KJINMHUYECKAA MEANLUHA

DOI 10.37882/2223-2966.2021.07.39

KNUHWYECKWUIA CNYYA HEUPO®UBPOMATO3A Y AETEN

- N
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Summary. A clinical case of Neurofibromatosis type | (first) —
Recklinghausen’s syndrome, the most common hereditary disease,
is presented. We conducted our own clinical observations of this
rare pathology, so that dentists could pay attention to the causeless
manifestation of the location of the teeth, their mobility, malocclusion
in the child, give advice to parents to consult with a pediatrician, to
identify other pathologies.
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epodunbpomaTtos 6bin onucaH B 1882 rogy, Opwu-

apuxom ¢oH PeknuHrxayseHom. Helipodunbpo-

MaTo3 — CUMHAPOM PeknuHrxayseHa, fAsnaetcA
ayTOCOMHO-AOMMHAHTHbIM 3aboneBaHueM, BCTpevaeTcA
C OAVHAKOBOWM YACTOTOM Y MY>KUMH N Y XKeHLWmH. Hepo-
¢dunbpomaros (NF) — HacnenctBeHHoe 3aboneBaHue c no-
paXkeHVEeM KOXW, HEPBHOW, MbILIEYHOW, KOCTHON CUCTEM,
[3,4,8].Yawe Bcero 3aboneBaHne AMArHOCTUPYETCA B JeT-
CKOM BO3pacTe, NepBble CUMNTOMbI HelpodrnbpomaTtosa,
npoAsnATca B Bo3pacte 15-30 net. K pa3sutuio Hen-
podubpomatosza (HO) | Tna npuBoanT nopaxeHue reHa
HelpodubpomrHa (HD-1), pacnonoxeHHOro Ha ANUHHOM
nneye 17 XPOMOCOMbI, B pe3ynbTaTe 4Yero Hapyllaercs
OVHAMWYECKUIN KOHTPOJIb 33 POCTOM OMYXONEBbIX KNeToK
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AnHomayus. TipefcTaBneHo KnuHMYeckoe Habnwogenue Heilpopubpomatos |
(nepBoro) Tuna — cuHApOM PeknuHrxay3eHa, camoe pacnpocTpaHéHHoe
HacneCTBeHHoe 3aboneBaHue. MpoBefeHbl COOCTBEHHbIE KNMHUYECKNE Ha-
OntofeHna 3ol peaKoil natonorn, ANA TOro, YToObI BpauuM-CTOMATONOTM,
MOIIN 06paTUTb BHUMAHUE HA OECNPUYNHHOE NMPOABIIEHNE PACTIONOXKEHNUA
3y60B, 1X MOABWXKHOCTb, HapyLUeHWe NPUKyca y pebéHka, AaTb COBET Poau-
TeNAM NPOKOHCYNLTUPOBATD €50 Y BPaua — NeAnaTpa, Ha BbIABAEHME ApYroil
naTonoruu.

Knmouesvie cnosa: He|7|po<|)v|6pomaT03, dYyTOCOMHO-JOMUHAHTHOE 3abonesa-
HUe, OnyxoJin, HaCJ1eaCTBEHHAA NATONIOTUA.

HeMpPO3KTOAEPMANIbHOIO NMPOUCXOXKAEHUA CO CMeLleHneM
paBHOBeCUs B CTOPOHY ux nponu-depauuun. Jobpokaye-
CTBEHHble HOBOOGpa3oBaHWA HelpodubpomaTosa, noka-
nu3syloLmeca NpenmyLecTBEHHO noxoay nepudepryeckmnx
HepBOB, ABNAIOTCA OAHVMM U3 NPU3HaKoB 6one3Hn PeknuH-
rxayseHa, [1,3,]. XapakTepHbim gna HO asnaetca obHapy-
KeHMe Ha KoXe MUrMeHTHbIX MATeH uBeTa (uBeTa «kKode
C MOJIOKOM») C F1aiKO MOBEPXHOCTbIO, KOTOPbIE Yallle BCe-
ro HaXoAAT Ha TYJIOBYLLE N KOHEUHOCTAX, PeXXe — Ha nuue,
Wwee, CMM3NCTON 060N0YKe MNONOCTN PTa. B uentocTHo-nnLe-
BOI 06nactu HelpodnbpomaTos NpoABnAeTCA B BUAe ae-
CTPYKLUMM KOCTEN NNLLEBOro CKeneTa, Yepena, nopaxatTca
opraHbl 3peHus, fgedopmauny anbBeONAPHOro OTPOCTKA.
MponcxoauT HapyLlweHusa NpUKyca, HenpaBubHOE pacno-
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noXeHve 3y00B, X MOABUKHOCTb, MOSIBMAETCA MAaKPOTIOC-
cus, BegylLas K 06pa3oBaHMio OTKPbITOro npurkyca. Heiipo-
$1bpPOMaTO3, MOXKET JIOKANIM30BaTbCA B 06/1aCTK BEK, [Na3,
YTO MOXKET MPMBECTU K MOPAKEHWIO BCEX OTAENOB rJa3a
[7]. Mpwn noABReHUN Ha pagy>kHON 060N0YKe y3eNIKOB, 3TO
PaHHUA CUMATOM HelpodubpomaTosa, 3abonieBaHne Xa-
paKTepu3yeTca pa3BUTUEM OMyXonen NperMyLlecTBEHHO
3KTOAEPMASIbHOMO MPOUCXOXKAEHUA C MOPaKeHUEM He-
PBOB, KOXW N LEHTPANbHOM HEPBHOWN CUCTEMBI, HATMUMEM
TUMNYHBIX MUTMEHTHBIX MATEH MO TUMY KODE C MOJIOKOMY,
aHOMaNIAMU PA3BUTUA KOCTHOro ckeneta [8]. Mpu Bbipa-
XeHHoM HO moxeT npoucxoauTb agedopmaumsa MnosBo-
HOYHMKa B BUAE CKOJIMO3a, YTO CBSI3aHO C MOABNEHUEM
KpaeBbix 4edeKTOB TeNl MO3BOHKOB, X CYCTaBHbIX U nomne-
PEeUHbIX OTPOCTKOB, PaCUMPEHNEM MEXMO3BOHOUYHbIX OT-
BEPCTUI, BbI3BAHHbIX AaBlieHNEM HenpodnbpPOMaTO3HbIX
y3n0B, gebopmupyeTca yepen, ocob6eHHO B NPOEKLMK rnas.
OCHOBHbIM KIMHNYECKUM MPU3HaKOM Henpopurnbpomato-
3a, NPosABJieHNEe Ha Tene pebEHKA 6OMbLIOrO KOMMYecTBa
MUITMEHTHbIX NATEH, <KOdE C MOSTOKOM», MATHA B OCHOBHOM
C POBHbIMU KpasiMu.

[narHo3 Helpodubpomatosa, 06bIYHO He Bbi3biBaET
3aTPYAHEHWI, HA OCHOBAHUW KINUHUYECKUX JaHHbIX, Hanu-
K WecTn 1 6onee NUIFMEHTHBIX NATEH Yy AeTell AnameTp
5 MM, KOCTHble aHOManuu, FUOMbl 3PUTENIbHbIX HEPBOB,
HenpopMbpomMaTos y 6AMKaNWNX POACTBEHHNKOB, PEHT-
reHorpadun, MPT, KT.

OnddepeHumanbHaa guarHocTnka. AuddepeHuymans-
HbIl AMarHo3 MpPOBOAWTCA C Apyrymy 3abonesBaHusMU
u3 rpynnbl $pakomaTo3o0B, Yalle HelpodubpomaTozom —
2Trna, noTepen cnyxa.

JNleueHrne — HepodunbpomaTosza Xxupypruyeckoe, Ko-
TOpOe MOXEeT UCXOANTb 13 CieayoLWnX NPUHLNMNOB:

1. MakcMmanbHO BO3MOXHOe YyAaneHue Onyxonwu,
BO n3bexaHue eé peunanBos;

2. BOCCTaHOBJIEHME YTPauyeHHOI opraHom GyHKLUY;

3. MaKCMManbHOE LWakeHne MATKNUX TKaHewn n1ua B Le-
NAX NCNOMNb30BaHUA UX NPU NocaeayoWwmnx nnacTu-
yecKnx onepaumsx.

Mpu Hannuum o6LWKMX GU3NYECKUX N NCUXNYECKUX pac-
CTPOWCTB, HEO6XOAMMbI KOHCYNbTaUMn 1 leYeHne y cooT-
BETCTBYIOLMX CeunanncTos (HEBPOMATonor, SHAOKPUHO-
nor, ncnxunaTp).

Mbl NpuBOAMM COOCTBEHHbIE KNIMHUYECKMEe Habnoae-
HUA 3TOW peaKol NaTonorum, And Toro, YTobbl Bpaun-cTo-
MaToNorn, MOrnn obpaTUTb BHMMaHWE Ha 6eCNPUUYNHHOE
NposiBNeHre pacrnonoxeHunsa 3y60oB, X NOABMXKHOCTb, Ha-
pyleHve npukyca y pebéHka, aTb COBET POAUTENAM NPO-
KOHCYNbTUPOBaTb ero y Bpaya — negnaTtpa, Ha BbiABNeHne
Apyron naTonoruu.

Cepus: EcmecmeeHHbie u mexHu4yeckue Hayku N°7 utone 2021 2.

BonbHow W., 15 net, nocTynun B HENPO-YeNtOCTHO-NN-
ueBoe otfeneHne Pecny6GnMKaHCKON AETCKOW KIMHUYe-
CKOW 60NbHMLbI, C KanobaMu: Ha Hanuune oBWUPHOro
onyxoneBngHOro o6pa3oBaHuA B TO6HON obnactu 1 Bepx-
Hero Beka cfieBa, fepopmauuio fIeBOV NOJIOBUHbI NNLa,
HapyleHne 3peHuA. M3 aHamHe3a: pebGEHOK poawnca
C AaHHOW naTonoruemn, oTMevasnca He3HauUTeNbHbIA POCT.
OnepaTtnBHOE NeveHne onyxonu He npoBogmnock. Co cos
poauTenei, pesknini pocT onyxoneBngHoro obpasoBaHus
Hayasnca nocne 14 net, pebEHOK CTaN TEPATb 3PEHNE,

Pogutenn obpaTnnmcb B NOJMKIVHWKY MO MECTY »U-
TenbcTBa B I Maxaukana, oTkyga U ObinnM HanpaBfeHbl
B [IPKB Henpo-4entocTHO-NMLEBOE OTAENEHME, Ha onepa-
TMBHOE neyeHne. Pe6EHOK OT mepBoil 1 GepeMeHHOCTH
N poOAoB, KOTOpble NpoTekanu 6e3 ocnoxHeHun. Poannca
B CPOK, BeC Npu poxgeHun 3.200. PocT 1 pa3suTtre No BO3-
pacTty. lNpodunakTnyeckre NnpuBMBKN No KaneHgapto. O6-
ee coctoAHne pebéHKa yaosneTsopuTtenbHoe. Co3HaHue
ACHoe. PeBEHOK aKTMBeH. KOXXHble MOKPOBbI U BUAMMbIE
Cnm3ncTble GU3NOSIOrMUYEeCcKo OKPaCKn 1 BRaXXHOCTW. bl-
XaHue Be3nKynsipHoe ¢ 06enx CTOPOH. XpMnoB HeT. TOoHbI
ceppua ACHble, 3ByUHble, LWWyMbl He npocnylmBatotca. Mpn
nanbnaunm KMBOT MATKNIA, 6e36one3HeHHbIN. [euveHsb, ce-
neséHka He nanbnupyetca. Ctyn, guypes perynapHoin. Mpn
BHELLIHeM OCMOTpe, OTMeYaeTCA BblparkeHHaA acuMMeTpuUA
nunua, 3a CYET onyxoneBuaHoro obpasoBaHnaA B NO6HO- BU-
COYHOWM N NapaopbutanbHoOM obnacTn cneea, ¢ OXBaTOM
BEpPXHero Beka. Msirkue TKaHu BblleyKa3aHHOW 0651acTy,
HaBMCAIOT Haf JIeBOV OPOUTON 1 FNa3HbIM A6/I0KOM B BMAE
BaNMKa, TECTOOOPA3HOWM KOHCUCTEHUUM, NMPUKPbIBAIOLLEN
Ha 1/3 rnasHoe A6/10KO, KOTOPOE POTUPOBAHO KHAPYXKMU.
KoXkHble NoKpoBbl 0ObIYHO OKpacku. ManbnaTopHo, nop
BblOyxaHvem onpegensaetca fedekt Koctu, pamepom 6,0
x 4,0 cm. MNpun 6umaHyanbHoM obcnefjoBaHUM rnasa: npe-
nomnsALWme cpefbl rnasa YacTMYHO NPo3payHbl, OCTPOTa
3peHuA B npegenax BUANMOCTU, Ha paccToAHUn 50-70 cm.

MPT ronoBHOro mosra: oTmevyaeTcAa OMnyxofieBugHoe
obpa3oBaHue B TOGHO-BMCOUYHON 1 NapaopbuTanbHOM 06-
nacTu, CNeBa, BbIBUNM MPU3HAKKU, COOTBETCTBYoLWMe da-
KomaTto3y — Helipodubpomatosy | Tuna.

Ha ocHoBaHMM aHaMHe3a, KIIMHUYECKKX 1 nabopartop-
HbIX [aHHbIX, BbICTaBEH KJIMHUYECKUI AunarHos: Hempo-
¢nbpomaToz1Tmna. JepeKkt NO6HON KOCTU.

MpowussepeHa onepauus: MnacTrka gepekta NOOHON
KOCTU CNieBa, YaCTMYHOE yaaneHne onyxonu n1obHol obna-
CTV CneBa.

Mog obwum obe3bonvBaHMem, NOCAe COOTBETCTBYHO-
wen o6paboTKM onepaumMoHHOro Noss PacTBOPaMmN aHTU-
CENnTMKOB, MPOM3BEAEH «MOAKOBOOOPA3HbIN» pa3pes KOXK
Haf YYyacTKOM «BblGyxaHuUs» B NOGHON obnacTu. Koxa
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Puc. 1. 1o neyennsn

C arNoOHEBPO30M OTAesIeHa Tyrno OT pPyOLOBbIX CpaLieHui
C TBEPOOW MO3roBo 000/10UKON, Kpasi KOCTHOro aedeKkTa
CKENeTUPOBaHbI, Kpas POBHble, rnagkue. Pasmep KOCTHOro
nedekTa 6 Ha 5CM, LWUIMPOKUM OCHOBaHMEM OOPALLEHHbIN
B CTOPOHY Op6UTbI. KOXKHO-MbILIEUYHbIN JIOCKYT KPaHUo-op-
O6UTaNIbHO OTKMHYT B CTOPOHY opbuthbl. femocTas. lMNMogro-
TOBJIEHA «MJioWaaKa» AN TUTaHOBOW NAACTUHbI.

MnactrHa copa3mepHaa aedekTy, yroxeHa Ha obnactb
nedekTa 1 GMKCMpOoBaHa C MOMOLLbIO WYPYNOB. KOXKHBbIN N10-
CKYT YNIOXeH Ha MecTo. M3nnLWKn Koxu ncceyérbl. lfemoctas.

Mocne onepaunoHHbl AuarHos: HeepodunbpomaTos.
HedeKkT nobHom Koctn, HeBpodubpomatos 1 Tnna. (Ane-
daHTnasncHaa dopma). PaHa ywnta. Acentnueckas nosss-
Ka. Pe6EHOK BbINMcaH B yAOBNETBOPUTENBHOM COCTOAHMM.
PekomeHpauunu: HabniogeHne y HeBponartonora no mecty
XuTenbcTaa. Puc. 1, 2.

Hanbonee uactbiii 0dTaNbMONOrNYECKUIA CMMITOM
npu HO — noaBneHne ramaptoM wmnu y3enkos Jluiwe,
npeacTaBnsoWmx cobon Hebonblwne 6enecoBaTble MNATHA
Ha pagy»Ke rnasa.

BbonbHasa M., 10neT, noctynuna B otaeneHve Pecnybnu-
KaHCKOW [1eTCKOWN KNNHNYEeCKOW 60NbHULbI, C *Kanobamu
Ha Hanuuue OBLIMPHOro OMyXoNeBMAHOro obpa3oBaHUA
neBoW opbuUTHI.

C poxpeHunsa, Ha Koxe pebeHKa MMeloTcA NATHa LiBeTa
«Kode C MONIOKOM».

M3 aHamHe3a, onyxoneBuaHoe ob6pa3oBaHuMe OpOUTHI

nosBUNOCh GnvKe K rogy, OTMeuanca He3HauuTeNbHbIN
pocT. Pe6éHoK 6bl1 06cnepoBaH B 0PTailbMONOrMYeCKOM
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Puc. 2. MNocne neveHuns

LeHTpe r. Kacnuincka, rge BbiCTaBNeH gnarHos: [nmoma 3pu-
TENbHOro LeHTpa cnesa. bbina HanpaBneHa Ha onepaTue-
Hoe neyeHune B . MockBy. Tam, OT onepaTUBHOro fieyeHun
poawnTenu otkasanucb. HeogHokpaTHO obpalianvce B gpy-
rme KnuHnkmn Poccmnm, HoO OT onepaTUBHOIO leYeHNA OTKa3bl-
Banucb. B cBA3M ¢ poctom 06pa3oBaHuA, pogmTenn pedbeH-
Ka MOBTOPHO 06paTUNKCh B rNasHylo KNMHKKY T. Kacnuincka,
KOHCUIMYM CneunanncToB pekoMeHAOoBanu Ha ypaneHue
onyxonu. Pe6EHOK OblT HaMpPaB/ieH B HEWPO -YeNOCTHO —
nuueBoe otaeneHre PecnybinKaHCKOW AETCKON KNMHUYe-
cKkol 6onbHULUbI, T. Maxaukana Ha ornepaTMBHOE JNleueHune.
Pe6EHOK OT 1 6epeMeHHOCTM U POAOB, KOTOpble MpoTeKa-
nun 6e3 ocnoXxHeHU. Poannack B CPOK, BEC NPY POXKAEHUN
3.200. PocT 1 pa3BuTre no Bo3pacty. [podunaktnyeckue
npusMBKK No KaneHgapto. Obuee coctoaHne pebéHka Ta-
Xénoe no pogy 3abonesaHna. Co3HaHue sAcHoe. Pe6EHOK
AKTMBEH, KOHTAKT OrpaHuyeH. KoxHble MOKPOBbl MO TUMy
«kope C MOMOKOM», BUAMMbIE CNU3UCTble ¢u3nonoruye-
CKOW OKpacKu 1 BNaXHOCTW. [lbixaHre Be3UKynsApHoe ¢ obe-
X CTOpoH. [leueHb, cenes3éHka He nanbnupyetca. Cryn,
anypes perynsapHbii. [py BHeWHeM OCMOTpe OTMeyvaeTca
BblpaXXeHHasA acMMMETPUA Nn1La, 3a CYET OMyxONeBUaHOro
obpaszoBaHus opbuTbl. Koxka Bek cfieBa, C MUIMEHTHbIMU
nATHaMK. JK30¢Tanbm BblpaxeHHbI cnesa. [masHoe A6no-
KO 3HAuUMTENbHO BLICTOUT M3 MOMOCTU OPOUTLI, KHaPYXMK,
NpPakTUYeCkn BbIBUXHYTO M3 OpbUTbI, POTUPOBAHO KHM3Y,
KHapy»u, NNoTHOE, porosula 1 060104k UHGUILTPUPO-
BaHbl, POroBuLia 3ameLleHa GpUOPO3HON TKaHbIO.

KT ronoBHOro mo3ra, MMueBoro ckenerta: aCMMMeTpuA op-
6uT, CneBa 3HauMTENbHO yBESIMYEHA B pa3mMepax NoYTu BLBOE,
KaHan 3pUTeIbHOro HEPBA: BEPXHAA U HUPKHAA MMa3HUYHbIe
Lenu yBenuyeHbl B pa3Mepax 3a cYET 0bpa3oBaHusA, UCXO-
AAuero U3 3puTeNibHOro nepernbom B rnepegHem oTgene.
MPT- ronoBHOro mo3ra BbIABUAW NPU3HAKK, COOTBETCTBYIO-

Cepusa: EcmecmeeHHble u mexHu4yeckue Hayku N°7 utone 2021 e.
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Puc. 3. lo onepauun

Puc. 4. KoxHble nATHa no Tuny «kode
C MOJIOKOM»

Puc. 5. Copepxunmoe rnasHuubl B Buge Puc. 6. B nonocTb rnasHuLbl NAOTHO
YNOXEH KOHrNIoMepaHTa, yaaAeHo. TaMMoH
C Kcepodpopmom.

Cepus: EcmecmeeHHble u mexHu4yeckue Hayku N°7 utone 2021 2. 229
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wue pakomatoly — Helipopunbpomatosy | Tuna: ytosnueHme
NIEBOr0 3pUTENBHONO HepBa (rMMoma), HEMHOFOUYNCTIEHHbIE
OyaroBble V3MEHEHUS CTBOJIA MO3ra, reMmnchepbl MO3XKeUKa
1 6a3anbHbIX AAEp cfieBa- (MPOEKLMs «CKOPIYbI»).

Ha ocHOBaHUM aHaMHe3a, KNMHMYecKnx 1 nabopartop-
HbIX AaHHbIX, BbICTaBIeH KINMHUYECKNA AnarHos: Herpo-
dnbpomaTos ¢ pa3BMTMEM [BYCTOPOHHNX HEPBOB, C POB-
HbIMU YETKMMW KOHTypamu, pasmepamm 44x45x55mm,
HEOOQHOPOAHOW CTPYKTYpPbl, C MENKUMU eANHUYHbIMU
KanbLuuHaTamm.

Mpoun3BeneHa onepauma: JK3eHTepauns opouTbl rnasa
cnesa. Puc. 3, 4.

Mo obwum obesbonvBaHMem, Nocne COOTBETCTBYHO-
wel 06paboTKy onepaLnoHHOro NMoss PacTBOpPaMu aHTU-

CEenTMKOB, MPOM3BEAEHDI Pa3pesbl KOXK MO Kpato opbuthl
[0 KOCTW, C COXPaHEHNEM BEK, KOTOPble B3ATbl Ha Aepxa-
KW 1 OTKUHYTbI KBepXy. HagKoCTHMLY pacnaTopom OTaenu-
NN OT BEPLUUHBI FMasHuLbl. NepepesaH 3puTeNbHbIN HEpPB,
cocyabl KoarynuposaHbl. Puc. 5, 6.

Copepxrmoe rnasHuLbl B BUAE KOHINIOMepaHTa, yaane-
Ho. lemocTas. B nonocTb rnasHuLbl MAOTHO YNOXKEH TAMMOH
¢ Kcepodpopmom. AcenTuueckas noss3Ka.

MNMocneonepaunoHHbiii AnarHos: HenpodunbpomaTtos,
C NopakeHneM 3pUTeSIbHbIX HEPBOB C 06enxX CTOPOH. (Mu-
oma). Pe6EHOK BbINUCaH B YAOBETBOPUTENBHOM COCTOS-
HUN.

PekomeHpaunun. HabniopeHre y okynucta, no mecTy
XKUTENbCTBA.
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