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Heiipopubdbpomaros — T'€HETUYECKOE 3a007€BaHuUE; BEI3BIBAIOLICE \
JIOOPOKAYECTBEHHBIE OIYXOIH, Pa3BHBAIOIINECH ] !

rOJIOBHOM MO3T€; B PCEIAKHUX CII

HetipodhubpomaTo3 0OBIYHOQ.JUATHOC ‘ ] :

BO3pacTe U xapaKIé£H3y TC ‘ Mg L np ﬁBneH&xMH
cneuu(pUUYEeCKUMU  M3MEHEHUSIM nedeKTamH.
OcnoxHenust HelipopudpoMaTos B} Th CEPACYHO-COCYIUCTHIE
npo0JIeMbl, TIOTEPIO CiyXa, rEIIOBOR ¢ TIOTEPIO 3peHUs, CIa00CTh MBIIIII,

CWIBbHYIO 00Jb, CyIOpOrH. IIpeicTaBisieM, MalnWeHTKy 14 JeT ¢ no3aHo

w /J ~ w
JTUArHOCTUPOBAHHBIM HEHpohuOpomMaTo30M, y KOTOPOW pa3BWICA HEHTPaJIbHbBIN
TeTpamnapes, KpuBolies: U AUCHOHUS.

KitoueBble cnoBa: HelpoduOpomaTo3, OMyXoJib, MyTalus, TeTparapes,
nedopmariusi KOCTei.

HEPO®UBEPOMATO3 KACAJUUTUT MHUHT KEY TAIIXUCTAHUII
XOJIATU

Pacynosa /I.K., Pacynosa M.b.

Kamut cy3map: HelipodubpomaTo3, ycma, MyTalus, TeTpamapes, CysKiap
nedopManuscu.

Hetipodubpomaros — Hacnuii kacayumuk OYnu0, mepudepuk HepBiap, OpKa
Mus KU OO MUsA XaBCU3 YcMallap PUBOXIIAHUINY OWJIaH XapakTepiiaHaIu, Kam
xonaTiapaa Oy ycManap MajdurHH3anusara yupamu MymkuH. Heitpodubpomatos,
onarna, OoNanMK Ba YCMUPIMK JaBpuja TalIXWCIAHAIW, KIMHUKACHIA
HEBPOJIOTUK Oenrwiap, y3ura XoC TEpUIaru Yy3rapumuiap Ba OPTOMEIUK
HYKCOHJIapHUHT Oupra kenumu xoc. [llyHuHraek, ropak-KoH TOMHp acopaTiapw,
KYpHIII Ba SIIUTUITHUHT OYy3WIHIIK, OO aWIaHWINMA, MYIIAKIap XOJCHU3IIUTH,
KyWId OFPUKIAp, TYTKAHOK XYPYXKJIapH Ky3aTWJIUIIA MYMKHH. DBTHOOPHUHTH3TA
14 émum 6emop Ku34aa MapKa3ui TeTpamnapes, OYinH KUAIIUKIUTA Ba JUCHOHUS
OwiaH acopatriaHTaH HeHpopuOpoOMaTo3 KACAIUTHHUHT KE4 TalIXHCIaHUIIIH
KIIMHUK XOJMCACHHH TAKJIUM 3TaMH3.

THE CASE OF LATE DIAGNOSIS OF NEUROFIBROMATOSIS
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Neurofibrom;t’o IS IS a genetic ors which
developed on nerves,/oyf i rd\mebr in; in.rarg cases, tumars can
become cancerous. Ne fibrb\rrjatosé Is usually d I
adulthood, and characterized by neurological
and orthopedic defects. Complications o
cardiovascular problems, hearing loss,-cizzj
muscles, severe pain, convulsion.
diagnosed neurofibromatosis, who ?felﬁpe central te
dysphonia. = o

) e
Ha mpuem k HeBposory/ Ky O.M., 2003 r.p. - l4zer, ¢

)KajmoObl Ha OOIIyI0 CIa00CTh €HHE [O3BOHOYHHKA, ci1a00CTh B
KOHEYHOCTSIX, OOJIbIIIEC CIIPaBa, {pHBomelo, _tuxuii ronoc. M3 Anamnesis Vitae:
PeGenok or 3 OepeMeHHOCTH, 3 pO}IBI.’BepCMeHHOCTB y MaTepu MpoTeKaia
HOpMabHO. B mkony momwia ¢ 7 jer. YcmeBaemMoCTh B IIKOJIE Xopomas. B
YMCTBEHHOM Pa3BUTUHU OT CBEPCTHUKOB HE OTCTACT.

M3 anamnesis morbi: co cioB oTia B romoBajoM BoO3pacTe peOCHKa
oOHapy»XeH JIBYXCTOPOHHHH BBIBHUX Ta300eapeHHOro cycraBa. B 10 mecsies
JIEeBOYKa XOJIMJIa Ha IMIMHAX, C 2X JIeT HadyaJla XOJUTh CaMOCTOsATEIbHO. Peub ¢ 1,5
ronaa. Jlo 9 et pa3BuTHE COOTBETCTBOBAJIO BO3pacTy, Oerajna, mpeiraia, yuuiach B
obmeo6pazoBarenbHoi mkoye. C 9-10 jmer Havama CHOTHIKATHCSA, M3MEHUIACHh
MOXOJIKa, HAayaJuCh W3MEHEHHs (PUTYpHI, MO3BOHOYHHMKA. J[eBOUKy MHOro pa3s
obcnenoBanmu B deprane, byxape, TamkeHnre. bbuta mpoBeieHa KOHCYJIbTAHUS
reHeTuka. B pesynbprare yero eBouke ObLIT YCTAaHOBJEH auarHo3 “ HacinencTtBeHHO
JereHepaTUBHOE 3a00J1eBaHe HEPBHOM cHCcTeMbl. Muomnatus”.

Mmuoro ner monydajga amOynaTOpHOE W CTallMOHApHOE JIEYEHHE, HO C
BpeMEHHBIM 3(dekToM, cocTtosiHue OO0NMBHOM yXyamanock. B mieiiHoi ob6iactu
HAYyaJIo TIOSIBIISTHCS OMYXOJIEBHIHOE 00pa3oBaHKe, HapacTana oOIIas MbIIIeYHas
cmabocth, ronoc crtan guchonmyHsiM. B 2014 ronmy ma MPT o6napyxkeHa
SKCTpaMenyJsipHas HWHTpaJypalibHas OMyXoJb HieiHoro otaena. B 2016 roay
MalMeHTka  ObUla  MPOOMEpPUpOBaHA € JUArHo3oM  MHOXKECTBEHHBIN
HelipodubdpomaTos. Y naineHue mBanHoM. Oneparus OblIa mpoBeaeHa B Muaun.

B HeBposiormyeckoM ctatyce: co3HaHue scHoe. [lojiokeHune akTHBHOE.
KoctHO-MBITIIeUHAs cucTemMa aehOpMUPOBaHA, MTOXOKA yTHHAsS, MPABOCTOPOHHSIS
KpUBOIIIESI,  JIETKas  OCHUIUIOCTh  TOJjloca,  TEeTpamape3  LEHTPaJIbHbIM,
MPEUMYIIIECTBEHHO MTPABOCTOPOHHUH. MIMeroTcs ciienpl pyOIloB B IICHHOM 001acTH
C3aJld, MOYTH OTCYTCTBYET MPaBbI MJICYECBOM IOSC, OTPAHUYCHUE JIBUKECHUS PYKHU
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mosica, KpbLUT BI
oTAeIe. Mmme(tn—raa
AMCTANTBHBIX 5
pedIIeKCOTeHHBIX ;o/H,
Jlacka crmpasa, ¢ H@/F{ry

PR, AR BBICOKHUE,

>S, «+» maro r)glecm/le pedi ' SAkoOcoHa
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MHOECTBEHHOTO HeUpohuOPoOMITO f/&l&_ (

C IEHTPAJIbHBIM TETPANape3oM,| MPEnMyIIIECCTBEHHO. IIP
- |

OyNBEO0apPHBIME PacCTPOMCTBAMH, RPUBOILIEEH U M q)oqhen».

J
PexomeH10BaHbI: KOpCET, .
JAHAMUKE. v’ \

TakuM 06pa3oM, HeHpoPHOPOMATO3 — DTO HACICIACTBCHHOE ayTOCOMHO-
JOMHHAHTHOE 3a00JieBaHUE, O0YCIOBICHHOE MyTallMell T€Ha OJHOTO U3 OEJKOB,
KaK HeMpoUOPOMUH, MEPIUH U Jp., SIBISIOLUIUXCS CYNPECCOPAMH OIYyXOJIEBOTO
pocTa, U XapaKTepU3YIOIIEecs pa3BUTHEM OIYyXOJed MPEeUuMYHIECTBEHHO
AKTOIEPMAIILHOTO MIPOUCXOXKICHUS C MOPAKEHUEM HEPBOB, KOKU U LEHTPaJIbHON
HepBHOW cucTeMbl. Hepenko Myrtamus reHa Bo3Hukaer de novo. OObYHO
oOHapy>KHMBaeTCsl B JIETCKOM WJIM IOHOIIECKOM Bo3pacte, pexe mocie 20 jeT u
XapaKTepu3yeTcsi  HEYKJIOHHO  MPOTPECCUPYIOIIUM  TEYEHUEM,  HAIMYUEM
MHO>KECTBEHHBIX, OOBIYHO CHMMETPHUYHO PACIOJIOKEHHBIX OMYyXOJEBUIHBIX
oOpa3oBaHuii MO X0ay nepudepruyecKux HEPBOB, HEPBHBIX KOPEIIKOB U YEPEITHBIX
HEPBOB, AHOMAJMSMM pA3BUTHS KOCTHOTO CKeJeTa, a TakKe TUIUYHBIX
NUTMEHTHBIX TSTEH Ha KOXKE IBETa «KO(pe C MOJIOKOM», MHOT/Ia aHTUOM KOXKHBIX
COCYZIOB Y TIAITMJIJIOM, TMOSIBIICHUEM BECHYIIEK B HEOOBIYHBIX MECTaxX, HAllpuMep B
CKJIaJIKaX KOXKH.

[TaTOrHOMOHUYHBIMU NPHU3HAKAMU SBISIIOTCA y3eJku Jluma Ha pagyxke u
cnenupuYecKue MENKHE Y3eJIKH Ha TJIa3HOM JHe. BO03MOXHO MpOsIBICHUS
3a00eBaHUs AMWICNITHYECKUMU cyaoporamu. ®ubpomaTos aBEHTHIIMU COCYIOB
CIIOCOOCTBYET (OPMUPOBAHUIO AHEBPU3M U BO3MOXKHOCTH HMX Pa3pbIBOB.
bunarepanpHas  akycThuYeckass HEBPMHOMA  MPOSBISIETCS  JBYCTOPOHHHUM
CHUKEHHUEM CJIyXa U BECTUOYISPHBIMH paccTpoicTBaMuU. MOryT pa3BHBATHCA
OMYXOJIM TOJIOBHOTO M CHMHHOIO MO3ra. OmyXoau roJ0BHOTO MO3ra MOTYT JIOJITO
HE TPOSBIATH ceOsi. OMyXoJu CIUHHOTO MO3Ta MOTYT BBI3BIBaTH OOJIM B CITHHE,
MBIIIEYHYIO C1a00CTh, OHEMEHUE W MOKAJIbIBAHUE B KOHEUHOCTSIX. OCIOKHEHUS
pa3HOOOpa3Hbl MO XapakTepy U BKIIOYAIOT CJENOTY BCIEICTBUE  OMyXOJeH
3pUTENIbHBIX HEPBOB, MAJUTHU3ALMIO OMYXOJei, pa3BuUTHE (HEOXPOMOLMTOMBI C
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CUMIITOMATHUYECKOU
MOYEYHON ap

Helipopudpomaresa

IPYAHOU KJIETKH, A€o
pocrTa.

TpyaHocT ¥ OMMOKM | JHATHOCTHKM, OTYT - BO3HHKATh P
muddepeHnuanuy ¢ IpYyruMu OnyXefisiMu HCRBHOW CHCTEMBI, OCOOCHHO KOTila
GOJNBHOTO HE MMEIOTCs XapaKTEpAbL 1bie NpROs nezﬂ. BOmee~T0T0, HyKHO
MOMHHTS, uTO HelipodubpomaTos|— 1o B mepByIo puepes péneT yedkuit\iedexr,
KOTOPBIM IIPEAPAcIoaraeT deigQBeéKa K IIOB 'ilgiOMy PHUCKY ~00pa3oBaHUs
OIyXoJied HEpBHOW CHUCTEMbY BaXXHYIO POJE B YCTAaHOBICHUH IPABHIHLHOTO
JMarHo3a WUrparoT 06Hapy>1<'é_H o TamEMoOoroM y3enkoB Jlumia, Haluume

KOCTHOM JMCIUIA3MH, TIIATEIBHBIA Paccpoc poaocIoBHON. Peratoniee 3HaueHne
UMEIOT METO/Ibl HEHPOBU3yAIU3aI[MU U TeHETUYECKOE UCCIIeI0BAHNUE.

BreiBon. [lpuBeneHHBIN BbIE KIMHUYECKUNU Caydail 0 OOJBHON JCBOYKE,
KOTOpasi A0 YCTAHOBJICHUS MPABWJIBHOTO JMarHo3a HehupopuOpoMato3 Jeumsiach
M0J1 pa3HBIMU JUArHO3aMU B TEUEHHUU LIEIBIX 3 JIeT 0e3 MOJ0KUTEIbHOTro 3¢ heKTa,
U TI0JTy4dala HEBPOJIOTUYECKHUE TIPENapaThl, KOTOPhIC YCUIUBAIOT OITYXOJIEBBIN POCT
SBISIETCS SIPKUM TIPUMEPOM TOTO, UYTO KaXJbld Bpad Bcerga o00s3aH OBIThH
HAaCTOPOKEHHBIM T10 TTOBOJIY OIYXOJIEBOTO MpoIiecca.
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