O030psbI JIUTEPATY PbI

© KONJIEKTUB ABTOPOB, 2017
YK 616.833-006.38.03-053.3

A. LWl. CaxavoBa, K. A. KenxebaeBa, 1. B. Ba6uii, A. K. BeiiceHoBa, M. Myxamep,
XK. K. BasizautoBa

HEAPO®UBPOMATO3 Y JETEMN

Kadenpa aetckux 6onesHeit N23 akynbsTeTa HENpepbIBHOrO NPOEeCcCHOHaNbHOrO pa3BuUTKs
KaparaHaMHCKOro rocyfapCcTBeHHOro MeanumMHcKkoro yHueepeuteta (Kaparanga, KasaxcraH)

HelipodmbpomaTo3 npeacTaBnser coboi Haubonee pacnpocTpaHeHHyl (GOpMy MOHOrEHHON HacneACTBEHHOM
NaTofiorMn M BCTPEUAETCS B nonynsuuM ¢ yactotoin ot 1:2000 ao 1:4000 HaceneHus. BO3HWMKHOBEHME 3a60neBaHus
CBA3bIBAIOT C HAPYLUEHUSIMU B MPOLLECCE SMOPUOHANBHOIO Pas3BUTUS, CONPOBOXAAOLLMMUCS NOKANTbHBIM Pa3pacTaHMeM
Pa3NNYHBIX ME30AEPMANbHbIX W SKTOAEPMANBHBIX SNIEMEHTOB B KOXE, NEpUdEPUUECKUX HEPBAX, LIEHTPANbHON HEpB-
HOW CUCTEME U APYrUxX OpraHax. [luarHo3 HerlpodubpoMaTos CTaBUTCS HA OCHOBAHWUM KJIMHUYECKMX NPOSBAEHUN. Dd-
(PEeKTUBHOMO NIeUeHWs 3TON NaToNorMM He CyLLECTBYET. B uenax nukeuaaumm kocMeTuueckoro aedekra nepudepunye-
CKME OrMyXOSIN UM CErMEHTbI KOXWU MOryT 6bITb yAaneHbl XMPYpPrudueckuM nyteMm. TeueHue 3aboneBaHus 06blMHO A06-
poKauecTBeHHoe. MPOrHo3 Npu NOPAXKEHUU FONOBHOMO, CMIMHHOIO MO3ra Y BHYTPEHHUX OPraHOB HEGNAronpUsiTHBIN.

Kmouessie ¢/10Ba; HeMpodMbpoMaTos, ayTOCOMHO-AOMUHAHTHOE 3ab0NeBaHWe, ONyxOnu, HacNeACTBEHHas na-

Tonorus, pakomMaTos

HeipodurbpomaTtos (HO) asnseTca Hacnea-
CTBEHHbIM 3a60MEBaHNEM, KOTOPOE XapaKTepu3y-
eTcs (hopMMUPOBAHMEM OMyXosei B 061acTH HepB-
HbIX TKaHel, 4YTO BMOCNEACTBUM NpPOBOLMPYET
BO3HWUKHOBEHWE pPa3/IMYHOTO TUMNA KOCTHBIX MU
KOXHbIX aHOManui. MNpuMeYaTensHO, YTO HENpO-
¢mbpomMaTo3, CMMNTOMbI KOTOPOrO BCTPEYaTCH
KaK Cpeau MY>X4YMWH, TaK U CPEAMN XEHLLUMH C Ofin-
HaKOBOWM YaCTOTOM, Yallle BCEro nposiBnseT cebs
B [IETCTBE, @ B OCOBEHHOCTU — B TEYEHUE Nepuo-
Ja nonoBeoro cospesanus [5, 6].

3aboneBaHue xapaKTepusyeTcs pas3BUTHUEM
OMyXOneh NPEeMMYLLIECTBEHHO 3KTOAEPMasbHOrO
NPOUCXOXKAEHNS C MOPAXKEHWEM HEPBOB, KOXMW U
LLEHTPaJIbBHOA  HEPBHOWM  CUCTEMBI,  HalIU{UEM
TUMWYHBIX MArMEHTHBIX MATEH MO TUny Kode ¢
MO/IOKOM,  QHOMAJMSAMWU  PasBUTUS  KOCTHOIO
CKENeTa, a TaKXKe pAfoM APYrUx KIUMHUYECKMX
nposienenui [5, 18].

Bo3HUKHOBEHUWE 3a60N1E€BaHNS CBA3LIBAIOT C
HapyLLEHMAMU B XOA€ 3MOPWMOHANBbHOrO pa3Bu-
TUSI, KOTOPbIE COMPOBOXAATCS JIOKANbHBIM Pas-
PaCcTaHWEM Pa3/IMYHLIX ME30AEPMabHBIX U 3KTO-
JepMaribHbIX 3/IEMEHTOB B KOXE, nepudepude-
CKMX HepBax, LEHTPaJIbHON HEPBHON CUCTEME U
Apyrux opraHax [12]. 3a6onesaHue xapakTepusy-
€TCS1 BOB/IEYEHMEM B MATONOTMYECKMIA MpOLECC
NPaKTUYECKN BCEX OPraHOB U CUCTEM, LUMPOKUM
AMANa3oHOM U BapuabenbHOCTBIO KJIMHWUYECKMX
NpoSiBAEHNIN Jaxe B Mpeaenax OfHOW CEMbM,
NPOrpeccUpyolM TEYEHWEM U BbICOKUM PUCKOM
OC/IOXKHEHWI, CPeAM KOTOPbIX MHOMQ TSKENbIX,
NpUBOASLLMX K NeTanbHOMYy ucxomy (cepagyHo-
NEeroyHas HeAOoCTAaTOMHOCTb, 3/10KAYECTBEHHOE
nepepoxaeHue Heilpodmbpom u apyrue) [2, 6].

KNIMHWMYeCKMe NpOsIBNEHUS W MpeuUMyLLe-
CTBEHHasi NoKanM3auus npouecca Aann OCHOBA-
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HWEe Ans pasaeneHns 3aboneBaHus Ha nepude-
puyeckue u ueHtpanbHble dopmbl [5]. Cywectsy-
eT u apyrve ¢opmbl HelpodubpomaTosa. Boine-
NeHo ] OMNMCAHO BOCEMb KJTMHWKO-
MOpPONOrMyecKnx TUNOB HeMpobubpoMaTosa:

e HelipocnbpomaTo3 I u II TMNoB — reHe-
Tnyeckme 3aboneeaHust 6e3 kakoro-nMbo pacoBo-
ro unM nonoeoro npeobnagaHus. UMx nokycol
HaxoAsATCA  COOTBETCTBEHHO HAa  XPOMOCOMax
17q11.2 n 22q12.2. PacnonoXeHHble 34eCb reHbl
KOAMPYIOT CMHTE3 CYMNpeccopoB ONyXOneBoro po-
cTa, obecneymBaloLnin AMHAMUYECKUN KOHTPOJSIb
KNETOYHOro pocta [26]. Mpu reHeTMdeckoM ae-
(bekTe B COOTBETCTBYHOLLMX XPOMOCOMAX AWNHAMU-
YeCKOe paBHOBECME perynsiumMn pocTa CMeLaeTcs
B CTOPOHY nponucdepaumm n Bo3HMKaeT Aobpoka-
YECTBEHHLIN onyxoneBblid pocT. O6a 3abonesa-
HUsa xapaktepusytoTcs 100% neHeTpaHTHOCTLIO 1
LLIMPOKOIA (PEHOTMNMYECKON BapnabenbHOCTLIO;

e HelipocnbpomaTo3 III Tuna xapakrepu-
3yeTca COYEeTaHWEM MPU3HAKOB HepodmbpomaTo-
3a I v II TMNOB;

e HelipocnbpomaTos IV TMna xapakTepusy-
eTcs Tonbko Auddy3HbIMM Helpodrbpomamu K
MUrMeHTaLMeR No TMNy Koe ¢ MOJIOKOM;

e HelipocnbpomaTo3 V Tvna npeacTaBnsieT
coboit cermeHTapHyto dopmMy HelpodudpomaTosa
C JIoKanusauuner cneunduyeckoro nopaxeHus B
0AHOM 06NacTu Tena Win B OHOM OpraHe;

e HelpodmbpomaTo3 VI TUna nposiBnseTcs
TOMBKO HA/TMHMEM NATEH NO TUMY KOE C MOJIOKOM;

o HelipocnbpomaTo3 VII Tuna xapakrepu-
3yeTca 6onee nO3AHUMM HayanoM WM HanWM4MeM
M30NMPOBAaHHONM HepohMbpPOCapKoMbl;

e HelipocnbpomaTo3 VIII Tuna — cMellaH-
Has rpynna.
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OpHako B nocnegHee spemsi 60MbLUMHCTBO
U3 BblLIENEPEUUCSIEHHBIX (HOPM HEMpOtMEpoMaTo-
3a, KpoMe HeipocdrbpomMaTosa II Tna, cuuTaTCs
abopTvBHbIMM  hopMaMn  HelpodrbpoMaTosa I
TMMNA M B KAYECTBE CAMOCTOATE/bHBIX HO3010rnye-
CKMX hOpM He BbIAENATCH. VICKIOYEHNAMU MO-
ryT 6bITb CErMEHTapHbIA HelpodundpomaTtos V Tn-
na, Koraa TUNUYHbIE NPOsiBNEHNUS HeMpodmbpoMa-
To3a I TMNA NOKANU3YKTCA B OAHOM WUWN HECKOJIb-
KMX CoceiHmx aepmatomax [1, 12, 20, 23]. Obuwu-
MUK Ans Bcex OpM CneayeT CUMTaTb KOXKHbIE Npo-
AIBNIEHWS B BUAE MSATEH pa3IMYHOro pasmepa LBe-
Ta Kobe € MONOKOM. TUNUYHO PacnoNoXKeHne ns-
TEH B NOAMBILLIEYHbIX BRaaMHax [5].

Ocobblit MHTEpPEC C NPAKTUYECKOW TOYKM
3pEHNS B CBSA3M C YacTOTOM BCTPEYAEMOCTM, TH-
XECTbIO NMOPaXXeHUs NPeACTaBAAT Helpodubpo-
mato3 I, II, V Tmnos.

Hesipogpn6pomarosz I tuna. Heipomnb-
pomaTo3 I TMna sABAseTCA CaMbiM YacTbiM Hacnea-
CTBEHHBbIM 3ab0neBaHUEM U3 rpynnbl PakoMaTo-
30B U XapaKTepusyeTcs npeapacrnonoXeHHOCTHI0
K BO3HWKHOBEHWIO onyxonei nepuHespus [19].

Snupemnosiorus. BCTpeuaeTcs € 4acToTon
1:4000 HOBOpOXAEHHbLIX. TN HacneaoBaHWSA:
AYTOCOMHO-IOMUHaHTHbIN [19]. B cooTBeTCTBUM C
nybnukaummammn  Husonetal. (1998) wn North
(1993), npubnunamTenbHO B MOMOBUHE C/y4aeB
3abonesaHune nposBnseTcs MMHMManbHo [3]. Me-
pefiaya no OTLOBCKON NMHUM Bosiee XapaKTepHa,
YeM No MaTepuHCkon [1].

SruonaroreHe3. TeH HepodmbpomaTtosa I
TMna (HO-I) pacnonoxeH Ha AJIMHHOM niedve 17
xpomocombl (17gl 1.2) [5, 19, 20] n koaupyet
CUHTE3 6efika HepotMOPOMMHA, KOHTPOJSIMPYIO-
LLEro B HOPME POCT W pasBUTHE KNEeTOK. Helpo-
HMOBPOMUH  NEpPEBOANT AKTUBHYK) TYaHO3MH-3-
docthatasy (ITP) B HEraTMBHYKD TYaHO3MH-2-
docthaTasy, nexaulyld B OCHOBE NATOreHesa
HeipodubpomaTosa 1 Tvna. Hapywenue 3Ttoro
npouecca npuvBOAUT K akTtmeauum [Td-asbl,
HaKonAeHno 3pdeKTOpHOro 6enka, a Takxke CTu-
MYNSLMM  NPOLECCOB pPOCTa KJETOK HEPBHOMO
rpebHs M MX NpOU3BOAHBIX — LUBAHHOBCKMX Kiie-
Tok. QO6pa3oBaHWe ONpeAesieHHbIX  OnyXonek
(HerpoMbprH 1 FMMOM 3pUTENBHBLIX HEPBOB) B
pesynbTaTe Aeneunu reHa HeiipodmbpoMatosa 1
TMNa NOATBEPXKAAET, UTO OH (DYHKLMOHMPYET KakK
reH-cynpeccop onyxonu [13, 25]. PasnuuHbie
MYTaLUMW HapyLlialT Perynpyrowyo poib reHa
NF1 B kackage cobblTU OHKOreHesa. MyTauus
reHa NF1 mMoxeT 6blTb MPUYMHOW MUenoauchia-
CTMYECKOTO CMHAPOMA U PEAKOro TUMNA JeNKeMUm
— IOBEHWIBHOW MUESTOMOHOLIMTUYECKON NerMKeMuK
(aHrn. Juvenile myelomonocytic leukemia (JMML),
ABNAIOLENCS NaTOrHOMOHUYHOWN ANs AeTeil Moso-
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we Ayx net. detn ¢ JMML xanyoTcs Ha BbICT-
Py YTOMASEMOCTb, YCTanOCTb, JIMXOPAAKY, 4a-
CTble KpOBOTeYeHust (remMaToMbl) NpU HEe3Ha4u-
TeNbHbIX TpaBMax [12].

Kinruka. 3aboneesaHne nposiBNSETC MHO-
JKECTBEHHbLIMM HENPOGUBpPOMaMK MO Xody nepu-
depuyecknx HepBOB, KOTOpPbIE OMPEeAensTCcs B
Buae 60NE3HEHHbIX OKPYI/bIX Y3€/KOB B TOMWE
KOXMW, BapbUpYIOLWMX MO CBOMM pa3MepaMm WU no-
kanusaumm [18]. XapaktepHbim ans 3abonesa-
HWUS, Ha4YMHas C Nepuoaa HOBOPOXAEHHOCTU, SB-
NSETCSA BLICHINAHWE MENIKUX «KODEWHBbIX MSATEH
TMNa BECHYLUEK B MOAMbILIEYHbIX BraguHax, na-
X0BOW 061acTh, Ha Apyrux yvactkax Tena co
CK1IaikaMK, KOTOpble 0BbIYHO BO3HMKAKT B AET-
ctBe [6, 8, 19]. Y 60% 60nbHbIX OTAENbHbLIE MN-
NeprnUrMeHTHbIE NATHA ABASIOTCA BPOXAEHHBIMU.
C Bo3pacToM HabnwaaeTcs TeHAEHUMS K yBenu-
YEHUIO UX uyncna. Y aetein B gonybepTaTHbIN ne-
puoa AOMKHO BbISBNATBCA He MeHee 5 nsATeH ¢
avaMeTpom bonee 5 mm [1, 6]. Ha kOxe MOXHO
OTMETUTb N ApPYrue U3MEeHeHWs: COCYANCTbIe NAT-
Ha, y4acTKM AernMrMeHTauuun, runepTpuxos, o4a-
roeoe nocegeHue sonoc [12].

MatHa «Kkode ¢ MONMOKOM» MOryT YBEeN4K-
BaTLCA B pa3Mepax M KONMUYECTBE, a TaKxXe C BO3-
pacToM npuobpeTtaTtb 6onee TEMHYIO OKpacKy.
O6bI4HO OHM UMEIDT OBanbHy HopMy, pacnona-
ralTCcA B PasHbIX YacTAX Tesa, HO Yale Ha rpy-
AM, CMIMHE U XUBOTE, BapbUpYIOT B pasmepe — OT
TOYEYHbIX A0 HECKONbKMX CAaHTUMETPOB B Aua-
mMeTpe. Yncno ux — OT €AUHUYHLIX A0 HECKONbKMX
COTeH K paxe Tbica4y. OT Nerkoro HajgaeAMBaHUs
MHOrME ONyXOsn BTATMBAKOTCA B KOXY (CMMMTOM
«KHOMKKW OT 3BOHKa») [1, 10, 24]. Mpu nanbna-
LMK OHKU 4aCTO 6e360/1e3HEHHBI, HO €CIK B NATO-
NOrMYECKM MPOLECC BOBMEYEHbI Nepucdeprye-
CKMe HepBbl, TO BO3HWMKAT 601K, rUnecTesuu.
Msrkme KOXHble onyxonu Bo3HMKalT Kk 10-14
rogamM, Mx KOJIMYeCTBO OCO6EHHO yBeNnMuUMBaEeTCS
B nybepTaTHOM nepuoae, TaK Xe, KaK 4nCio
HEBPUHOM W LUBAHHOM. Y neTei, 0coBeHHO nep-
BbIX JIET XXM3HM, ONyXONMN OTCYTCTBYIOT. BO3MOX-
HO pa3BUTUE NNEKCMAOPMHBIX HeNpocnbpom —
Anddy3HbIX  ONYyXONEBUAHLIX pa3pacTaHuiA Mo
XOZly HEPBHbIX CTBOJIOB W cryieTeHni [14]. Mnek-
cnopMHble HEMPOMDUBPOMBI COCTOST M3 KOXKHbBIX
N NOAKOXHBIX 3NEMEHTOB, OOpa3YHOLWMX FUraHT-
CKME OMyxosiM U MpeacTaBnsoT cobolt Hanbonee
cepbe3Hoe ocNioxHeHne HO-1. JaHHble 0bpasoBa-
HUS MOryT TpaHCOPMMPOBATBCA BO BHYTpU4e-
penHbie N MHTPaCMMHanbHbIEe onyxonu [1].

K chakynsTaTUBHLIM NpU3HaKaM Heilpotmnb-
pomaTo3a I TMNa OTHOCATCS M3MEHEHUSI KOCTHOM
CUCTEMbI: CKOMMO3bI, NCEBA0APTPO3bI, JIOKAJIbHbIN
rMraHTU3M, AWUCMNIA3UA Kpbina KAWHOBUAHOW KO-
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CTW, BPOXAEHHOE WCKPUB/IEHUE WM YTOHYEHME
JJIMHHBIX TpyB4aTblX KOCTEW, JIOXKHbIA CYCTaB,
naTonorunyeckne nepenomsl [12, 20].

Hanbonee wuactbiM nOpa)XeHWeMm OnopHO-
ABWraTenbHoro annapata y 60sbHbIX HO-I siBnstoT-
¢ aedopMaumm NO3BOHOYHOMO CTON6a — CKONMO-
3bl, KMPOCKONMO3bI, nopaockonnosel [8, 20]. OavH
M3 HWUX MPaKTUYECKW HEOT/IMYMM OT OObIYHOro
MAMOMNATUHECKOrO CKOMINO3a, BTOPON XapaKTepeH
UCKIOYUTENBHO JU1A HEMpocubpomaTosa, HOCUT
Ha3BaHWe AUCTPOUYECKOrO UK AUCMNACTUYECKO-
ro M UMEET UMbl psifi XapaKTEPHbIX OCOBEHHO-
CTEeN, BbIABNSAEMbIX NPEUMYLLIECTBEHHO MPU PEHTre-
HorpachmueckoM uccnegosanum. [9, 20].

Hepeako BbiISABAAIOTCA AMUEBbIE AUCMOP-
¢umn: rnasHoi rMnepTenopuvsm, aHoManMu CTpoe-
HWSI TNa3HbIX LUenei, HenpaBuiibHas dopMa ve-
pena, aedopMaums YLWHbIX pakoBuMH U ap. [6].
Ans 6onbHbIX ¢ HeilpodmpomaTo3oMm I Tuna xa-
PaKTEPHbI HU3KUWA POCT UM Makpouedanusa [12].
YepenHo-nvMueBas AMCNAA3us MOXET 3aTparu-
BaTb N06YI0 YacTb CBOAA Yepena, HO Yalle BCero
OTMEYAEeTCs B 3aTbUIOYHOM 4acTu B 0BnacTu
namMéaoBmMaHOro WwBa. TwunMYHa  JIOKanM3aums
aucnnasvu B 0BnacTu KOCTEH, y4acTBYHOLIMX B
06pa3oBaHMKM ra3HULbl, B 0COBEHHOCTU 6ONbLLO-
ro Kpbina KJIMHOBWAHOW KOCTW. BOnblLIoe KpbUIo
YaCTUYHO OTCYTCTBYET, YTO B Cny4vae GOMbLLION
nnowaan pgedekta npuBoguT K 0bpa3oBaHuio
nynbcupytoLlero sk3odransma [1, 9].

Cpean MOpPaXeHUW HEPBHOM  CUCTEMBI
BCTPEYAETCA TMMNEPTEH3NOHHO-TMApoLedanbHbINA,
CYIOPOXHbIA cuHApoMbl, onyxonn LHC (rnvoma
3pUTENLHOrO Hepea, rIuoMa CTBOJIAa MO3ra, acT-
pouuTOMa, 3NeHAUMOMA), OTCTaBaHUE B YMCTBEH-
HOM pa3euTum, anunencus [12]. M'mapouedanus B
6ONbLIMHCTBE C/lyvyaeB SBASETCA CNEeACTBUEM
CTeHO3a CWibBMEBA BOAOMNPOBOAA. [aHHas nmaTto-
norns 06bI4YHO pa3BMBAETCA MEASIEHHO U BbISB/SA-
eTcs no3gHo [19].

Hapyuenne 3peHusa. Tnvombl MOryT ObiTb
OAHOCTOPOHHVUMU WNIN ABYXCTOPOHHWUMW, JIOKanun-
30BaTbCqd B 06NAcTM nepekpecta 3puUTeNbHbIX
HepBOB (OMTMYECKOW XWMa3Mbl), @ TAKXKe NO Xoay
3pUTENbHBIX HEPBOB U 3PUTESIbHBIX TPAKTOB [3,
16]. CywecTByloT ABa BO3MOXHbIX MEXaHM3Ma
CHVDKEHWSI 3peHUst Npu HeilpodubpomaTtose I Tu-
Ma: KOMMPECCMOHHOE BO3AENCTBUE Ha 3pUTESb-
Hbli HepB 0BONOYEYHBIM HOBOOSpA30BaHWEM U
JlaBNeHNEe Ha 06nacTb ONTMYECKOW XMa3Mbl yBe-
NuYeHHbIM III XenyaouKkoM MNpU OKKIO3UOHHOW
ruapouedanny, Bbi3biBaEMOW OMyXONeBbIMU 06-
pa30BaHMAMU FOJIOBHOrO MO3ra pas/I4HON JIOKa-
nuzaummn [12]. B HaydHOW nuTepaType MHOro u
ponro aebatnpyetcs Npupoaa NOpPa)XeHUs CTPyK-
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TYp nepefHero 3puTenbHOro HepBea y MauMeHToB
€ HO-I. CunTtaetcs npusHaHHbIM, YTO rAMoMma ne-
peaHero 3puTesibHOro Hepea B coYeTaHun ¢ HO-I
KIMHUYeCKM npoTekaeT 6onee 6naronpusTHO,
nopoit 6eccumnTomHo. J. C. Flickinger n coasr.
yTBEpPXAaLOT, uTo B 85% rnvoma, pasuearoLascs
Ha ¢doHe HD I, He nporpeccMpyeT Ha MpoTsxe-
Hum 5-15 net [6, 16].

Jpyrve BHyTpu4epenHole Oonyxonu BCTpe-
YaKTCA pexe. Yalle Bcero BbIABASOTCA acTpoLu-
TOMbl, KOTOpbIE MOryT MOpa)aTb NOAyLapus,
MO3Ke4oK, 6azanbHble raHrnM Uam CTBOA MO3ra.
Onyxonu c¢TBONMA MoO3ra coctaensawT  21%
BHYTPUYEpPENHbIX ONYXONiel Cpean NaLMEHTOB C
H®-I. BHyTpuuyepenHas kanbuudukaums, 3aTpa-
rMBAIOLLAS UEHTpanbHble S4pa WK NEepUBEHTPU-
KynsipHOe NPOCTPaHCTBO, BCTpeYaeTcs peako [8].
Heckonbko pexe OTMEYaloTCs NPOSB/EHWSA MO-
NUrNaHAYNSAPHON HENOCTAaTOYHOCTM: aKpoMera-
Nus, HEeJOCTaTOYHOCTb LUWTOBUAHON XKenesbl,
deoxpomMauuToMa, NpexaeBpeMeHHOe MNoNoBoe
passutue [24].

CO CTOpOHbI COCYAOB PEerucTpupyerTcs OK-
KNHO3US apTePUiA, CTEHO3 MOYEYHbIX apTEPUA C
noebilleHnem  AJl, 6onesHb  Moia-Moita
(ocobeHHO Yy peTeit, Ao 5 neT nepeHecwmx
Nly4yeBylD  Tepanuikd N0 NOBOAY  F/IMOMbI
3pPUTENLHOrO HepBa) C MNOBTOPHBIMU MHCYNbTaMM,
mMurpeHs [25].

CornacHo knaccudmkaumm HaunoHanbHOro
nHctutyTa 3popoebs (CLUA) cywecTsyeT ceMb
0BLLMX NPU3HaKoB HelpodubpomaTtosa I

e HANIMUMe WecTn unn 6onee nNATEH uUBeTa
Kode C MONMOKOM pa3MepoM MWHUMYM 15 MM vy
B3pOCNbIX U 5 MM y AeTeid. 3TU nsTHA OBbIYHO
NPUCYTCTBYIOT MPU POXAEHUN UK MOABASKOTCA B
TeYeHue NepBbIX ABYX NET XKU3HMU.

e 1Be 1K 6onee Helpodmbpom Ndoro Tu-
na wm xots 6bl oAaHa nnekcucopMHas Helpodu6-
poMa. HeilpocrbpoMbl BbIPACTAKOT HA HEPBHbIX
BO/MIOKHAX M COCTOSAT U3 KJIETOK, KOTOpble OBbIYHO
OKPY>XaloT HEpPBHblE BOMOKHA. 3TU OMyXOAM 4acTo
pa3suBatoTCs B Bo3pacte ot 10 ao 15 neT;

e BECHYLLUKW, KOTOPbIE MOSBNAIOTCA B NOA-
MbILLEYHOW MK NaxoBon 061acTn, 06bIMHO K BO3-
pacty 7 ner;

e [/IMOMA 3pUTENLHOrO Hepea — camas
YyacTas onyxonb rONOBHOrO MO3ra B NMepBOM fje-
CATUAETUN KU3HW. [IBYCTOPOHHME OnTU4YecKkme
rAvoMbl MOryT ObiTb 6ecCMMNTOMHbIMK.  Ecnn
OCTPOTA 3PEHUS HE CHUXKEHA W BHYTpU4YepernHoe
JAB/IEHNE He MOBbIWEHO, AOMYCTUMA BbIXWUAA-
TeNIbHas TaKTHKa;

eBa WM 60ONee KpOLIEYHBbIX XKenTo-
KOPUYHEBbLIX WM KOPUYHEBbLIX Y3n10B Lisch, koTo-
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pble NpeAcTaBnsAlT COOOM ManeHbKME KOMOYKM
MUrMEHTa, HaxXOAALMECS B PafyXHOW 0bonouke
rnasa;

e PA3/IMYHbIE KOCTHBIE NOPAXEHUS;

e POACTBEHHWK NEPBON CTEMEHU POACTBA C
H®-I no BbilEnepeynC/IEHHBIM KPUTEPUAM.

MNpwn noctaHoeke amarHosa HO-I pekomen-
AyeTCs WCNONb30BaTb AMArHOCTUYECKUE KpuTe-
puK, peKkoMeHAoBaHHble MexayHapoAHbIM KOMK-
TETOM 3KCNEPTOB MO HelpodunbpomaTosy [20].
CornacHo 3™uM kputepuaM, HO I moxeT ObiTb
AMArHOCTMPOBaH MpU HanuMuuum y OONbHOrO He
MeHee 2 13 BbllleyKa3aHHbIX npu3Hakos [18].

YMCTBEHHass OTCTanocTb Habnwgaerca vy
HebosbLWoro yncna 6onbHbLIX HelpotbrbpoMaTo-
30M. Kak npaBuno, oHa He rpybas u He nporpec-
cupyet. Cyaoporu (obwme u hokanbHbIE) B 3aBK-
CUMOCTM OT Nokanu3auuu [3]. KnuHnyeckne npo-
SAAIBNEHNS 3aBUCAT OT Bo3pacTta 60/1bLHOro, U no-
3TOMY AN18 MNOATBEPXAEHWUS JAMarHo3a 4acto
HeobxoaMMO HabnaaTe NauueHTa Ha MpoTsXe-
HUM Heckonbkux net. Kak npaBuno, Ha nepeoM
rofy XW3HW y 60/bHbIX OTMEYAKTCA TONBKO M-
nepnurMeHTHole naTHa. Hanuume y pebeHka no-
PaXXEHHOro POACTBEHHWKA MEPBON CTEMNEHW Poj-
CTBA MO3BOJISIET NOCTABUTL TOYHbIN AnarHo3 HO I
yXe B 3TOM BO3pacTe [11].

Anarrnocrnka. JnarHo3 HO-I obblbuHO He
BbI3bIBAET 3aTPYAHEHWA W YCTaHAB/IMBAETCA Ha
OCHOBAHWUM KJIMHWYECKON KapTWHbI, PE3yNbTaToB
BM3YaNM3aLMOHHbIX (peHTreHorpachust  Kpblibes
KJIMHOBUAHLIX KOCTEN, MO3BOHOYHMKA, AJIMHHBIX
Tpyb4yaTbiX  KOCTEM  BEPXHWX WU HUXKHKX
KOHeYHoCTeN), FMCTONIOMMYECKMX (6uoncus
HelpochMBpOM MoJ, YIbTPa3BYKOBbLIM KOHTPOJIEM),
MONEKYNAPHO-TEHETUYECKUX METOAOB WCCNeao-
BaHus [13].

LnpdeperynansHas gnarHocTuka. Ound-
(hepeHuManbHBIN AMarHo3 NPoBOAUTCA C APYrMMU
3aboneBaHnammn u3 rpynnel akomaTo3os [19],
Yawle ¢ HenpodmbpomaTtosom 2 Tuna (HO-II),
2ebloTUPYIOWMM  OAHO-  WAW  ABYXCTOPOHHUM
HapylweHueM cnyxa. Mpu HO-I BO3MOXHLI U Apy-
rue onyxonu LIHC: MEHWHIMOMBI, FIMOMBI, LUBAH-
HOMbI. XapaKTepHa lOBEHWNbHasA 3aAHss cybkan-
CynspHas katapakTa. Kpome Toro, auddepeHum-
anbHas AMarHOCTMKa NpOBOAMTCSA C HACNeACTBEH-
HbIM HEMO/IMNO3HbIM PAKOM TOMICTOMO KULIEYHWMKA
(aHrn. HNPCC), wBaHHOMaTO30M, CMHAPOMOM
LEOPARD, cuHgpomom McCune - Albright, cuh-
apoMoM Noonan, paccesHHON 3HAOKPUHHOM
HeonnasMoi 26 Tuna, paccesiHHbIM JIMMOMATO-
30M, cMHApoMoM Bannayan-Riley-Ruvalcaba, oBe-
HWUABLHBIM TMANWHOBLIM (PMOPOMATO30M, KOHrEHU-
Ta/lbHbIM  reHepasM30BaHHbIM  hUBpPOMATO30M,
pacCesHHbIMWU  MHTPaAepManbHbBIMU  HEBYCaMK,
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cuHgpomom  Klippel-Trenaunay-Weber, cuHapo-
MOM Proteus, «neroi yeptons.

Teyerue 3a60neBaHns UMeeT TEHAEHUMIO K
MeANeHHOMY MPOrpeccupoBaHuio [2], oTMeYeHo
ABa MNEepuoda PEe3KOro MOBLILIEHWUS AKTUBHOCTM
npouecca — ot 5 go 10 n ot 36 po 50 net. Bro-
poVi NepVOA aKTMBHOCTU B 75% cny4yaes CBsA3aH C
MasIMrHM3aLUmMen onyxonesbix 06pa3oBaHuit [20].

[1porHo3 3aBUCUT OT NOKanusauun, pasme-
poOB HelpotvbpoM U TeuyeHus 3aboneBaHus.
MpoAOMKUTENBHOCTD XU3HU Y 60AbHbIX H®-I
paBHa CpefiHeil B MOMyAsuMU, 3@ WCKIHOUYEHWNEM
OC/IOXHEHWIA, TN YMEHbLLIEHA NPUMEPHO Ha 15%
oT cpepHer. CneayeT NOMHUTL, YTO 60/bHblE HO-
I UMEeIOT BLICOKMI PUCK Pa3BUTUSI CEPbE3HBIX OMy-
xonien (B TOM 4WCNe BbICOKUA PUCK MaJIMrHW3a-
LMK), KOTOPbIE 3HAUUTESIbHO COKPALLIAOT NPoAOS-
XUTENBbHOCTb XW3HWU 3TUX ntoaen [3, 13, 16]. Ko-
FTHATUBHbIE HapyLUeHMS OBbIYHO YMEPEHHbIe, HO
MAaTOrHOMOHWYHBIM  PacCTPOWCTBOM  SIBNSIETCS
CUHAPOM AeduunTa BHUMAHMSA C MMNEpPaKTUBHO-
ctoto (CAOBI). Mpu nonydeHun obpaszoBaHus, CO-
OTBETCTBYIOLLIErO YPOBHI KOTHWUTUBHBIX (DYHKLMNA
n IQ, v nNpyu pauvoHaNLHOM TPYAOYCTPONCTBE
6onbHble HO-I MOryT BECTU BMOSIHE HOPMAaNbHYH
XKU3Hb. Y HEKOTOPbIX BONLHBIX M3-3a NOSBAEHUS
COTEH OMyXOJiEN Ha KOXEe U CTUrMaTM3auuu pas-
BMBAETCS JEeNpeccuBHbIN cuHapom [13].

OC/IOKHEHMS MOTYT BO3HUKATL B 060N Cu-
CTEME OpraHu13Ma, B COCTaB KOTOPOW BXOAST TKaHU,
NPOMCXOASILLME U3 SKTOAEPMbI, ME30OAEPMbI U HEPB-
HOM TPyokWU. OCIOXKHEHUS pa3HoOBpasHbl MO Xa-
pakTepy u BKIOYAKT B cebs cnenoty BCneacTsue
OMyXONnei 3pUTESIbHBIX HEPBOB (Yallle OMTUYECKUX
rMAOM);  3/I0KAYECTBEHHYID  TpaHCcOpMauunIo
(Manuram1sauumio) onyxonen, vatle onyxoneit UHC u
NNeKCnOPMHBIX Helpochmbpom; passuTune
(heoxpoMoLMTOMBI C CUMNTOMATUYECKON 3/oKaYe-
CTBEHHOWN apTepuanbHOi runepteHsueit [25]; ac-
CeHUManbHyo apTepuasnbHyLo rMnepTeH3uio
(YacToe OCNOXHEHWE, MOXET pa3BUTbCA B NHOOOM
Bo3pacTte) [13]; CTeHO3 NOYeYHOW apTepun U KO-
APKTALMIO aopTbl, CBSA3AHHbLIE CO CreunUyHbIM
ans HO-I sackynutoMm; HO-I-accoummpoBaHHYo
BACKYy/IONaTUIO C MOPaXKEHWEM KOPOHHbIX U Lepe-
BpanbHbIX apTepuit (cepbesHoe WK aaxe dartans-
HOe OC/IOKHEHME); CHxeHne (noteps) yHKUMK
nepucepuyecknx HEpBOB 3a CYET AJIMTENLHOro
CAABNEHNA ONyXonsAMK (KOMMNPECCMOHHAs HEBpOMa-
Tna); CABI [7]; kocmeTuuyeckne pedekTsl BCneq-
CTBUE PACMONOXKEHUS ONYXONel Ha JIMLE W OTKPbI-
TbIX YYaCTKaX KOXW, B TOM YMC/ie B MECTax nocTo-
SAAHHOW MWKpOTpaBMaTv3aumu; aedopmauus u/mnm
NaToONIOMMYECKUE MEPESIOMbI KOCTEN KOHEUHOCTEN;
ckonuno3 (kucockonnos) u aedopMaumns rpyaHon
knetku [20].
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Jleqerpne. JledyeHne naumeHtoB ¢ HO-I
HAYMHAETCA C MOMHOrO KAMHMYECKOro, odTanb-
MOSIOrMYECKOr0 U peHTreHosIornieckoro obcne-
AOBaHUA AN OLEHKM pacnpoCcTPaHEHHOCTM 3a60-
NneBaHus. BaxeH KOMMIEKCHbIM Noaxod, npuene-
UYEHWE Pa3NUYHBIX CMEUMANIMCTOB AN NeYeHus
COMYTCTBYIOLIMX HAPYLLUEHWI, TaK KaK MMEHTCH
JAHHbIE O TOM, YTO MHOMMM MauMeHTaM He npo-
BOAMNACE AO/IKHAA AMArHOCTUKA M JIeYeHue Mo
NoBOAYy BCEX OTKNOHeHW [1]. Mpu emAnMHWYHBIX
nepugepnyeckmx, MHTpaKpaHWaAbHbLIX U Cneum-
aNnbHbIX ONYXONSX BO3MOXHO OMnepaTUBHOE BMe-
WwaTenscTBo [7]. B psae cnyvyaes Xmpyprudeckum
nyTeM yAansT U MHOXECTBEHHbIE KOXHble 06-
pa30BaHWA AN YCTPAHEHUS KOCMETUYECKOro ae-
dekta. M3 cuMnToMaTMYECKUX CpeacTs nNpu Bbl-
paxeHHOM 60neBOM CMHAPOME MOKa3aHbl aHasb-
reTmku [2].

MokazaHuAMM s ONepaTUBHOMO JieueHUs
ABNAKOTCA pe3Kas GONe3HEeHHOCTb WK U3bs3B/e-
HWE OMNyXO/K, 3aTPYAHEHNE BUKEHWIA, CAABNEHUE
WK CMeLLEHME XXWU3HEHHO BaXHbIX OpraHos. B
HEKOTOPLIX CAy4asix K onepauun npuberarot c
KOCMETUHECKON LEeNblo. TaK Kak MOpPaXkeHWs npu
HelMpodrbpoMaTo3e MHOXKECTBEHHbIE, TO yaAane-
HMe BCEX NMAaTONOrMYeCKMX o4aros B BONbLUMHCTBE
C/TyYaeB He NpeACTaBaseTCA BO3MOXHbIM [24].

Mpn onepaTMBHOM NEYEHUN CIOHOBOMNOA06-
Hoi dhopMbl HelpodmbpomMaTosa Tpebyetca no-
CNeayoLIas KOXHasi MiacTuka. TkaHb Helpodub-
poM OBMNIBHO CHabxeHa KpOBEHOCHBIMU COCYAAMMU.
Mpn pacnonoxeHun ysna B KPYMNHOM HEPBHOM
CTBOME MPOU3BOASAT BbUTYLUMBAHME OMyXOnWu, pe-
3eKUMI0 HEPBA C HANIOXKEHWEM HEPBHOMO LUBA WK
KPaeBYIO €ro pe3eKUMo C HANIOXKEHWEM YaCTUYHO-
ro HepeHoro wea. OnepaTuBHOE yaaneHWe OAHOro
U3 y310B B psaje Cly4yaeB MOXET NpUBECTM K npo-
rPECCUPOBAHMIO NMPOLECCa C PE3KUM YBENYEHUEM
pasmMepoB Apyrux y3nos [7, 13].

Heiipogpnbpomarosz II tunma. STOT Tvn
3abonesaHns BcTpevaetcs y 1 uz 50 000 HoBo-
POXAEHHbIX. PaHee OH Ha3blBaJICA LEHTPasibHbIM
HelMpodrbpPOMaTO30M M paccMaTpuBascsa Kak Ba-
puaHT 6onesHn PeknuHrxayseHa. MonekynsipHo-
reHeTUYeCKue UCCNeAoBaHNUA OBHAPYXUAN MpPUH-
LunuasnbHble oTanumns B natoreHese HO-I n HO-II.
Ceityac nonarawT, 4YTO 3TO COBEPLUEHHO pa3Hble
3abonesaHus, Tpebytowme anddepeHum-
pOBAHHOrO KIMHWYECKOro nogxoda [25].

Sruonorug. HO-II, ueHTpanbHbIN HEWpo-
umbpomaTos Hacneayetcs, kak n HO-I, no ayto-
COMHO-AOMWHAHTHOMY TUMY, HO BCTPEYAETCS 3Ha-
untensHo pexe (1 Ha 30 000-50 000). Yawe Bce-
ro OH NPOSABASIETCA LUBAHHOMaMKU BECTMOYNSPHOIA
nopumn VIII yepenHo-MO3roBOro Hepea, HO BO3-
MOXHO NOpa)eHue n nepucepuyecknx HepBoB,
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pa3BUTUE MEHWHIMOM M 3NeHAMMOM. leH HO-II
nokanusyetca B 22 xpomocome (22q12) n koau-
pyeT CWHTE3 ApYyroro Cynpeccopa OryxOJIeBoro
pocTa — 6en1Ka MepANHa, KOTOpbIiA (YHKLUOHUPY-
€T KaK MEMOpaHHBbIii OpraHM3aTop M obecrnednsa-
€T B NepByl0 o4epesb NOCTPOeHNE U (PYHKLMOHM-
pOBaHME KNETOYHOro ckenieta. MepnuH no CTpyk-
Type W CBOWCTBAM O4YeHb BSIM30K K TPEM rOMOJIO-
rMYHbIM BefikaM: MO33UHY, 33PUHY U PAANKCUHY
(oTkyaa n HasesaHme MERLIN — Moesin Ezrin Ra-
dixin Like protein). MyTaums KOAMPYIOWErO CUH-
Te3 MepnuHa reHa HO-II B oaHOI XpoMocoMme Ha
KJIETOYHOM YPOBHE HEe MpOSBNSETCS, MBO CHUXe-
HMe CuMHTe3a MepnmnHa Ha 50% HuBenupyertcs
ERM-npoTenHamMu, KOTOpbIE TaKXKe y4qacTBYIOT B
npoueccax perynuposaHus nponudepauumn kne-
TOK [25]. OaHaKko npy NOBpEXAEHUU annenbHOro
reHa H®-II (B pe3synbTate «BTOPOrO reHeTu4e-
CKOro COBbITUS» — CUMMETPUYHOW MyTauuu Wau
noTeEPU reTEPO3UMrOTHOCTM MO 22 XPOMOCOME)
CMHTE3 HOPMaNbHOrO MepsiMHa B KJIETKe npekpa-
LLAeTCA, AMHAMUYEeCKOe paBHOBECME perynsuuu
pocTa CMELWAEeTcs B CTOPOHY nponudepaumm u
BO3HMKAET A0OPOKAYECTBEHHLIN  OMYXONEBbIN
poct [13, 25].

Srngemuonorys. HO-II BCTpeYaeTcs
He3aBucuMo OT HO-I; 3aperncTpupoBaH TONBLKO
OiMH cniydait codetaHus HO-I u HO-II, korpa
kaxaoe 3aboneeaHne O6bIIO YHACNENOBAHO OT
OflHOrO V3 pOAUTENEN.

Kimmrnka. [ABYCTOPOHHSASI HEBPUHOMA CIy-
XOBOrO HepBa (LIBAHHOMA) SIBASETCS OCHOBHbIM
NMPU3HAKOM, BCTpeYascb He MeHee 4vem B 90%
cnydvaeB. [aHHble OMyxXOnu pasBUBAOTCA B OC-
HOBHOM B MO34HEM MOAPOCTKOBOM BO3pacTe uau
paHHeM B3pocioM Bo3pacte. HO-II peako obHa-
pyxuBaeTcs y aetei. MNepBbiM CUMNTOMOM SIBASI-
eTca noteps cnyxa. B 6onbwuHCTBE Cnyyaes
OTCYTCTBYIOT NSATHA LUBETa «Koe C MOMOKOM»
nnn oBHapyXMBaOTCA B HEBONLLLIOM KONUYeCTBe
[7]. PacnpocTpaHeHbl 1 apyrue BHyTpU4YepenHbie
ONyXONW, HEpPeAKO MHOXECTBEHHbIE, HO [J/IMOMbI
3pUTENBHOMO HepBa cpeaun nauneHTos ¢ HO-II He
BbISIB/IAKOTCA. YaCTO BCTPEYalTCA LWBAHHOMBI V-
XII nap 4epenHbiX HEPBOB, BO MHOMMUX Ciy4dasix
JABYCTOPOHHME M MHOXeCTBEHHble. HekoTopble
ABTOpPbl YKA3bIBAKOT HA BO3MOXHOCTb Criopajude-
CKUX CNy4yaeB aTUNuMYeckux BapuaHtoB HO-II,
NpeaCTaBNeHHbIX MHOXECTBEHHbIMW LUBAaHHOMaMM
B Yepene uau no3soHouHuke [8, 14].

BcTpeuatotca  onyxonM  CAMHHOrO  Mo3ra
ABYX TUNOB: LUBAHHOMbI, XapaKTepu3yLwmecs Tem
Ke FMCTONOMMUYECKMM CTPOEHMEM, YTO U HEBPUHO-
Mbl C/TYyXOBOrO HEpBa, W 3NEHAMMOMbl. [aHHble
obpazoBaHMs MOryT OblTb MHOXECTBEHHBLIMU U
NpUMBOAUTbL K CEPbE3HbIM HapyleHusM. Moryt
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BCTPEYATLCA raMapTOMbl, CXOAHBLIE C MEHUHIMOMa-
MW, U onpeaensieMble Kak MEHUHrMoMaTo3. [aH-
Hble 06pa30BaHUA MOMyT 6bITb NPUHMHON KaNbLUy-
bvkaummn Ha nepudepur NONyLIAPUA MOIXKEYKA
WU NPeACTaBNSAOT COO0N NIMHEWHbIE CyGaneHau-
MasbHble KanbUMUKATBI, MPU KOTOPLIX BO3MOXHbI
cynoporn [10, 20]. Yactoe codvetaHne HO-II u
MEHWMHIMOM OBBSACHAETCA HAJIMYMEM FEHETUYECKO-
ro aedekta B 0fiHOIN xpoMocome. Mpwu cnopaaunye-
CKMX MEHWHrMoMax MyTtauumn B reHe HO-II B 22
XpoMocoMe BCTpedaroTcs B 30-60% [25]. Mo pax-
HeiM Antinheimoetal, 3% nauueHTOB CO LLBAHHO-
MamMn U 1% nauMeHToB C MEHMHIMOMAaMKU CTpaja-
T HO-II, 20% naumMeHTOB C MHOXECTBEHHbIMU
MEHWUHrMoMamu nmerot HO-II [13].

WHTpaHeBpanbHas nepuHespuHoMa (MIM)
NpeacTaBnseT coboi Ao6pOoKauYecTBEHHYIO Omy-
XOJib, COCTOSILIY) W3 KJIETOK MEPUHEBPANbHON
AeddepeHuMpOBKM M pasBUBAIOLLYIOCA B HEpBe.
PaHee o6pa3oBaHns C MAEHTUHHOW MOpPGONOrueit
U nokanuzauuert 06o3HaAYaNNCb Kak J0Kann3o-
BaHHbIA runepTpodnyecknii Herlpoubpos, WH-
TpaHeBpasibHas Helpodubpoma, runepTpodurye-
CKMA MHTEpCTMUManbHbIiA HeBpuT [17]. WM, Kak
NpaBuIO, MOPaXaeT KpynHble nepudepnyeckme
HEPBbI Y MOJOABIX JIIOAEN, NOAPOCTKOB W AETEMN,
npeacTaBnsieT Co60M BEPETEHOBUAHOE YTOJLIE-
HWE HepBa, COYETAlOLWEeecs C ABUraTeNbHbIMU U
YyBCTBUTE/IbHBIMU HapyLeHuamu [17].

KpuTepunm NOCTAaHOBKM AMarHo3a Henpo-
dunbpomaToza II Tmna:

o OBGHapy»keHne onyxoneBblX Macc, yaosne-
TBOPSAOWMX ANATHO3 HEBPUMHOMBbI CIYXOBOrO He-
pBa B 060MX BHYTPEHHMX CNYXOBbIX KaHanax npu
nccneaosaHum ¢ noMolbo KT unn MPT;

e HA/IMUME Y POACTBEHHMKOB MEPBON CTe-
MEeHW POACTBA JIBYCTOPOHHEN HEBPWHOMBI CIYXO-
BbIX HEPBOB M OAHOr0 U3 CNEeAyLWUX KpuTepues
y npobaHga: a) OAHOCTOPOHHSAS Onyxonb BO
BHYTPEHHEM C/TYXOBOM KaHase, COOTBETCTBYIO-
LLAs AMArHO3Y HEBPUHOMBI CJTYXOBOrO HepBa npu
nccneaoBaHun ¢ nomollbd KT nnn MPT [11]; 6)
nnekcucopMHas Helpodrbpoma unum aBa us cre-
OYIOWMX  KPUTEPUEB: MEHUHTMOMA, TIUOMa,
HeripocmbpoMa nwboin  nokanuzaumu; nbas
BHyTpUYepenHas Win CNUMHHOMO3roBasi OMyXofb,
oBHapyxuBaemasi ¢ NOMOLLbIO MPT.

[AvarHo3 Heiipodmbpomatos II Tuna aomnxeH
paccMaTpuBaTbCa NpU OBHAPYXXEHWM Yy naumeHTa
OfHOroO M3 ABYX NpuBeAeHHbIX kpuTepues [20].

Jleyenne. Nevenne HO-II Bepetca € yda-
CTUeM cneunanncToB. JleueHne BroYaeT B cebs
perynspHoe HabnogeHue, KacawLLeecs B Nepeyo
ouepeab onyxonen cyxosoro Hepea. ObsazaTesb-
HO perynspHoe obcnepoBaHue Afis paHHEro Bbl-
ABJIGHUA APYrUX OMNyxonen u apyrvx 3abonesa-
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HWi1 rna3. CneayeT ueneHanpaeAeHHO NPOBOAMTb
obcneposaHune cnbcos ansa obecneveHuns addek-
TUBHOrO IeYeHWs1 aHoManuii rnas. Mepeoe npo-
BeaeHne MPT nokasaHo B Bo3pacte 10-12 ner
(Evansetal., 2003r.) [1, 18]. Mo MHEHWIO HEKOTO-
pbIX aBTOPOB, NieveHne 60nbHbIX ¢ HO-II AonXHO
NpoBOANUTCA 6pUraion CNeLMannCcToB, BKIIHOYAL0-
e B cebs HeBpoOsora, Helpoxupypra, oTona-
PUHroNora, OKY/INCTa, paguoxupypra U reHeTuka
[7,15].

OCHOBHbIMM METOAAMU JIEYEHUS| JAHHOW
rpynnbl  NauneHTOB SBASKOTCA XUpypruyeckoe
yAaneHne Oonyxonu W/wiau paavotepanus u/vunu
paauoXupyprusi, xuMuortepanus. B HacToswee
BpeMsi UCMNOMb3YETCA COMETAHME HECKObKUX STUX
METOAOB B 3aBUCUMOCTU OT KJIMHUYECKOro NposiB-
NeHus 3aboneBaHuns, O4HAKO pPonb XUPYPruyecko-
ro Jie4YeHUs SABASETCA Beayllen Ha BCEX CTaAMsX
pa3eutus 6onesuu [7].

SNUHAMMOMBI U TAIMOMbI HU3KOW CTEMEHU
3710KayecTBeHHOCTU npu HO-II BCTpeyaloTcs 3Ha-
UATENLHO pexe W JIOKaNM3YIOTCA npenMyLle-
CTBEHHO B CTBOJIE MO3ra M B BEPXHWX LUEMHBIX
CerMeHTax CrnuHHOro mosra. O3/10KkayecTBieHne
3THX OMNyXONeil NPOUCXOANT PEAKO U B BOMbLUMH-
CTBE C/Iy4aeB CBSI3aHO C MPOBEAEHHON Ny4eBOW
Tepanvei [22].

Mpn ABYCTOPOHHUX HEBPUHOMAX U COXPaH-
HOM CNyxe Ne4YeHue pPEeKOMEHAYeTCS HauMHaTb C
OMYXONN MEHbLUEro pasmepa, Npyu CHUXEHUU Cny-
Xa — CO CTOPOHbI Nydwe chablwawero yxa. Ecnam
nocne MoJIHOrO YAANIEHMS ONYXOSIM CNyX C 3TOW
CTOPOHbI COXPAHAETCA YAOBAETBOPUTENbHBIM, TO
cnepyeT yaansaTb Apyryl onyxonb. Ecnn cnyx
COXPaHWUTb HE YAanocb, B OTHOLLIEHWU OCTAIOLLEN-
CS HEBPWHOMbl PEKOMEHAYETCA BbIXWAATE/IbHAs
TAKTUKA, MPU HApaCTaHMM CUMNTOMATUKKU — 4a-
CTUYHOE yAaneHue onyxonu (B CBA3U C BbICOKMM
PUCKOM pa3sBuTUA rNyxoTsl) [5].

CermeHTapHbiif  HeHpognbpomaros
(H®-V) TecHo cBazaH ¢ HO-I u xapaktepusyeTcs
OLHOCTOPOHHVUMWN WU3MEHEHNAMM (NATHaMK LBETa
«koche ¢ MOJIOKOM» 1 HenpodubpoMamMu), TUMKY-
HeiMK ana HO-I, nuwb B nepeaenax oaHOro uu
HECKOMBbKUX KOXHbIX cerMeHToB. lpeanonaraet-
€1, YTO 3TO CNEeACTBME MyTaUWUiA HAa MOCT3UrOTHOM
CTagmnK, crnocobHoe 3aTPOHYTL JH06GON AEpMaTOM.
BONMBLIMHCTBO CNy4aeB HOCAT  CNOpaUYeEcKuii
XapaKTep, XOTS OTMEYAOTCS M CEMEHbIE Cydan
3aboneBaHuns. [pyrve aHoOManuuM BCTpeYatoTcs
pefKko, TeEM He MeHee, B 00nacTh MOpaKEHHbIX
CEerMeHTOB MOryT BbISIBNATLCA Y3€nKMU Jlnwa wmnam
nceeaoapTpos [1].

CerMeHTapHbIM HelpothubpoMaTo3 pasae-
NISIeTCA Ha YeTblpe MOATUNA, TONbKO OAMH U3 KO-
TOPbIX FEHETUYECKN AETEPMUHUPOBaH. M3MmeHe-
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HUS KOXMW 0BbIYHO NPeACTaBfiEHbl NATHAMK LIBETa
«Kohe C MOJIOKOM», HO, B KOHEYHOM CYETE, BO3-
MOXHO nosiBNieHMe  Helpodubpom. [pyrue
OCNOXHEHUS HeWpodrbpoMaTo3a He BCTPEYaloT-
cs. MporHo3 6naronpusTHoln [1].
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A. Sh. Sakhanova, K. A. Kenzhebayeva, D. V. Babiy, A. K. Beysenova, M. Mukhamed, Zh. K. Bayazitova
NEUROFIBROMATOSIS IN CHILDREN

Department of children diseases N°3 of continuous professional development faculty of Karaganda state medical
university (Karaganda, Kazakhstan)

Neurofibromatosis is the most widespread form of the monogenic inherited pathology and meets in a population
in by frequency from 1:2000 to 1:4000. An origin diseases bind to violations during embryonic development, that is
accompanied by local excrescence of different mesodermal and the ectodermal of elements in skin, peripheral nerves,
central nervous system and other organs. Neurofibromatosis diagnosed on the basis of clinical manifestation. Effective
treatment does not exist. For liquidation of cosmetic defect peripheral tumours or segments of skin can be remote sur-
gically. The disease currency is usually of benign. Prognosis is unfavorable at central forms with the defeat of head or
spinal brain and is considerably worse, than at the peripheral forms of disease.

Keywords: neurofibromatosis, an autosomal dominant disorder, tumor, hereditary diseases, phacomatosis

A. lll. CaxaHoBa, K. A. Kenxebaesa, /. B. babmi, A. K. besicernosa, M. Myxames, XK. K. basgutosa
BATTAJIAPIAFBI HEVIPO®UBPOMATO3

Kapararabl MEM/IEKETTIK MEANLINHA YHUBEDCUTETI Y34IKCI3 KaCion 4amMbiTy Qary/ibTeTiHIH NO3 6ananap aypyiape!
Kageapacs (Kapararabl, KazakcraH)

HelipodmbpoMaTo3 MOHOreHai TyKbiM KyananTblH aypynapablH, iwiHae 1:2000 >xoHe 1:4000 wuinikneH
Kesgeceai. Aypy nanga 6onybl SMOpuoOHanai AaMy KONbIHAAFLI OY3bIbIChI HITUXKECIHAE TEPIHIH, Me30AepManii XoHe
IKTOAEPMaNAi dNeMEHTTEPIHAE, LUETKEPI XYVKENepAe, OpTanblK XyMKe XyWeci XoHe 6acka Aa aF3anapaa >KeprinikTi
eCiHAiHIH, 6onybiMeH cunatTanagbl. HelpodmbpomMaTos AMarHO3bl KIMHUKANLIK KepiHicTepre Herizaenin Konbinaabl.
Hatvkeni eM oK. KOoCMETUKanbiK akayAbl KO YLiH LUETKEPi iCiKk HEMece Tepi CErMeHTTEPI XMPYPrusbIK >XOJMEH
anblHaabl. AypyablH, aFbiMbl KaTepci3. bac MUbIHBIH, JKOHE JKY/bIHHBIH, 3aKbIMAASYbIMEH XKYPETIH OpTanblK Typi aypyablH,
LLIETKEPI TypPiHE KapaFaHAa COHbI HaLlap.

Kinr ce3fep. HepodunbpoMaTos, ayToCOMAbI-A0MUHAHTTLI aypy, iCIKTep, TyKbIM Kyanaylubl aypy, (bakoMaTo3
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