepopanbHOe MWUTaHME U [OrHan
B QM3M4ECKOM pa3BUTUM CBOWX CBEPCTHUKOB. 10 cyTH, B CBA-
31 C peAKOCTbI0 NaTenoruuM, paboToii pasHbIX XUPYPrUYeECcKNUX
KOMaHf, HeCBOEBPEMEHHOM MMCTONOMMYECKO BepuduKaum-
€W, CIIOXKHOCTAMM OLLeHKM CEMEIIHOro aHaMHe3a W 0TCYTCTBU-
€M KOXHbIX MPOSBNEHMIA NAaUMEHT CYMMapHO NMepeHec NATb
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onepaTuUBHbIX BMeELLATe/IbCTB A0 MOMEHTa OKOHYaTeNbHOM
NOCTAaHOBKW AnarHo3a.

OBCYXEHUE

Bnepeble HD1 onucan ®puapux ¢oH PeknuHrxayseH
B 1882r. [2]. MaToreHe3 3aboneBaHmMs CBA3aH C MyTaLmeli B 04 -
HoMMeHHOM reHe NFT, KOTOpbIN HAaXOAMTCA HA UTMHHOM Mleve
xpoMocomel 17 (17q11.2) u KopmupyeT cuHTe3 benka-cynpec-
copa Oryxos1eBoro pocta HelipodmbpoMuHa, cTabunusupyto-
LLero NpoTo-OHKOreH Ras B HeakTUBHOI hopMe 1 TaKkuM 06-
pa3oM NoAaBJIAKLLEro KieTouHylo nponudepaumio. Ina HO1
XapaKTepeH ayTOCOMHO-L0MUHAHTHbIM TN HacieAoBaHus [1].

Knunnyeckas guarHoctvka HO1 ocHoBbiBaeTcs Ha Kpu-
Tepusix 2021 r., peKOMEHA0BaHHbIX MEXAYHAPOAHBIM KOH-
ceHcycom [8]. CornacHo aTMM KpuUTepusM, AMarHo3 ycTaHaB-
nMBaeTcs y nauueHTa 6e3 OTArOLEHHOr0 HacNeCTBEHHOMO
aHaMHe3a Mo [aHHOMY 3aboneBaHWI0 MPU HaluuuMK ABYX
unu bonee npusHakoB: 6 wunn bonee nATeH LBeTa «Kode
C MOJIOKOM», AvameTpoM bonee 5 MM B ponybepTaTHoM
BO3pacTe M HaubonbluuM avameTpoM bonee 15 MM B noct-
nybepTaTHOM BO3PaCTe; MHOXECTBEHHbIE MUTMEHTHBIE NATHA,
MOX0XWe Ha BECHYLUKM, B MOAMBILIEYHON WM NaxoBoii 00-
nactax; 2 vnv onee HeMpodubpoMbl Ntoboro TMNa unK ogHa
nnekcudopmHan HempodnbpoMa; rMmMoMa 3pUTENbHOMO He-
pBa; 2 unn bonee y3enka Jiwa Ha papymHon obonouke
unn 2 n bonee xopuonpanbHble aHOManuu; XapakTepHble
MOpaKeHUs KOCTEW, TaKWe KaK AMCMNasusl KIIMHOBUAHOW
KOCTU, NepefHenatepanbHas aucnnasus 6onbluebepLoBoii
KOCTU N1 OpMMpOBaHME NOXHOTO CycTaBa ANMHHON Tpyb-
4aToOM KOCTW; FreTepo3vroTHbIA NaToreHHbIA BapuaHT B reHe
NFT1 ¢ yactoTon MyTaHTHOro annens 50% B HemopaXeHHoVA
TKaHwm [8].

Jlet ¢ HOT umetoT npumepHo B 7 pa3 BbILLE PUCK OHKO-
remarosiornyeckux 3abonesaHui, TaKKe BO3pacTaeT yacToTa
pa3BsuTus pabgomuocapkomel, heoxpoMouuToMbl, rvom [1].
Hanbonee pacnpoctpaHeHa (npuMepHo y 15% 6onbHbix HO1)
rMoMa 3puTeNbHOr0 HepBa, NpefcTaBNeHHas nuiouuTap-
HOM acTPOLMTOMO, KOTOpas B MOJIOBUHE Cy4aeB NPOTEKaeT
6eccumntoMHo [9]. Cpem racTpOMHTECTUHANBHBIX OCNOXKHE-
HAR HO1 MoxeT Takke BcTpevaTbcs AUdQY3HbIA raHmmn-
OHenpoMbpomaTos KulleyHuKa. 3T0 pefKoe MnopaKeHue
HEpBHOW CUCTEMBI KMLLEYHMKA, acCOLMUPOBaHHOE C PSAOM
reHeTUYeCKMX CMHAPOMOB, BKIToyaowwmx HO1 MHoKecTBeH-
HYI0 3HAOKPUHHYI0 Heonnasuto Tuna 2B n cuHapom KoyaeHa.
N3onupoBaHHble dopMbl BCTpeyatoTes cnopaamnyecku. Knu-
HWYECKME CMMMTOMbI BapbMpyHOT OT BECCMMNTOMHOO Teye-
HUS, XPOHUYECKOI DO/ B KMBOTE 40 KULLIEYHOMN HEMPOXOLAU-
MOCTM W XeNy04HO-KULLEYHOr0 KPOBOTEUEHMS BCeACTBUE
U3bsA3BNEHUs cnm3ucToil obonouku [10].

MauneHTaM c auarHoctpoBaHHeiIM HO1 Heobxoaumo
nonHoe obcnefoBaHue ANs BbISIBNEHUS NOPaXKEHUA Apyrux
NOKanu3auui [2]: ocMoTp KOXHbIX NOKPOBOB, MA3HOro AHa
Ha LeneBon namne, Y3W opraHoB bptoLuHOi NoiocTH, BepX-
HUX M HUXHUX KOHeuyHocTeld, MPT ronoBHOro u cnuHHoro
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mosra unu MPT Bcero Tena, nocnegHee uccnefoBaHue ss-
nsetca Hanbonee MHbOPMaTUBHBIM METOA0M AMArHOCTUKM.

Mo AaHHBIM NIMTepaTypbl, NpeAonepaunoHHas buoncus
COMpSIKEHA C PUCKOM Pa3BUTUS HEBPOJIOTMYECKOro Aeduuu-
Ta U KPOBOTEYEHUS M MOXKET BbITb HeMHdopMaTUBHA M3-33
reTeporeHHoi CTPYKTYpbl 0bpa3oBaHus [2], a Takxe cnocob-
CTBYET BOCMaEHMIO U PyOLLEBaHMIO BHYTPU OMYXOJW, YTO 3a-
TPYLHAET €e Bble/ieHe BO BPeMSA onepauuu. XoTa He Bce
uccnefoBaHuA NOATBEPXKAAIOT 3T0T Te3uc [11].

Ha ceropHsAwWwHWiA feHb BeAETCA aKTUBHBIA MOUCK Npena-
paToB ANs TapreTHoW Tepanuu HeMpodnbpomaTosa, a UMeH-
HO MeKCcMBOPMHBIX Helipod@ubpoM M rIMOM 3pUTENBHBIX
nyten [12]. TeHHas Tepanus paccMaTpuBaeTCA Kak MHOMo-
obewlatolee HanpasneHue B NeyeHun HO1 v ocHoBbIBaeTCS
Ha BOCCTAHOBJIEHMM KacKaa MHaKTUBaLUmMu Ras-curHanuHra
nyTeM AOCTaBKU FEHOB C MCMOMIb30BaHWEM MaHENM BEKTO-
poB ajeHoaccoummpoBaHHoro Bupyca B Knetku 300MMH
W LIBaHHOBCKMe KieTKu yenoBeka [13]. Haubonblee 3Ha-
YeHue B HacTosLLee BPeMs UMEKT npenaparsbl, Bvsiowme
Ha RAS-nytb (MHrMbutopbl MEK-KuHasbl) U MHrMOUTOPSI
mTOR [12]. CenymeTuHMb6 — nepopanbHbIl CENEKTUBHBIN
UHrMouTop depmenta MEK, BXoaMT B COCTaB CUrHaNbHOMO
MyTU MUTOreH-aKTUBMPYEMOW npoTenHKMHasbl (MAPK). Ero
bnokupoBaHue 3aMeanseT pocT U Nponnudepauunio KIeTok.
lpenapaT NpoLeMOHCTPMPOBaN BbICOKYH 3(HEKTUBHOCTL
B KNIMHMYeCcKoM uccnepoBanum SPRINT, npoBeseHHOM cpe-
AW peteit B Bo3pacTe oT 2 Ao 18 net ¢ HO1, y KoTopbix
bl ouMarHocTUpoBaHbl CUMNTOMHbIE U HeonepabenbHble
nnekcudopmHbie HelipodubpoMbl. Y feTeld, NpUHUMALOLLMX
cenyMeTMHMO, Habnoganca perpecc onyxosiel, yMeHbLUe-
HWe 60N1eBOr0 CMHAPOMA U APYrX CUMNTOMOB, CBA3AHHbIX
c IMH, a TaKkxKe ynyyLweHne KavecTBa Xu3HW naumeHToBs [13].
lpenapat cenyMeTuHWO6 oduuManbHO 3aperucTpupoBaH
AN MeauuMHCKOro npuMeHenmns B Poccuiickoin ®epepa-
LMW U BKJTIOYEH B roCyAapCTBEHHbIN PEECTp SIeKapCTBEHHbIX
cpeacts 1 Hosbpsa 2021 r.

N3-3a pucKa HeBPONOrMYECKUX OCTOKHEHUWA XMpYpru-
YeCKOoe JIeYeHWe, KaK NpaBuno, MPOBOAAT TOJIBKO B CUMMTO-
MaTUYeCKUX CIy4asX, Takux Kak 60neBoN CMHAPOM, KpoBo-
TeyeHune, 06CTPYKUMA unm KoMmnpeccusa opraHos [3]. OgHako
NPeBEHTUBHAsA TaKTUKAa TaKXKe PaccMaTpuBaeTCs B CBSI3M
C BO3MOXHOCTbI0O Manuriusaumm [2]. D. Garozzo, ocHoBbI-
Bascb Ha 20-neTHEM KIIMHUYECKOM OMbITe M NIUTEPaTYpHbIX
AaHHbIX, PEKOMEHAYET CriedyloLlme MoKasaHus K Xupypru-
YECKOMY JIEYEHMI0: CUMMTOMATUYECKME OMYXO0JIW, MAacCUBHOE
onyxoneBoe nopaxeHue (auametp bonee 6 cM) U NpU3HaKK
MarMrH13aLym no AaHHbIM MHCTPYMEHTabHBIX METOLL0B MC-
cnepoBanus [2]. Bcerpa cnepyet B3BewwMBaTh NOTEHUMASb-
HYH0 NONb3Y OT NPOBEAEHHOM0 BMELLIATENBCTBA C YYETOM pHC-
KOB 03/10Ka4eCTBNIEHNS W LOArOCPOYHBIX HEBPONOMUYECKUX
nocneacTsuin. Y psga naumeHToB HeMpogmbpoMbl Ha Koxe
rofioBbl, BAOMb JIMHWM POCTa BOJIOC WM Ha TYNOBULLE B Me-
CTax COMPUKOCHOBEHWUS C OfEXJO0M MOryT Bbi3biBaTb Bbl-
PaXKEHHBIW OUCKOMMOPT, YTO TaKKe ABNSETCA NMOKa3aHWEM
K onepaTuBHOMY feyeHuto [14].
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Haubonee npeanoyTMTENbHBIM CYMTAETCA MUKPOCKOMM-
YECKUI 1 HeiipodU3MONOrMUECKU KOHTPOSb C Liefbl0 BU-
3yanu3aumm QyHKUMOHANBHO aKTUBHBLIX HEPBHBLIX BOJIOKOH
MoCpefCcTBOM MX CTUMYAALMM SIS UX COXPaHEHUs BO Bpe-
MS pe3eKumu HOBOODBpa3oBaHus eduHbIM 6aokoM [2]. Ecnn
MpU CTUMYNALMK HEPBa BbIABNATCA (YHKUMOHANBHO aKTUB-
Hble BOJIOKHA, NMPOXOASLLME B TOJILLIE OMYXO/M, TO Yallie BCero
BbIMOJTHSAIOT YaCTUYHYI0 PE3EKLIMIO C LieNblo U3bexaTb nocne-
OMepaLMOHHBIX OCNOXHeHWi [2]. B HeKkoTopbix UccnepoBa-
HUAX MOKa3aHO, YTO UCCEYEHWUE MOPAXKEHHBIX HEPBHBIX My4-
KOB He BbI3bIBAET HEBPOJIOTMYECKOrO AedULMTA, MOCKOMbKY
Takue BOJOKHA 06bIYHO YXKe W3HaYanbHO TEepsoT CBOK
¢oyHkumio [11]. B cnyvasx passutua 300MH pagukancHoe
yhaneHue CTaHoBUTCS 06s3aTeNbHbIM, BbINOHAETCS pe3eK-
uMA B Npejenax 3[0poBbIX TKaHEeH KaK MOXHO AuCTalnbHee
0T KaXkAoro nostoca onyxonu [2]. [ToBTOpHble MHTpaonepauu-
OHHble 6MoNCcUM NOMOraT OLEHUTb rpaHMLbl pe3eKuuu [2].
YunTbiBas 00MNbHYI0 BacKynApU3aLMIo OMyXosu, UCMoNb30-
BaHWe TEXHUKU TYMECLIEHTHOI aHeCTe3umn CnocobCTBYeT CHU-
YKEHWI0 PUCKOB MHTPAONeEPaLMOHHOro KpoBoTeyeHus [3].

Pesekuus onyxonei CMHHOTO Mo3ra TPYAHA, HO Ya-
CcT0 HeobxoAMMa [nis NpefoTBpaLLeHUs NporpeccupyloLLei
napa- wm TeTpannieruu. [lns MakcuManbHoro ycnexa onepa-
LM BaXKHO [LeMCTBOBATb HE3aMeANUTENBHO MpU MOSBEHNN
HeBposornyecknx cumntomoB [14]. B HekoTopbIX Mccnepo-
BaHUAX AN JleYeHUs 0OPOKAUECTBEHHbIX MHTPaLypabHbIX
3KCTpaMeyNNAPHbIX ONYXONIEN CMMHHOMO MO3ra NMpUMEHS-
NN CTEPEOTAKCUYECKYIO PafMOXMPYPruto. 3TOT METOL MOX-
HO MCMOMb30BaTb B KayecTBe OCHOBHOrO METOAA JieueHus
WK B CNyYasx NocieonepalmoHHoro pocta onyxonm [15].

Mpu rnvome 3puTeNbHBIX HEPBOB JieueHue Tpebyet-
CA TOMbKO B CUMMTOMATMYECKMX CNydasX W, KaK npasu-
no, 3to HeboOMbLIOK MPOLEHT NauueHToB. B nepsyl oye-
pedb MCnonb3yeTcs XMMMOTEpanus TaKMMK npenapaTam,
KaK KapbonnaTtuH, BUHKPUCTUH, BUHONACTUH 1 beBauu3yMab.
K coxaneHuto, He y BCex NaLMeHTOB MOCIIe JIeYeHUS BOCCTa-
HaBNMBaeTCA 3puTeNbHas QYHKUMS. XMpyprdecKoe ieyeHue
MpW TaKoM MaToforMM KpaiHe orpaHUYeHo 13-3a PUCKA eLLe
bonbluero HeBponoruyeckoro aeguuura [9].

Ocobblii MHTepec MpeACcTaBNseT OnepaTMBHOE JieYeHUe
«Henpodmbpomarosa Tvna anedaHTUasKUC», NpPU KOTOPOM
MMeeTCA 0fiHa NnekcMpopMHas Helipopubpoma 3HaunUTENb-
HbIX pa3MepoB. Takas OMyxofb PeAKO 03/10KayecTBNsETCS,
HO M3-3a AKTMBHOrO poOCTa NPUBOAMT K BbIPAXKEHHOW Ae-
dopmauum Yacten Tena. CNoKHOCTb B NeYeHUU MoLoBHbIX
0bpasoBaHuii cBSi3aHa C BOMbLIMMKM MOCNEonepaLMoHHbIMA
KOXHbIMW  fedeKTamu, TpebylLwmMM peKOHCTPYKTUBHBIX
onepauuii, a TaKKe C pa3BUTUEM HEBPOJIOTMYECKOro Aedu-
umta. MoatoMy, KaK NpaBuNIo, MPOBOAAT YaCTUYHbIE PE3EKLIUK
TaKkux Herpodubpom [16].

OpTonenuyeckue BMeLLATENbCTBA MOKa3aHbl Mpu bbICTpo
NPOrpeccupyroLLLEM CKONMO3€e U BbIPAXKEHHBIX KOCTHBIX Ae-
tekrax [14].

B HaweM uccnegoBaHUM MUKPOCKOMWYECKYIO BU3ya-
3auMi0 U HermpodM3NONOrMYECKUI KOHTPOMb MCMONIb30BaU
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B c/yyasx 06pa3oBaHuMii, 3aTparMBaloLLMX LiEHTpasbHYH
HepBHYI0 cucTeMy (FONOBHOM M CMIMHHOW MO3r), B TO BpeMA
KaK BO/bLUIMHCTBO OMepaTMBHBIX BMELLIATENLCTB BbIMOIHAMN
JMLUb NMOJ, MAKPOCKOMMUYECKUM KOHTPOJIEM FPaHNL, PE3eKLIK,
uTO He COOTBETCTBYET 06LLIEMMPOBOMY OMbITY, M BE3YCNOBHO CMO-
CODCTBYET, Ha HaLL B3rNAL, YBENIMYEHUIO YacToTbl PELIMAMBOB.

MaumenTbl ¢ HOT ponmkHLI perynapHo HabnoaaTbea cne-
LManMcTamMu MynbTUAMCLMNIIMHAPHOW KoMaHpl [9].

Mo pesynbtataM Hawei paboTbl BbINO MOKasaHo,
YTO Ha CErofHALLUHMIA MOMEHT CyLlecTBYeT npobneMa Ha-
bntoaeHuns n obcnenoaHua naumeHTos ¢ HO1. MHoroobpa-
31e KJIMHUYECKUX BapUaHTOB, JIOKaNU3aLMu Onyxonei u ux
MPOSABEHMIA, OTCYTCTBUE HACTOPOXEHHOCTU B OTHOLLEHUM
AaHHOro 3aboneBaHNs MPUBOASAT K HECBOEBPEMEHHOM Mo-
CTaHOBKE AMarHosa W owuboyHoMy BbIbOpY TaKTUKM fe-
YeHMs, MOBbILLIAA YaCcTOTy PELMAMBOB U CHUXAsA KauyecTBO
XM3HU nauueHToB. KoHcepBaTWBHas Tepanus ABNseTCs
npeaMeToM Bbibopa. XMpypruyeckoe neveHue He cTaHaap-
TM3MPOBAHO M, KaK NpaBWIIO, BbINOMHAETCA B CUMMTOMA-
TUYECKUX CNyyasx C uenblo obneryenus coctosHus. B 1o
e BpeMSs, CTOMT OTMETUTb, YTO MPELU3NOHHOE yAaneHue
CnocobCTBYET CHUMXEHWIO YacToThl peuuanBoB. [lpu 3ToMm
PELLEHME O BbIMOJHEHMM OMEPATMBHOTO BMELLATENbLCTBA
HeobX0AMMO NPUHUMATL MYNbTUANCLMNIMHAPHON KOMaHe
cneumanucToB. B HacTosLee BpeMs B Poccum BefieTcs Ku-
HWUYecKkui peecTp 6onbHbIX Helipodnbpomatosom, B 2025 r.
0KWAeTCA YTBEPXKOEHWE KIIMHUYECKUX PEKOMeHZauui
no HabnoaeHuio u nevenmio nauneHtos ¢ HO1, yto no3so-
JUT 3aBepLuMTb HOpPMMPOBaHME CTPOUHON CUCTEMBI MOMOLLM
LETAM C 3TUM 3aboneBaHuEeM.

3AKJTIOYEHUE

K HecBoeBpeMeHHOM [MarHOCTUKe W NiedeHuio 3abone-
BaHWUS NpUBOAMAYW BapuabenbHOCTb NPOSBNEHUH, PeAKOCTb
M OTCYTCTBME HACTOPOXEHHOCTW B oTHoweHun HOT. [letn
Habnofanuck M 0bcnefoBannch y pasHbX CMeLManucToB
be3 cucteMHoro noaxona u B GOMBLUMHCTBE CBOEM MoAy-
Yasnu XMpyprudyeckoe neyeHue bes yyeta ocobeHHOCTEN WX
3aboneBaHns. Mbl CYMTaeM BaKHbIM CO3JaHWE KIMHMYE-
CKOro peecTpa TaKMX MaLMeHTOB, a TaKKe HanpaeJieHuWe na-
umenToB ¢ HO1 B LieHTp dakomaTto30B HayyHo-uccnenosa-
TENIbCKOr0 KIIMHWYECKOr0 UHCTUTYTa NeaMaTpum U LeTCKOM
xvpyprim uM. akag. l0.E. Benbtuwiesa v B opyrue KMHUKY,
roe paboTalT MyNbTUAMCLMNIMHAPHBIE KOMaHLbl Bpayel,
ANS NPUHATMSA COBMECTHOrO pELLEHMSA 0 BbIDOpe TaKTUKM
NIeYEHUA B OTHOLLEHWUN TaKMX LeTei.

AOMNO/HUTESIbHAA UHOOPMALIUA

Bknapa aBtopoB. 0.B. Cyxoponbckas — 0630p nutepatypbl, cbop 1 aHanms
[aHHbIX IMTEPATYPHBIX MCTOYHWMKOB M UCTOPMIA HONe3HW, HaMKCaHWe TeKcTa
¥ pepakTvposarme pykonucu; M.I0. [lopodeeBa — am3aitH nccnefoBaHus,
pepakTvpoBaHme pykonucy; C.B. bouenkos, AM. lBoBapoBa — pefaKTun-
poBaHwe pykonucy; A.P. 3abpoawHa, I'.B. [xveaHwwmpsH, [1.C. Tapacoea —
MoAroToBKa M 0bpaboTka MeaULMHCKUX AaHHblx; M. AipanetsH — 06-
paboTka MHTpaonepaLMoHHbIX oTorpaduii, peflaKTMpoBaHWUe PyKOMUCH;
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[1.A. Mop030B — 1es 1 An3aitH UCCnefoBaHus, aAMUHUCTPaTUBHasA Noa-
AEepKKa, OKOHYaTeNbHOe pefaKTUpoBaHWe pyKomucu. ABTopbl 0Aobpuim
BEpCUio AN NybamMKaLwmK, a TakKe COrNackaMCb HEeCTU OTBETCTBEHHOCTb
3a BCe acreKTbl paboThl, rapaHTUPys Had/exalliee PacCMOTPEHVE U peLLe-
HWe BOMPOCOB, CBA3aHHBIX C TOYHOCTbIO M [ODPOCOBECTHOCTLIO Mtobol ee
yacTw.

3JTnyeckas akcnepTusa. TyecKas KCMepTM3a He MPOBOAMNACL B BUAY
TONbKO PETPOCMEKTUBHOMO aHanu3a AaHHbix. KnuHWYecKoe mccnefoBaHue
C y4acTieM NaLmMeHTOB He OCYLLIeCTBIIANOCh.

Cornacue Ha ny6nukaumio. ABTOpbI NOYYMAN NUCbMEHHOE MHDOPMUPO-
BaHHOe [106pOBO/bHOE COrflace 3aKOHHbIX MPefCTaBuTeNen naLWeHToB
Ha NybarKaLwIo NepCoHanbHbIX AaHHbBIX B HAYYHOM XypHare, BKIK4ast ero
aneKTpoHHyto Bepcuio (11.11.2023). 06beM nybnnKyeMblx [aHHbIX C 3aKOH-
HbIMW MPeLCTaBUTENAMM NALMEHTOB COrNaCcoBaH.

UcTouHuku duHaHcupoBaHus. OTcyTCTBYIOT.

PackpbiTe UHTepecoB. ABTOpbI 3aSIBNAIOT 00 OTCYTCTBUW OTHOLLEHWIA, fie-
ATENbHOCTY W MHTEPECoB 3a MOC/efHWE TPU rOfia, CBA3AHHBIX C TPETHMM
MuaMm1 (KOMMEPYECKUMM W1 HEKOMMEPHYECKVMM), MHTEPECH! KOTOPbIX MOTyT
BbITb 3aTPOHYTHI COLLEPXKAHUEM CTaTbU.

OpurmHanbHocTb. [py CO3AaHNM HacToALLE paboTbl aBTOPbI He MCMoMb-
30Ban paHee 0nybaMKOBaHHbIE CBEAEHNA (TEKCT, MINIOCTPaLWK, iaHHbIe).
JlocTyn K AaHHbIM. Bce aHHble, NoNyYeHHble B HACTOSILLEM UCCNIEA0BaHM,
AOCTYMHbI B CTaTbE.

[eHepaTUBHDBIA UCKYCCTBEHHbIN UHTENNEKT. [1pn co3a4aHMM HacTosLLen
CTaTbW TEXHONMOTMM TeHepaTMBHOTO MCKYCCTBEHHOMO MHTENNEKTa He uc-
nonb30Bany.

PaccMoTpehue 1 pelieH3npoBaHme. HactosLLas pabota nogaHa B ypHan
B MHULMATMBHOM MOPSAKE M paccMOTpeHa no 0bbi4HOM npouenype. B pe-
LieH31POBaHWM Y4aCTBOBANM [1BA BHELLHMX PeLieH3eHTa: YieH pefaKLmMoH-
HOW KOAMermu W NpurnalLieHHbI pefaKkLmMelt CneLmanmeT no TeMe CTaTbyl.
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2 -
nauu- | Mon B:csr Nlokanusauma & obnactu Xupypruyeckoe neyeHne Peuuaus [lpyrue nokanusaumm Xupyprueckoe Peuupaus
- pact, ronoBbi/wwen Pyp A Py U neyenne A
eHTa ner
1 M 2 MHOXeCTBEHHbIE U3MEHEHNUS - - MapaBeptebpanbHo cnesa L3. MonHoe yaanexve JIE]
B r0OJIOBHOM Mo3re Mepeanss bprowwHaa cTeHKa
cnpasa (MH)*
2 M 4 MpaBas 3aaHenobHas obnactb Mukpoxupyprideckoe yaanetue Het CnMHHOI MO3T M KOPELLOK Mukpoxvpypru- Her
(NMnoumTapHas actpouuToMa)® C YNbTPa3ByKOBOI HaBuraLmei Ha ypoHe C2 (MH)* yecKoe yaaneue
n1oMa npaBoro 3puTeNbHOro 1 Helipodn3nonornyeckinM ¢ Heilpocusmonoru-
HepBa KOHTpOsSIEM UECKMM KOHTpOsIEM
3 X 6 KpaHuoopbutanbHas obnacts MNonHoe yaanexue Ja BokoBas cTeHKa »wuBoTa - -
cnpasa (MH)* crpasa
4 bt 1 KpaHnoopbutansHas obnacts Curyctpabekynaktomus — 5 - - - -
cnpaga (MH)*
5 M 4 KpanunoopbutanbHas obnactb PYA — 3 (1 nonkoe u 2 va- [la - - -
cnpasa (MH)* CTUYHBIX yAaneHus),
6uoncus — pobpokayecTseH-
Hoe cocyaucToe obpasoBaHme
(HeBepHo)
6 X 4 MNopayentocTHas obnacTb cnpasa MonHoe yaanexue JIE] - - -
(MH)*
7 M 12 MopyentocTHas obnactb cnpasa MonHoe ynanenme — nop- [la - - -
(MH).* YenloCTHas C/IOHHasA Xene3sa
CpepHsa TpeTb A3blKa. (HeBepHo)
JleBas remuctepa ronosHoro
Mosra
8 X 1 BHyTpeHHss Kancyna. - - LUleiiHbIit oTaen cnesa C3-Cé Mukpoxupypru- [a(noetop-
3puTenbHblit HepB cnesa (MH)* yecKoe yaaneue HO — Ya-
MHoxecTBeHHble MH ¢ Helipodusnonoru- CTUYHas
UeCKMM KOHTpOsIEM peseKuys)
9 M 3 Xuasma cnesa. - - KuwweyHuK (raHrnuoHertpodm- MonHoe ynane- [a—3
MHOKeCTBEHHbIE U3MEHEHNUS 6pomaroa)* HUe — 4
B F0OJI0BHOM MO3re
10 X 10 MHOKEeCTBEHHbIE U3MEHEHHUS MNonHoe yaanexue Het - - -
B FOJIOBHOM MoO3re.
nroma npaBoro 3puTeNbHoro
Hepaa.
BepxHsis yentocTb cnesa (MH)*
" M 6 KpaHuoopbutanbHas obnacts CuHycTpabekynakTomMus — 2 - - - -
cnesa (MH).*
MHo3KecTBeHHbIe M3MeHeHMs
B r0OJIOBHOM Mo3re
12 X 13 KpanunoopbutanbHas obnactb PYA — 3 nonHbIX yaanesms. la—2 - - -
cnesa (MH)* CuHycTpabekynaktommsa — 1
13 X 6 CkynoBas obnactb cnesa (IH).* MonHoe ynanenue Het MHoxecTBeHHble MH Bo Bcex - -
lnnoma xuasmbr* oT/ienax Tena
14 X 3 - - - lMoaMbllweyHas, Hag- U noa- YactuuHoe ynane- -
KIK04M4HaA obnacTu cnpasa He — 2
(MH)*
15 M 3 BHyTpeHHUi cnyxoBoi npoxop, - - N® 1 — 3apHeBepxHee N® 1 — nonHoe Ne T —
cpefocTeHme.* yAaneHue (nunoma HeT.
N2 2 — nopMbiweyHas — HeBepHo). Ne2 — pa
obnactb, napaseptebpancHo N2 2 — nontoe —1
B LLUEITHOM W FPy[iHOM OTAene ynanexue — 2
(MH)*
16 M 17 - - - MapaBeptebpanbHo B WeliHOM Yactnutoe ypane- -
u rpynHoM otzene (TH).* Hue — 2
MosicHnyHbI oTaen L1-S3
17 X 8 - - - TopTab (MH).* MonHoe yaanexve Ja
CpepocTenue — 1L
YactuuHoe ynane-
Hue — 3
18 X 14 - - - 'pyaHas nonoctb cnpasa, MonHoe yaaneHve Her
BepXHss TpeTb SieBoro 6eapa BO BCEX CITy4asx
(300MH).*
IV nanew neeoi kucTH, Npasas
ronenb ([H).*
MHO)KeCTBEHHbIe MopaeHus
BO BCeX OT/eNax Tena
19 M 17 MHo)ecTBeHHbIe N3MeHeHns - - 0T NOACHU4YHO-KPECTLIOBOrO YnnuHenue npasoit -
B FO/I0BHOM Mo3re otaena Ao cronsl cnesa (MH) HIKHEN KOHEYHOCTN
20 X 14 - - - I'pyaHas nonocTb cnpasa lMonHoe ynanexue [a

C WHBa3mWen kynona aua-
(parmbl, NNeBpbl U NepuKapaa
(300MH)*

[MpumeyaHue. *XvpypriiecKoe neveHme No noBody AaHHOM NoKanuaauun. M — Myxckol nom; H — xeHckui nost; PHA — papumouactoTHas abnsums; lMH — nnekcudopm-
Has HelpodmrbpoMa; 300MH — 3noKayecTBeHHas onyxonb 000/104eK Nepudepuiecknx Hepeos.
Note. *Surgical treatment for this localization.
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