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The article presents a case of rarely seen position of
neurofibromatosis type |I.
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Helipodmbpomartos, unn cuHgpom PeknuHrxayseHa — ca-
MOEe pacnpocTpaHEHHOEe HacneacTBeHHoe 3aboneBaHue,
npegpacnonaratwllee K BO3HUKHOBEHMWIO OMyxorewn y 4eno-
Beka. PasnuyatoT Heckonbko TMNoB 3aboneBaHus, 0GycrnoB-
NEHHbIX Pa3nMYHbIMK MyTauUsiMK, Cpeaun KoTopbix Hanbonee
pacnpocTpaHeHHbIM SBNSETCA TUM |; pexe BCTpeyarTcs Tvn
I, HempodnbpomaTos cermeHTHbIN, Herpodunbpoma anddys-
Hasi, a Takke abopTuBHbIE (hOpMbI, NPOABNSAOLLMECS NSATHAMM
LBeTa kohe C MONMOKOM B COMETAHUM C APYrMMU AedeKTamu
passuTus [1-3].

HenpodunbpomaTtos | Tuna — ayTOCOMHO-OOMUHAHTHOE
HepBHO-KOXHOe 3aboneBaHue ¢ yactoTon 1:2500—4:5000 [4].
[eH, OTBETCTBEHHbIN 3a pa3BuTne 3aboneBaHusl, HaxoauTCs
Ha 17 xpoMmocome 1 OTBeYaeT 3a nNpoaykumo b6enka Henpodu-
6pomuHa, paboTatollero B KayecTBe cynpeccopa Ornyxornen
[5-7]. BabonesaHne NposABNseTCsa y AeTen HadMHas ¢ nepuoga
HOBOPOXAEHHOCTU A0 5-neTHero Bo3pacra.

KnuHuyeckne n3amMeHeHns Ha Koxe MHOroobpasHbl: MHOXe-
CTBEHHblE HEeNpoMbpombl, NATHA LBeTa Koe C MOSOKOM,
NSATHa TUMa BECHYLLEK B MOAMBILLEYHbIX IMKax. Kak npasuno,
Havnbonee paHHUM CHMMNTOMOM SIBMSIOTCA MUIMEHTHbIE NAT-
Ha, KOTOpble NOSIBMAIOTCA BCKOpe nocne poxaeHus, obbi4HO
MHOXECTBEHHbIE, C [MaJKON MOBEPXHOCTbK, XapaKTEPHbLIM
XKENToBaTO-KOpMYHEBATLIM LBETOM (MATHa uUBeTa «kode ¢
MOIoKoM»). BennuuHa nx o6b14Ho HebornbLiaga (0,5-1 cm), Ho
GOnNbLUY AMArHOCTUYECKYHO 3HAYMMOCTb UMEKT NSATHA, oby-
CrOBMEHHbIE CKOMMEHMEM MENaHOLMTOB, pa3mep KOTOPbIX
npesbiwaeT 1,5-2 cM, 0cobeHHO y B3pocChbIX, Korga Hanmune
6onee yem LwwecTM nogobHOro TUnNa NATEH AenaeT AuarHo3s
Helipodubpomarosa BepoATHbIM. [lo3gHee, YacTo B nogmbil-
LLIEYHbIX AMKax, HabnogaeTcs NnaTorHoOMOHNYHas Ans 3abone-
BaHWsi «BECHYLUYATOCTbY» B BUAE MENKUX MUIMEHTHbIX NATEH
(B 70% cniyyaeB).

[narHocTnyeckylo 3Ha4YMMOCTb MMeT 2 deHoMmeHa:
ronyboBaTo-kpacHoBaTble U NceBgoaTpoduyeckne naTHa.
MonyboBaTo-kpacHoBaTble MATHA MOryT BO3HWKHYTb [0,
Unu B nepuopn MorioBOro Co3peBaHus, UMET pasMep B
cpefHeM oKomno 3 cM, Yallle pacnonaralwTcs Ha TyrnoBuLLe,
MOTyT Crierka BO3BbILWATbCHA HaZ KOXeW, ncyesatoT npu au-
ackonuu. lNceBpoaTpodumyeckne nsTHa HEMHOroOYUCMeEH-
Hbl, paamepom oT 5 go 10 cm, pacnonaratotcs Ha 6eape,
nosicHuue, XmnBoTe. MoryT cylecTBoBaTb C POXAEHNSA Nnu
nosiIBNATLCHA B paHHEM Bo3pacTe.

KcaHTorpaHynembl u3pegka HabnopgalTcss B paHHEM
aetctee y 1-2% nauneHTOB B BMAE OpPaHXEBbIX Manyn u
yKasblBalOT Ha rpynny pucka no pasBUTUIO HOHOLLECKON
XPOHMYECKON MmenongHon nenkemun [8].

Henpogpunbpombl — gobpokavyeCcTBEHHbIE OMYXOnu, pas-
BUBaKLIMECs U3 NEeMMOLUTOB (LUBAHHOBCKME KIEeTKM) ne-
pudepnvecknx HepBOB, ABNAOTCA Haubonee TUMUYHbIM
npuaHakom 3abonesaHnsa. OHU NOABRAOTCA 00bLIYHO NO34-
Hee (Yepes3 HeCKONbKO MECSILIEB UMK NET, MHoraa K nepuo-
[y MOMoBOro Co3peBaHus) U NPeACcTaBnsitloT cobon MArkme
NUNOBO-PO30Bble, KynornoobpasHO BO3BbIWAKLWMECH UK
cuasiine Ha HOXKEe OKpyrfble OUaMeTpoOM OT HECKOfb-
KMX MWUNIIMMETPOB A0 HECKOSMbKUX CaHTUMEeTpoB obpaso-
BaHund. Hanbonblee nx KOnNu4ecTBO (BO3MOXHO, COTHM)
pacnonoxeHo Ha TynoBuwe (0cobeHHO Ha rpyau, CruHe,
nosicHuue).

Hepepnko pasBmBatTca KMGOCKONMO3, Kapauopecnupa-
TopHas natonorus; y 33% O6OnNbHbIX CHUXEH WHTENMEKT,
XapaKTepHbl Takxe OTcTaBaHWe (U3MYECKOro pasBUTUS,
9HOOKPWHHbIE HapyLleHus (rTMHeKkoMacTus, runepnapa-
Tvpeonguam u ap.). Y 40% GonbHbIX BbIABAAIOT OMNyX0onu
LIHC, BO3MOXHbI 03110Ka4Y€CTBIIEHME U MeTacTasmpoBaHune
onyxonen.



'1-4 (73) ceHTAGPDL 2013 T.

KnuHunyeckas guarHoctuka Helpodmbpomartosa | Tuna
OCHOBbIBAeTCA Ha OOHapy>XeHWU [ONArHOCTUYECKUX KpuTe-
pueB, pekomeHaoBaHHbIX MexayHapoaHbIM KOMUTETOM 3KC-
nepToB No HewpocubpomaTtosy [9]. lmarHo3 MoxeT ObITb Mo-
CTaBneH Npu Hanuyum y 60nbLHOro, Mo KparHen mepe, AByX U3
NEePEYNCIIEHHbIX HIDKE NPU3HAKOB:

— He MeHee MNSATU NATEH LBeTa «Kode C MOMIOKOM» Aua-
MeTpom 6onee 5 MM y aeTel npenybepraTHOro Bo3pacTa u He
MeHee LUIeCTM Taknx nNaTeH guametpom 6onee 15 mm B nocT-
nybepraTHOM nepuoae;

— nBe n bonee Helpodmnbpombl NOOro TMna unuM ogHa
nnekcudopmHas Heripocnbpoma;

— MHOXECTBEHHbIE MErK/We NMUIMEHTHbIE MSATHA TUMNa Bec-
HYLLIEK, NOKanun3oBaHHbIE B KPYMHbIX KOXHBIX CKragkax (noa-
MbILLEYHbIX U/UMX NaxoBbIX);

— rmMoma 3pUTENbHOIO HEPBA;

— pnBa n bonee y3enkoB Jlvwa Ha pagyxHon obornouke,
obHapy>XuBaembIX NPy UCCNELOBaHUU C MOMOLLbIO LLENeBown
namnbl; AUcnnasus Kpbina KNMHOBUAHOW KOCTU UMW BPOXKAEH-
HOE MCTOHYEHMEe KOPTUKANbHOro Crosi ANUHHBIX TpybyaTbix
KOCTel C HanuuMem nceBgoapTposa unu 6es Hero;

— Hanuune y poACTBEHHWKOB MEPBOW CTEMEHW poAaCTBa
HepodmnbpomaTosa | Tna no Tem e KpUTepusiM.

B nocnegHee Bpemsi cTano uU3BeCTHO O MO3auyHbIX ¢op-
Max Herpodunbpomarosa. Comatuyeckme myTtaumm BO3HUKa-
10T paHo B ambpuoreHese, NpvMBOAA K reHepanvM3oBaHHOMY
3aboneBaHnIo, KIMMHUYECKN HE OTIIMYMMOMY OT HEMO3aNYHbIX
dopm Henpogubpomatosa | Tuna. JlokanmsoBaHHas dopma
3aborneBaHusa orpaHMYMBaETCH OOHOM YacTbl Tena, BO3HMKa-
€T B pesynbrate Nno3gHen comaTuyeckon MyTaumm n BCTpeYa-
eTca ¢ yactoTton ogmH Ha 36000-40000 yenosek [10].

MpuBoaMM cobcTBEHHOE HabntoaeHve. bosbHol H., 26 nem
HanpaBneH Ha KOHCYNbTauuio Ha kadeapy KOXHbIx 6onesHen
KrMY 27.01.2013. N3 aHamHe3a: BTOpoW pebeHOK B CeEMbe.
Poc n passuBancs coOOTBETCTBEHHO BO3pacTy. Annepromnoru-
YECKUIN aHaMHe3 He OTAroLleH. B cembe HacneaCcTBEHHbIX 3a-
6oneBaHui He Habnoganock. Co crnoB 6onbHOro, B Bo3pacTe
OBYX et BrnepBble 6€3 BUANMbBIX NMPUYUH HA KOXE BEpPXHEN
TPeTV NpaBoi MONOBMHbI TyNOBULLIA NOSIBUNOCH HebombLUIoe,
6enoBatoe, Hn4em He Becriokosiee nsTHo avametpom 10-30 cm.
lMocTeneHHo, B TeYEHME HECKONbKUX JET, BbIChINAHWSA YBENu-
YMBanUCh.

HeopHokpaTHo poauTenu obpalianvcb k BpadaMm, npu 3Tom
Obin BbICTaABMNEH AnarHo3 «Butunuro». B 14-15 net B obnactu
NATHa CTanu NOSIBMATbCS TEMHO-KOPUYHEBbLIE NATHA pa3me-
pom 0,5 cm B nonepeyvHuke, NOCTENEHHO YBENUYMBAIOLLNECS
B pasMepax. B cBA3M ¢ aTum gmMarHo3 «BUTUAMIo» Obin CHAT
1 naumeHT 6bin HanpaBneH Ha KOHCYNbTaumio Ang YTOYHEeHNUs!
avarHosa.

lMpu ocmoTpe Ha koXe CnuHbl B 0brnacT npaBou fonaTku
©60KOBOW U NepegHe NOBEPXHOCTU Tynoeuwa Beiwe 9 pebpa
cnpasa, NpaBol MOMOBWHbI LLEWN U NPOEKLUUN HDKHEN Yernio-
CTM cnpaBa MMeEeTCH ovar ¢ HeYEeTKMMMU rpaHMLamMmn, okpacka
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KOXW B KOTOPOM HecKornbko 6neaHee. Ha atom cpoHe nmetoT-
Csl MHOXXECTBEHHbIE BbICbINaHWs NATEH LBeTa «kode ¢ Mosio-
KOM» OKpYrron chopmsl, paamepom 0,5—1 cm B nonepevHuke.
Kpome Toro, MMeTCcst HECKOMNMbKO aHanorMyHbIX NATEH Auame-
TpoM 2—3 cm. B aT0M e ob6nacty B HEGOMbLLOM KONMyecTBe
VUMEIOTCS1 KCAHTOrpaHynemMbl B BUAE OpaHXeBbIX nanyn pas-
mepom 0,5—0,8 cm. Ha koxe B obnacTtu nonartkm umerTcst
€OVHWNYHbBIE nceBgoaTpodmyeckme NaTHa, pasMepom oT 2 Ao
3 cM. B nogmbiLleyvHol siMKe cnpaBa HabnioaaeTcs «BeCHYLU-
4YaToCTb» B BWUAE MENKUX MUIMEHTHbIX MSATEH, CEPO-YEPHOro
uBeTa.

lmcTonornyeckoe vccnegoBaHWe NPOBEAEHO B FMCTONOMM-
Yyeckow nabopatopum KazaHckoro pecnybnmkaHCcKoro KOXHO-
BEHEepPOrorM4yecKkoro gmcnaHcepa ¢ UCnonb3oBaHueM AnarHo-
CTMYeECKOW aKcnepTHon cuctembl «Imctoaepm® v. [,0».

OnncaHne Mukponpenaparta: HepaBHOMEPHbIA aKaHTO3;
MHOXECTBEHHbIE OT/IOXKEHWUS MenaHuHa B LuMnoBaToM, Ga-
3anbHOM CMOSIX U BEPXHUX CrosiX AepMbl; B rrmybokon aep-
Me paspacTaHue cnabo303MHOMUIBbHBIX TOHKUX BOSIOKOHEL,
nexawux cBobo4HO B TKaHW B BuAe Mpsaen Boroc, nepe-
NNETAOLWMXCS B Pa3NNYHbIX HanpaBneHusix, C OBasrlbHbIMU 1
BepeTeHoo0pa3HbIMU SApamMu; OTEK U MykouaHas AucTpodus
KornrareHa COCOYKOBOWM AepMbl. B cocodkoBow aepme rHesq-
Has nponudepauusa aNMaepMoLnTOB C KPYMHbIMU NonMMopd-
HbIMW TMNEPXPOMHbBIMU aapamMm. 3aknodeHne: mopdonormye-
ckas kapTuHa Haubornee xapaktepHa Ans Herpodumbpomaro-
3a.

YunTbiBasi BCE NEPEYUCIIEHHBbIE KITUHUYECKUE MPU3HAKK ©
AaHHble TMCTOMOIMMYECKOro MccneaoBaHus Obin yCcTaHOBMNEH
anarHo3 «Jlokanm3oBaHHas copma Herpodmnbpomarosa |
TMNar.
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