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Kaaccupukanus.

e Heilipodubpomaros - HaclIeACTBEHHOE HEMPOIKTOAECPMATIbHOE
3a00JICBaHUE U3 TPYIIBI (PAKOMATO30B, XapaKTEPU3YETCS
BO3HUKHOBEHHEM JOOPOKAUYECTBEHHBIX OIYXOJIEBUIHBIX
oOpazoBaHul (HeMpoPuOpoOM) IO X0y HEPBHBIX CTBOJIOB
1100 B MECTaxX MX Pa3BETBIICHUM.

 Neurofibromatosis (nonmalignant), Von Recklinghausen
disease kimaccudunuponan 8 OMIM mmog Homepamu 162200,
101000, 162270, 162210, 162260, 162270; 8 MKb 10 — oz
mudpom Q85.0.



Kaaccupukanus.

ITo mokanu3zanuu HeHpoPrUOPOM BBIJCIISIIOT:

Heitpodubpomaros 1 Tuma, korjaa HEOIJIACTUYECKUM ITPOIIeCce
nopaxaet nepudepruueckue HEpBHbIC OKOHYAHUS, ITO OoJiee
4acTo;

H® 2 tuna ¢ BOBJIEUEHUEM LIEHTPAJILHON HEPBHOW CUCTEMBI
(ITHC), BcTpeuaeTcs pexe;

H® 3 Ttuna npeacTasiisieT O4EHb PEAKY PAa3HOBUIHOCTh U
COIPOBOXKAAECTCA MOPAKEHUEM JIAJOHEN, CITYXOBOTO HEPBA,
OIYXOJIIMUA MO3T4,;

H® 4 tuna o4yeHb peaKuii, CUMIITOMAaTUKA TaKasl )K€, KakK Mpu
[IEPBOM THUIIE, HO y3€JKHU JInina OTCyTCTBYIOT.



Tun nacaenoBanus. Jlokaauzauusi MOBpeKIEHHOTO I'eHA.
YacToTa NposiBJIeHUA B MOMYJISIIIUH.

T: AyTOCOMHO-JIOMUHAHTHBIM.

JI: 17911.2, 22912.2. [dedext oOHapyxuBaeTcsa B 17
XpoMocome 1pu riepBoM tune H® u B 22 — nipu BTOpOM.

Y: IlepBbii Tunmn H® quarHoCcTUpyeTCs Yy OHOTO
HOBOpOkAecHHOTO M3 3500-4000, BrOpoi THUI — O0JIEE peAKUI
— B ogHOM cirydae Ha S0000 meren.

CHMKAETCsl WM MOJIHOCTHIO MPEKPAIIACTCsl BEIpaOOTKa Oenka
HEeMpOo(UOpPOMHUHA, KOTOPBIM OTBETCTBEHEH 3a MPABUJIBHY IO
i PepeHIIMPOBKY U Pa3MHOKEHHUE KIIETOK B HEPBHBIX
OKOHYAHUSIX.



deHOTHUII 00JIBHOTO.

http://dermline.ru/htm/23a/235502.htm

https://qwizcards.berkeleyschools.net/student- http://dermline.ru/htm/23a/235107.htm
pages/project-2-charlize/

http://dermline.ru/htm/23a/235308.htm



@denoTHN 00JIBHOIO.

[Ipy3HaKU MOABIISIOTCA HE Cpa3y, a NOCIEA0BATEIbHO B
pa3HbIE BO3PACTHBIE NIEPUOABI. EJTMHCTBEHHBIM IPU3HAKOM Ha
MEePBBIX ro/IaX KU3HU MOTYT ObITh IMTMEHTHBIC IISTHA, B TO
BPEMS KaK IPYTHUE€ CUMIITOMBI TTOSBIIAIOTCA TO3XKE, MEXIY S U
15 rogamu.

HAJIMYME€ MHOXXECTBA CBETIO-KOPUYHEBBIX IATEH Ha KOXKE (OT 5
10 20 Mm);

HaJINYME HECKOJILKUX HEMpohuopom;
TUIEePITUTMEHTALIHS;

HaJIM4YHE TIIMOMBI 3pUTEIIBHBIX HEPBOB;
raMapToMa panyxku (y3enaku Jluma);

KOCTHBIC aHOMAJINH.



Kauandeckoe TedeHue.

e Bo3HuKHOBeHHE 3a001€BaHUS CBSA3BIBAIOT C HAPYILICHUSIMHU B
X071€ SMOPHUOHAITBLHOTO Pa3BUTHS, KOTOPHIE COIPOBOXKIAKOTCS
JTOKIBLHBIM Pa3pacTaHUEM PA3JIUYHBIX ME30ACPMAIBHBIX U
IKTOAECPMAIBLHBIX 3JIEMEHTOB B KOKE, NEpUPEPUICCKUX HEPBAX,
IIHC U Jp. OpTraHax

e (Camblil paHHHI BO3PACT HAJUYMS TAKOTO MPU3HAKA KaK MATHA - 6
net. Ero Haomonanu y 42% 0onbHbIX 10 10-1€THErO BO3pacTa, a
Kk 20 rogam - y 96% O0JIbHBIX.
Y 0onpmMHCTBA OOJBHBIX HEUPOPHUOPOMBI MHOKECTBEHHBIE, Y
HEOOJIBIIIOT0 KOJINYECTBAa T€HEPAITM30BAHHOE MOPAKEHHE
KO>KHOTO TTOKPOBA C HEUCYUCIUMBIM KOJTUYECTBOM OITYXOJICH.

e (Cpenu BHEKOXKHBIX U3MEHEHHMI HanOoJjee 4acThiC IIa3HbIC U
KOCTHBIE. K KOCTHBIM OTHOCST CKOJIMO3, IICEBI0APTPO3bI,
3amnajicHUe TPYAUHBI, JUCIIa3Usl KITHHOBUIHOM KOCTH.
OCHOBHBIMHU O(PTAILMOJIOTMYSCKUMU ITPU3HAKAMU OBLIN Y3EIIKH
JInma. X nosiBIe€HUE MPOUCXOIUT MO3HEE IMTMEHTHBIX MSTEH,
HO 3HAYUTEIJILHO PaHblle HEHPOPUOPOMBI.



IIporuo3s. Ucxon.

e TeueHue 3a00JI€BaHUSI OOBIYHO JOOPOKAYECTBEHHOE.
[IOJTHOCTBIO Pa3BUBIIHECS MPOSIBICHUS OOJIE3HU OCTAKOTCS
CTallMOHAPHBIMHU JIMTEIbHOE BpeMs. Ho B HEKOTOPBIX
CIy4asiX MOTYT OTMEUAThCs IIEPUOABLI OBICTPOTO POCTa
OMyXOJIH.

e IIporHos nmpu HEHTpAIBHBIX (hOPMaxX C MOPAKECHUEM
TOJIOBHOT'O WJIM CITMHHOI'O MO3ra 3HAYUTEIIBHO XYKE, YEM IPU
nepudeprueckux opMax 3a00ICBaHUA.



/Ilnarnocruka.

e Ilockonbky HanOosiee paHHUM npr3HakoM H®D sBnsiroTCs
IMUTMEHTHBIE IATHA, TO IMEPBBIK Bpay, KOTOPbIA C HUMUA MOKET
CTOJIKHYTBCS — JIEPMATOJIOT WJIM TEPANEBT. Ecin nmocie
OCMOTpa U O0ecedpl ¢ NAlMEHTOM WJIM €TI0 POAUTEIISIMU OyJIeT
OCHOBAaHHE Mpenoiaratb HepouopoMaro3, TO HOHAA00ATCS
nonojiHutenbHble ucciaegosanus — KT, MPT roaoBHoro
MO3ra, MO3BOHOYHOTO cToJI0A. B 00s13aT€IbHOM MOPSIJIKE
00JILHOM HampaBsieTCs Ha KOHCynbTauio K JIOP-Bpauy nis
MCCJICIOBAHUS OpraHa ciiyxa, a K o(pTaJIbMOJIOTy — JIJIS
UCKJIIOUEHUSA TTIOPAXKEHUS 3PUTEIIbHBIX HEPBOB. B psjie
CJIy4acB B JUATHOCTUKE YYACTBYIOT OPTOIIE, HEBPOJIOT,
HEUPOXUPYPT.



JleyeHnmue.

bone3np Heuseunma. Ho mpruoCTaHOBUTH NPOLIECC, UCTTPABUTH
KOCMETHYECKHUE 1E€(PEKTH BO3MOXKHO.

MennkaMeHTO3Has Teparnus npeaycMarpuBacT Ha3HAYEHUE
penaparoB, BOCCTaHABIMBAIOIINX OOMEHHBIE ITPOLIECCHI B
OpPraHu3Me, PEryJIUPYOIUX CKOPOCTh JIEJICHUS KIETOK.

Onyxoyy KPyIHbBIX Pa3MEPOB MOJIEKAT XUPYPTrUIECKOMY
YIAJIIEHUIO.

JI711 KOppEKIUM BHEIIHUX JI€(DEKTOB IIMPOKO UCIOIb3YETCS
IJacTUYECKass XUPyprusi, 3HaUMTeJIbHO OOJIeryaronias >Ku3Hb
OOJIbHBIM. AJIBTEPHATUBOW XUPYPrudeCKOMY JICUECHUIO SIBJISICTCS
nazepHas Tepanus, dPPEKTUBHAS MPU YCTPAHEHUH KOKHBIX
HEUPOo(hUOPOM HEOOIBIINX Pa3MEPOB (TOYCUHBIX ).

[IpuMeHeHune paauoTepanuy npeayCcMarpuBacT BO3ACUCTBUE
M3IyYEHMS Ha KIECTKU OMYXOJIEH JJ11 OJIOKUPOBKH MX POCTa U
nenenus. Takoe nedeHne HelpopruOpomaTosa moKazaHO NpHU
MHO>KECTBEHHBIX HEHpOPHOpoMax, a TakKe B COYETAHUM C KypcamMu
XUMHUOTEDAIINHU I[IPU UX 03JI0OKAYECTBIICHUU.



Jlureparypa.

MexayHapoaHas knaccudukanus oomesnei -10 (MKbB-10)
http://apps.who.int/classifications/icd10/browse/2016/en#/0Q85.0

Online Mendelian Inheritance in Man® (OMIM) https://omim.org/entry/162200
ATtitac koxkHBIX Oose3nei http://dermline.ru/nav/main/neirofibromatoz.htm

OHkosu0.py. ABTOp CTaThbU: Bpady-OHKOJIOT, THCTOIOT
INonpnennutrorep Huna Mocudosna, 2013 http://onkolib.ru/dobrokachestvennye-
opuxoli/nejrofibroma/#h2_1

Menumunckas sHuukioneaus. Crares «Helipopudbpomaros», 2017
http://medinfa.ru/ilinlist/13/neirofibromatoz/

Hamr nepmatomor. Crares «Heiipoduopomaros (6ome3ns Pexnunrayzena)», 2018
http://nashdermatolog.ru/boleznikozhi/nasledstvennye-
zabolevaniya/nejrofibromatoz.html

Konrtoposuu A. K., I'ycapes C. A. HelipodruOpomaros OproliiHOM mosocTtu //
Momnonoit yuensiii. — 2016. — Nel5.2. — C. 15-17. — URL
https://moluch.ru/archive/119/33024/

«Hetipodudpomaros 1 tuna». ABrop crarbu: Oner Kpyrios, Bpad, 2016
https://radiographia.info/article/neyrofibromatoz-i-tipa

Crarbs «Pa3Butue omyxoneit npu Helipoduopomarose 1 tumay, 2015 http://redkie-
bolezni.com/razvitie-opukholey-pri-neyrofibromatoze/
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