W Capkombl MATKHX TKaHeil W

MEJAHOTUYECKAS HEPODKTOJIEPMAJIbHASI
OITYXOJIb JETEV PAHHETO BO3PACTA
(MEJJAHOTUYECKASI [IPOTOHOMA):

OIIMICAHUE TPEX CJIYYAEB

O.I1. bausuioxos

®I'Y PoccuiicKuii HayYHblii IEHTP peHTreHopaauoiorun PocmenrexHnooruii, r. Mocksa

Karoueevie caosa: MenaHoTHIECKAS HEIPOIKTOEPMAJIBHAS OMYXO0./Ib, MEJIAHOTHYECKASI POTOHOMA, MOP(OJIOTHYECKAS

JHATHOCTUKA, TUCTOr€HE3

MenaHoTHYECKAS HEIHPOIKTOIEPMATILHAS OMYX0JIb (MEJIAHOTHYECKAS IPOTOHOMA) — PeIKasi IMOPHOHAJIbHAS HEIPOIKTOIePMAITb-
Hasl OIYXO0JIb, MOPAKAIOIIAS BEPXHIOI0 YeIIOCTh 1 TKAHH BICOYHO# SIMKM y JieTeil B Bo3pacTe 10 ABYX JieT. Omyxob 001agaer
MeJIeHHbIM MH()WIBTPATHBHBIM POCTOM M B TIOJIOBHHE CJIy4aeB PeIMIMBUPYET MOC/IE YIaJeHHs B Mpeneiax 3I0POBbIX TKAHE.
Mopdooriueckuii IMarH03 MeJJAHOTHIECKOii HEIPO3IKTOIEPMAJILHO# OIyXOJIH TPY/IEH, YTO CBA3AHO CO CJI0XKHOI CTPYKTYPOii OIyX0JIH
Y penKuMHU HaOmoieHusiMu. VIoposiormyecKuii TMarno3 TpedyeT NpuBjieYeHns CieUAIbHBIX METOIOB UCCJIeIOBAHIS — UMMYHO-
Mopdosioruu U MoJIeKY.IsipHOii Ouostornu. {uddepeHnnanbHbIi THArH03 MeJIAHOTHYECKOI HEMPOIKTOIePMAJIBHOI OIMyXO0JIH
MPOBOIAT C Heiipo0JIacTOMOI, MEeJTAHOMOIi, ATbBEOISAPHOI padIOMIOCAPKOMOIi 1 3cTe3NOHEeiipodIacTomMoii. B padore mpu-
BeJIEHO ONMMCAHNH TPeX COOCTBEHHBIX HAOIIOIeHHIT MeTAHOTHIECKOi HelipOIKTOAepMATbHO OIyXOJIN.

Bsenenne

MenaHoTrueckast HepoaKTOoAepMaibHasl OMYXOJib
(MenaHOTHMYECKast TPOrOHOMA) — peaKast SMOPUOHATb-
Hasi OITyXO0JIb BEpXHEN YeJIIOCTU U CBSI3aHHBIX C Hell aHa-
TOMUYECKUX 00pa30BaHMIi, BCTpEUalolIascs y AeTeil B
Bo3pacrte 10 AByX JieT. [IepBoe onurcaHue OIyXoJiu Clie-
JlaHo HemelkuM natojorom E. Krompechers 1918 1. [7].
K 2010 r. onucaHo 378 cayyaeB atoil onmyxosnu. Ha-
HMOOJIBIINI OIBIT B U3YYEHUN MEJIAaHOTUYECKON HEM-
PO3KTOAEPMATbHOM OIYyXOJIY AETEW paHHETO BO3pacTa
UMEIT crieruaauctbl MHCTUTYTa MaToa0Tuu BOOpY-
keHHbIX cun CIHIA (BalmMHITOH) — UMM TIPOBEACH
KIIMHUKO-Mopdoaorndeckuii anaau3 20 HaOIoaeHI
onyxonu [5]. B oTeyecTBeHHO nuTEpaType B pa3HbIe
roJibl OMMCAHO 3 cydyasi MeJTaHOTUYECKON HEMpOoaK-
ToaepMasibHOM omyxonu [1—3]. He uckirodeHo, uTo
OIyXOJIb BCTpEUaeTCs vallle, HO ee Clydyau U3-3a Tpy-
HocTeil MOP(OJTOrnuecKoit TMarHOCTUKYU CKPBITHI MOJ,
MAaCKO# IpYrux HO30JOTUYECKUX (hOPM.

MenaHoTuyeckast HEMpOIKTOAepMaIbHas OIyX0Jib
MMEET MHOTOKOMIIOHEHTHOE cTpoeHue. B ee cTpykType
OJIHOBPEMEHHO TPEACTaBIEHbl HECKOJbKO HaIpaBiie-
HuUii auddepeHIIMPOBKM KJIETOK HEPBHOTO TpedelKa.
Mopdomornuyeckuii 1MarHo3 MeJIaHOTUYECKOM Heli-
POABKTOAEPMATBLHOM OMyXOJIU TPYIEH, YTO CBSI3aHO, C
OJIHOW CTOPOHBI, CO CJIOXHBIM CTPOEHUEM OITYXOJIU, C
JIPYTOI — C €€ peKOCThIO.
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MbI IpUBOAMM OMUCAaHUE TPeX COOCTBEHHBIX Ha-
OJTIOAeHUI MEJTaHOTUYECKOM HelpO3KTOoAepMalbHOMN
OITyXOJIU JETEN paHHETO BO3pacTa.

Marepuanibl 1 METOABI

Buorncuitneiit MaTepuan omyxoian (ciydait 1) ObLI
noiayuyeH B HUM erckoii onkomoruu POHIL PAMH
(wnen-kopp. PAMH npod. B.I. IlonsakoB); maTepualt
OIyXOJIei1, yaaJleHHbIX BO BpeMs oriepaluii (ciryyau 2 1 3)
obu1 mosryueH B HITL MenuumHCKoM HOMOIIN AETSIM C
IOpOKaMU pa3BUTHS T010BbI U Iier K3 . Mocksa (tipod.
T.A. Illapoes). Tkaub omyxosu ¢pukcrposain B 10% pac-
TBOpe (hopMasTvHa 1 3aIMBaIY B Mapa(yuH U TOTOBUIIU Ce-
puliHbIe cpe3bl TOMIMHON 3—4 MKM. Cpe3bl OKpallBaIv
B pacTBOpPE reMaTOKCUJIMHA 1 203WHA U MMKPOGYKCHHA.
ITpu UMMYHOTMCTOXMMUYECKOM MCCJIEIOBAHUU ObUIU
HCITOIb30BaHbI CJIEIYIOIIE MOHOKJIOHAbHBIC AHTUTENA:
K uurokeparuHaM (kioH AE1/AE3), anutennanibHOMY
MeMmOpaHHoMmy aHTureHy EMA (ki1oH E29), BUMeHTURHY
(ksioH V9), necmuny (kj1ioH D33), akTMHaM MbIIIIEYHbIX
kierok (kinioH HHF35), a-akTuHy rnaakyux MbIi (KJIOH
1A4), H-kannecMoHy (kj10H h-CD), muoreHuHy (KJ10H
F5D), CD34 (ximon QBEnd10) («DAKO», lanus); CD57
(xion TBO1), CD68 (knon KP-1), cunantoduznHy
(xsioH SY38), xpomorpaHuHy A (kiioH DAK-A3), CD31
(k10H JC70A), TTONMKIOHAIBLHBIE aHTUTEIA KPOJIMKA
K 6enky S100B. Pabouue pa3BeneHus nepeurcaeHHbIX
aHTUTEJ mogoOpaHbl aMnupudecku. Cucrtema BU3Y-
amuzauuu EnVision™ Kits HRP (DAB+) («DAKO»,
Hanwust). Ucnionib3oBaH OydepHblIit pacTBOP 117151 BHICOKO-
TEeMITepaTypPHOTO OTKPBITHS aHTUTCHHBIX IETePMUHAHT
B KJyleTKax omyxoiu: 10 MM uurpat/NaOH, pH 6,0.
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MenaHnoruueckast H€I7[p03KTOI[epMaJ'[bHaS[ OITyXOJIb JeTen PaHHETO BO3pacTa

Pe3syabraThl M MX 00CyKIeHne
Kimnnyeckue nannbie

Cayuaii 1. bonbHOI — MallbuMK B Bo3pacTe 8 mec,
€IVUHCTBEHHBII peOCHOK B CeMbe OT IepBOii OepeMeH-
HocTH. B Bo3pacTe dyeThIpex Mecs1ieB MaTh OOHapy>KIIa
OITyXO0JIb JIEBOW BUCOUYHON SIMKU pa3zMepaMM 2x2x2 CM.
3aKIIoueHre Mocje TMCTOJIOTMUYEeCKOro MCCaen0oBaHusI
MaTepuaja OMOIICHHU OIyX0Ir — (PMOPO3HAasT IUCTLIA3UST
BHCOYHOIM KOCTH. B Bo3pacTe mecT MecsI1ieB BBITTOTHE -
Ha pe3eKILUsI OITyXOJIM — BO BpeMsI OIlepaliii OOHapyxkKe-
HO, YTO OITyXOJIb BpacTaeT B HAAKOCTHUILY BUCOUHON 1
CKYJIOBOM KOCTell. 3akjIoueHre Mocjie r'MCToI0rnuec-
KOTO0 MCCJIeI0OBaHMSI MaTepuaia OIyX0Ju, YIaJeHHOM BO
BpeMs onepaluu, — (UOpo3Hast AUCILIA3UsT BUCOYHOM
KOCTHM C MaJIMTHU3AllMeil UK, BO3MOXHO, MeTacTas
HelipoOnacTomel. [Tocie onepaiuu — OBICTPBIIA POCT
OCTaTOYHOM OMyX0Jid B BUCOUYHOI siMKe (puc. 1).

Puc. 1. Y3esn MelaHOTHYECKOIi HEHPOIKTOAEPMAIBHOI OIMYXOJIH B
BHCOYHOI SIMKe; MAJIbYUK 8 Mec

I1o maHHBIM PEeHTT€HOBCKOI KOMITBIOTEPHOI TOMOT'-
pacduu: B JIEBOIl BUCOYHON SIMKE — OITYXOJIEBBIN y3el
HEOJIHOPOIHOI TUIOTHOCTHU, C HEUETKUMU IPaHULIAMH,
pasmepamut 8x6x6 cm. OGHapyKeHa JeCTPYKIIUST OITyXO-
JIBbIO JICBOJ JIOOHOI, BACOYHOM,, CKYJIOBOM M KITMHOBUIHOM
KocTeli ¢ iehopMaliveil BHyTpeHHETO U HApy>KHOT'O CJIOST
KOPTUKAJIbHOM IMJIACTUHKM 3THUX KOCTEI U TIepUOCTaIbHbI-
MM pa3pacTaHUSIMU B BUJIE CITUKYJI. OITyxoJib My TooOpa3-
HO OXBATbIBET JIEBYIO BEPXHEUETIOCTHYIO apTepHIO 1 BEHY.
Koxa Han omyxosieBbIM y3710M He u3meHeHa. Oryxosib
CMelIaeT JeBoe ra3Hoe s10J0KO MeIUaIbHO U KHU3Y U
CIaBIMBAET HAPYXXHbII cJyxoBoii poxon (puc. 1). Me-
TACTa3bI OITYXOJIA B PETMOHAPHBIX TUM(PATUUECKUX y3/IaX
Y TOJIOBHOM MO3Te He 0OHapyzkeHbl. C yueToM pa3MepoB
OITYXOJTY 11 00beMa MopakeHUST KOCTEM JTULIEBOTO CKeJleTa
Y MarucTpajbHbIX COCYI0B peOCHOK MpU3HAH Heollepa-
oenpHBIM. Kypcenwl nydeBoit Tepanun COJI, 36 Ip,— 6e3
KHm4eckoro addekra. CMepTh pedeHKa HACTYIIIA B
Bo3pacTe | rona oT TpoM003a CHHYCOB TBEp/10ii MO3rOBOI
000JI0YKH Y KPOBOUBJIUSIHUSI B TOJIOBHOI MO3L

Cayuaii 2. BobHOI — MaTBIMK B Bo3pacTe 1 rom 5 mec,
€IUHCTBEHHBI peOeHOK B CEMbe OT IIEPBOM Oepe-
MeHHocTu. B Bo3pacTe 5 Mec oOHapyXeHa OIlyXOJib
MOATIa3HUYHON 0071aCTH; MEMJCHHBIN POCT OIMyXOJIu
B TeUeHHUe roja. 3akaodeHne Mo JaHHbBIM PEHTIeHOB-
CKOUl KoMMblOTepHOIi ToMorpacduu — bubposHas
JIUCTUIa3Usl UM TUTaHTOKJIETOUHASI OMYXO0Jb BEpXHE
YeJI0CTU. 3aKI0YeHUe Mocae TUCTOJOTUYECKOTO
HUcclieoBaHusSl — B MaTepualie ouorncuu (pudposHast
TKaHb. [1o JaHHBIM PEHTIeHOBCKOM KOMITbIOTEPHOM
ToMorpauu: B Tejle BEpXHEN YETI0CTU OOHAPYXKEH
OTIYXOJICBBI y3€JI ¢ HeYeTKMMU TPaHUIIaMU, pa3MepaMu
4x4x2 cM, pa3pylIaloInil KOPTUKAJIbHBIN CJIOM KOCTH.
OryxoJb pa3pyIiaeT HIKHIOIO CTEHKY TTa3HMITBI U pac-
MPOCTPAHSIETCS B KJIBIKOBYIO SIMKY (puC. 2). BoimosiHeHa
pesexius BepxHeit yentoctu. [lepron HabmoaeHNS 3a
pebeHKoM 0e3 peluanBa eCTb MECSIIEB.

Puc. 2. BepxHss yemocTh (PACIKI B CATTUTAJIbHO# INIOCKOCTH HA
ypoBHe 1 MoJ151pa) ¢ y3/10M MeJIAHOTHYECKOii HEliPOIKTOAEPMAIBHOI
omyxoJm; MaJibuuK 1,5 roma

Cayuaii 3. bonbHOII — MabYMK B Bo3pacTe 4 mec,
BTOpOIi peOEHOK B CEMbE OT TPeTheil OEPeMEHHOCTH.
bonen ¢ poxneHusi. B HeOHOM OTpOCTKe BepxHeli ue-
JTIOCTH OITyXOJIEeBBIN y3el 4x4x2 cMm (puc. 3). [uctomo-
TUYeCcKoe UCCIeIOBAaHNE OITyX0IM He TTPOM3BOAMIOCH.
BrITtoHeHa pe3eKIns TBEpAOoro Heba ¢ OIMyXoJblo B
Mpezaeax 3MopoBLIX TKaHeil. [lepron HabIOMeHUS 3a
pedeHKoM 0e3 peLuanBa — 4 Mec.

Tucronoruyeckoe u ummyHomopdoJiornueckoe
HCCJeI0BAHUE OMyX0JIei

IIpu rucTosornyeckomM McciieJOBaHUM BBISIBICHO,
YTO BCE TPU OIYXOJIM UMEIOT UIAEHTUUYHOE CTPOCHUE.
TkaHb onyxoJieit MocTpoeHa U3 MeJJaHMH-COAePXKaIlnX
SMNUTENNATBHBIX KJIIETOK, HelipoOsacToB u ¢hpubpobdiiac-
TOB, (hopMUpPYIOIINX (PUOPO3HYIO CTPOMY OIIYXOJIH.

DnureananbHble KJICTKU UMEIOT 203MHO(PUIBHYIO
WJIY CBETIIYIO (ONTUYECKHU «ITYCTYIO» ) LIMTOILIA3MY, COZIEP-
KaIllylo TpaHy/Ibl MeJJaHMHA 1 OBAJIbHBIE TMIIOXPOMHbBIE
s7pa ¢ MEJIKUMMU SIIPBIIITKAMU. DIUTEMaTIbHbIe KIETKU
BBICTUJIAIOT aIbBEOJIbI U 1LIEJIU, PACIIONOKEHHbIE CpeIn
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Puc. 3. HeOnblii 0TPOCTOK BepxHeii 4emocT (Pacui B CArrHTab-
HO¥i IJIOCKOCTH) € Y3J10M MEJIAHOTHYECKO# HElPOIKTOIepMATbHOM
OIYX0JIH; MAJIBYHK 4 MeC

Puc. 4. Menanornyeckasi HelipoO3KTOAEPMATbLHAS OMYX0JIb.
OxkpammBaHue TeMaTOKCWIMHOM U 203uHOM x400. AnbBeona,
BBICTJIAHHASl MEJaHUH-COAEPXKAIIUMU SMUTETUATbHBIMU
KJIETKaM¥, B TIPOCBETE aJIbBEOJIbl — CKOTIJICHUSI HEHPoO1acToB

(GuOpo3HOIi cTpoMEI ortyXxojiu (puc. 4), pexe — popmu-
PYIOT COJIMIIHBIE TIacThl (puc. 5). B anutennanbHbIX
KJIeTKax oOHapyXeHa dKCIpeccus LIMToKepaTuHa 7,
BUMMEHTHHA 1 aHTUTEHOB MeJIaHOLIMTapHOU nuddepeH-
uupoBku — HMB-45, Melan-A (MART-1), MITF-1
1 TUpO3UHa3bl (puc. 6). Mopdonorus MeJaHUH-CO-
JiepXKalluX 3MUTETUATbHBIX KJIETOK MEJIaHOTUYECKOM
HENHPORKTONEPMAIbHOM OMyX0J1 0J1M3Ka K CTPYKType
MUTMEHTHOTO HEMPOSMUTEHS CETUATKU IJ1a3a SMOpU-
oHa. [To aToi MpUUYMHE NCTOPUYECKOE Ha3BaHUE MeJla-
HOTUYECKON HEMPOIKTOAECPMATIbHOM OIIyXOJIU JIeTEN
PaHHEro BO3pacTa — «OIMyXO0Jb 3a4aTKa CEeTYaTKU».

B npocBeTe ajibBeoJ1 U 111eJieil, KOTOpbIE BHICTIaHbI
MeJIJaHUH-COJIEPXKAILIMMU SIUTEINAIbHBIMU KJIETKAMU,
HaxoIsTCs CKOIUIeHUST HelipobiacToB (puc. 7). Heii-
pO0JIaCThI OTJIMYAIOTCS I10 CTeTNeHU TP hepeHIUPOBKMU.
Bogblias yacth Helipo01acTOB — 3peJible KJIIETKU C 01~
MOJISIPHBIMU Y YHUTTOJISIPHBIMU OTPOCTKaMU. MeHbIast
4acTh — 3TO HeauddepeHIMPpOBaHHbIE HEHPOOIACTHI,
UMeIole MeJKUEe TUMIEPXPOMHBIE («CUHME») siipa ¢
BBICOKOW MUTOTUYECKOW 1 alTONTOTUYECKON aKTUBHOC-

Puc. 5. MenanoTuyeckasi HeiipO3KTOAEPMAJIbHAS ONMYXO0JIb.
OkpaiiyBaHue TeMaTOKCUJIMHOM U 303uHOM x400. [Tnact us
SMUTETUATBHBIX KJIETOK CO CBETJION LIUTOIIA3MOM

2N : . -

Puc. 6. MenanoTnyeckasi HeiipOIKTOAEPMATBHAS OMYXOJIb.
DKcnpeccus AMUTeIMaIbHbIMU KiieTkamu HMB-45, yacTb 3pe-
JIBIX HEMPOOIACTOB B IPOCBETE AJTbBEOJTbI TAKXKE IKCIIPECCUPYIOT
HMB-45. x400

Thl0. YacTb siaep HenudbepeHIMPOBaHHBIX HEHpoodIac-
TOB «pa3naBjieHa», IUTOIIa3Ma U OTPOCTKU STUX KJIETOK
He pa3InuuMbl (puc. 7, BepX pucyHKa). OTpOoCTKU Heli-
pobJiacToB (POPMUPYIOT TOHKOBOJOKHUCTBI MAaTPUKC
OITyXOJIM — HEWPOMUJIb (pUC. 7, HU3 PUCYHKA).

Heiipo6aacTbl aKCIpeccUupyoT aHTUTEHbI, BCTpe-
qalolurecs B KJIeTKaX HEMpOIKTOAEPMaIbHOTO TIPO-
WCXOXICHUSI, — HeHPOH-CcTIeM(PUIEeCcKyl0 3HOJAa3y,
oenku HelipoduiamenroB, CD57, cuHanTopu3nH U
XpomorpaHuH A (puc. 8). BaxkHO OTMETUTD, UTO YacCTh
IuddepeHIMPOBAHHBIX (3pesibiX) HeilpoOacToOB
9KCMPecCUpyeT aHTUTEHbI MeTaHoLUTapHol audde-
penuypoBku — HMB-45, MITF-1, Tupo3uHas3sy, HO He
Melan-A (MART-1).

B onyxo/iv mpuCyTCTBYET TPETHIA TUTT KJIETOK, KOTO-
PblIii MO0 CBOMM MOP(OJIOTUYECKUM CBOMCTBAM OT/IMYA-
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Puc. 7. Meaanotuyeckas Heiipo3KTOIepPMAJIbHAS ONMYXO0JIb.
OkpalmBaHue TeMaTOKCWIMHOM 1 303uHOM x400. Hemudde-
pEeHIIMpOBaHHbBIC (BepX PUCYHKA) U 3pejible HeIpoOIacThl (HU3
pUCYHKa) B IIPOCBETE aJIbBEOJIbI

Puc. 8. Menanornyeckasi Heiipo3KToiepMaJbHAS OMYXO0JIb HOBO-
POKIEHHBIX.
DKcnpeccus HelipobiacTaMK OIyX0JIu XxpoMorpaHuHa A. x400

€TCsI OT MeJJaHUH-COMEPKAIIUX SMTUTETUATbHBIX KJIIETOK
M HeHpo0J1acTOB, — 3TO HU3KOIU( G epeHIMPOBAaHHBII
HelipoanuTenuii (puc. 9). Knerku Heiiposnurtenus
HEMHOTOYMCICHHBI, OHA UMEIOT TTOJUTOHAIbHYIO
dbopmy, Ux pazmMep MeHbIIIEe, YeM Y MeJJaHWH-COmep-
JKAIIWAX SITUTEINATBHBIX KJIETOK. Y3KUIA IMTOSICOK 2031~
HO(GMIBHOM IIUTOIUIA3MBI OKPYKaeT OBAIBHOE SAPO C
MEJIKOIUCIIEPCHBIM XpOMaTUHOM. OOBIYHO 2—3 KJIETKH
Hu3koanGGepeHLIMPOBAHHOIO HEMPOSIUTEINS JIeKaT
BHYTPHU «OCTPOBKa» U3 Helipob1acToB (puc. 9).
MenaHuH-coaepxKalue SMuTearaabHble KISTKU 1
«OCTPOBKU» HEHPOOIACTOB OKPYKEHbBI KOJLJIAr€HOBBIM
MaTPUKCOM, KOTOPBI MpoayuupyoT ¢dpudpodiaacTbl
u Muodudbpobaactel (puc. 4, 5, 7). B onyxonu mano
KPOBEHOCHBIX 1 IMMaTnudecKux cocymoB. [Ipr3Haku

Puc. 9. Menanornyeckasi HelipOIKTOAEPMATLHAS OMYX0JIb.
OkpamuBaHUe TeMaTOKCUIMHOM U 303uHOM x400. Kietku
HU3KOAUGGEPEeHIMPOBAHHOTO HEMPOIMUTENUS B LIEHTPE
OCTPOBKa U3 HelipobacToB

AHTHOMUMMATUIECKON 1 TIepUHEeBPAIbHON WHBA3WU
oTcyTCTBYIOT. COOCTBEHHAsI KaricyJia ormyxoju He cop-
MHpOBaHa — OITyXOJIb MH(MUIBTPUPYET W pa3pyliaeT
MPUIEXAIIYIO KOCTb WJIM MBIIIEYHYIO TKAHb.

TakuMm obpazom, Bce Tpu omyxoiu (ciaydau 1—3)
MOTYT OBITh KJIaCCU(UIIUPOBAHBI KAaK MEJaHOTUYEC-
KHe HEeMpO3KTOoJAepMabHbIC OMYXOJU AeTell paHHEro
BO3pacTa, WJih MeJIaAHOTUYECKUE TPOrOHOMBI.

Okcneptsl BO3 paccmarpuBaioT MeJaHOTHYEC-
KYI0 HEMpPOIKTOIEPMATBHYIO OIMYXOJIb IeTell paHHETO
BO3pacTa Kak OIyX0JIb ¢ TIPOMEXKYTOYHBIM (Heompee-
JIEHHBIM) TIOTEHIIMAJIOM 3JI0KadecTBeHHOCTH. [locie
WCCEYEeHUS B TIpeiesiaX HEM3MEeHEHHBIX TKaHe perymm-
Bupytot 45—60% omyxoJeii [5, 8]. MeracTasbl OIyXxoJiu
B IMM(ATUUYECKHE Y3IIbI IIIEW 1 TOJIOBHOM MO3T OTTUCAHbI
TOJIbKO B 6,6% citydaes [8]. [IpeackasaTh KIMHUUECKOE
Te4YeHUE OMYXO0JIM Ha OCHOBE JAHHBIX TUCTOJIOTMYECKOTO
HCCJEeIOBAaHNSI HEBO3MOXHO.

B 70% cay4aeB onyxoJieBblii y3eJ paciiosaraetcs
B BEpPXHEI YeJI0CTU, C YeM CBSI3aHO €llle OJHO UC-
TOPUYECKOE Ha3BaHUE OIMYyXOJU — MeJlaHOTUYecKast
amesno0nactoma [5, 8]. Pexke mopakaroTcsl BUCOUHAs
KkocTh (10%), ckynoBast KocTh (10%) M HUKHSIS 4ETIOCTh
(10%). Onucanbl eIMHUYHBIE CTy9ar MEJTAHOTUYECKOM
HEPOIKTOIE PMATBHOM OITyXOJIH C JIOKaT3aliei y3ia
B IIpUIATKe SIMYKa, 000JI0UKAX TOJIOBHOIO MO3ra, Oe-
PEHHOI KOCTH, KOXeE TIjIeda 1 cpeaocTeHuu |3, 8].

KnnHunueckoe TeyeHHWe, MPOTHO3 U METOMbI KOM-
OMHUPOBAHHOTO JICYEHUSI MEJIaHOTUYECKON Helpo-
BKTOJEepPMaIbHOM OIyXOJU ACTei paHHEeTro BO3pacTa
KaK OIyXOJI C HeolpeAeJeHHBIM MOTEHLIMAIOM 3J10-
KayeCTBEHHOCTU UMEIOT CBOU 0coOeHHOCTU. [10 aToii
MpUYMHE MTpaBUIbHAs MOp(oJIOrMuecKasi ITMarHoCTHKa
MEJIAHOTHYECKOM IMPOTOHOMBI SIBJISIETCST KITIOUEBBIM
3TAITOM KIIMHUYIECKOTO 00CIIeIOBaHUS OOJIBHOTO.

TpymHocTt MOP@OIOTHYECKON TUATHOCTUKYU Me-
JTAHOTUYECKOM IMPOTOHOMBI CBS3aHBI C MHOTOKOMITO-

CapKOMBI KOCTei, MIATKUX TKaHel 1 oImyxoJu Koxku No 3—2010

47



CapKoMBbI MITKUX TKaHei

HEHTHOM CTPYKTYPOIi OITyXO0JI1, KOTOpas IIpeacTaBicHa
y4acTKaMM 3MUTEIUATbHOTO, KPYIJIOKJIETOYHOTO 1 BE-
PETeHOKJIETOYHOIO CTpoeHuUs1. I1pr 3TOM B OrpaHUYEH -
HOM MaTepualie UTOJIbHOI OMOIICUHU OITyXOJIb BIIOJHE
MOXET OBbITh IPeICTaB/IeHa KAKUM-IM00 OJTHUM KOMIIO-
HeHToM. Halll onbIT CBUAETEIBCTBYET, UTO PACTIO3HATH
MeJIaHOTUYECKY0 HEIPOIKTOIEPMaTbHYIO OITYXOJIb IPHU
HCCIeIOBAaHUM OTpaHWYEHHOro MaTepuasa 3KCIU3U-
OHHOI OMOICUY HEBO3MOXHO — HEOOXOAUMO HCClIe-
JIOBaHME OOJIBIIIOTO KOJIMYECTBA MaTepualia OmyxoJu,
MOJIy4EHHOTO BO BpeMsi orepaiiuu. JluddepeHunaib-
HBIN AXArHO3 MEJTAHOTUYECKOM HEMPOIKTOIEPMATIbHOMN
OITYXOJIX IIPOBOIST ¢ HEMPOOIACTOMOM, MEJIaHOMOIA,
pabaIoMIOCapPKOMOM M 3CTE3MOHEIPO0IaCTOMOIA.

CrnoxHast MOp(dOJIOrust METaHOTUYECKOM HEMPOIK-
TONEPMATILHOW OITyXOJIU OTIPEIEIISIETCS €€ TUCTOTEHEZOM.
D10 KJaccuyeckasi SMOpUOHAIIbHAS OITyX0Jib, KOTOpast
MPOMCXOAUT U3 KJIETOK HepBHOTIO Ipedeika [4].

Heitpoanutenuit HepBHOTo rpedelka MmojJunoTeH-
TeH. B oHTOreHese KJIeTKM HepBHOIO Trpedelika JatoT
Hayvajio HelipoOjiactaM (13 KOTOpbIX AuddepeHIupy-
I0TCSI TJIMSI U HEMPOHBI BEreTaTUBHOM HEPBHOM CHUCTe-
MBbI), CUMITaTOOJIaCTaM MO3TOBOIO CJIOSI HAAIIOUYEUHM -
KOB, MeJIaHOOJIacTaM KOXM, IIIBAHHOBCKMM KJIETKaM
nepudepruIeCKUX HEPBOB, HEMPOIMUTEINIO Ay TUHHOMN
000JI0YKM MO3Ta 1 KpaHUAJIbHON «3KTOME3EHXUME», U3
KOTOPOI YaCTUIHO (POPMUPYIOTCS MSITKME TKAHU U CKEJIET
rojioBbl. OryxoseBasi TpaHCchOpMaLKs KIETOK HEPBHOTO
rpedemka MpUBOIUT K (POPMHUPOBAHUIO MHOTOKOMITO-
HEHTHOM 3MOPHOHAILHON OMyX0JIM — MeIaHOTUYECKOMN
HelpO3KTOAepMATbHOM OMyXO0JIv JETei paHHETO BO3pacTa.
Takum 00pazoM, KOMITIOHEHTbI MEJIAHOTUYECKOM HEepo-
9KTOEPMAaIbHON OIMyX0JIM HOBOPOXK/IEHHBIX — MeJIaHO0-
JIacThl, HeMpoOaacThl U HU3KOAU(pdepeHLIMPOBaHHbII
HEMPOSMUTEINIA — SIBJISTIOTCS OITYXOJIEBEIMM aHAJIOTaMU
Ppa3HbIX HampaBieHn 1ugGepeHINPOBKI KIETOK He-
pBHOTO Irpedemka [4].

MonekyasspHO-TeHETUYECK1E UCCIEeIOBaHUS OITy-
XOJIU HE OOHApYXWUJM B €€ KJIeTKax creln(pUuIecKux
rnepecTpoek reHoMma. B kjeTkax MenaHOTUYECKOU
HEeMpO3KTOJEepMalbHON OMYyXOJU HE OOHapyxkKeHa
TpaHcaokanus t(11; 22), yTo MCKITIOYAET ee TTPUHAIeK-
HOCTb K CEMEUCTBY MPUMUTUBHON MepudepruyecKoi
HeliposkTonepManbHoii onyxonu (PNET) u capkoMbl
IOunTa [6]. MenaHoTndeckast HepOsKTOAepMalTbHAs
OITyXOJIb IETEM pAHHETO BO3PACTa pACCMATPUBAETCSI KaK
caMoOCTOsITe/IbHAs Ho3oJiornueckasi (hopMa B Ipyrine
MPUMUTUBHBIX HEUPOIKTOAEPMATbHBIX OITYyXOJIEH.
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MELANOTIC NEUROECTODERMAL TUMOR OF INFANCY
(MELANOTIC PROGONOMA): DESCRIPTION OF 3 PATIENTS

Bliznyukov O.P.
Center for Rhoentgenoradiology, Moscow, Russia

Key words: melanotic neuroectodermal tumor of infancy, melanotic progonoma, histopathology

A 4 and 8 month old boys and 1,5 year boy presented with a 6 week history of a skull mass of the anterior fontanelle. The mass
was excised, and the histopathologic features were diagnostic for melanotic neuroectodermal tumor of infancy. The tumors
consisted of a biphasic cell population in a fibrous stroma. The small, darkly staining cells comprising the first population
stained positively for NSE, chromogranin and synaptophysin, showing them to be neuroblasts, and the large epithelioid cells
comprising the second cell population stained positively with the antibodies CK7, HMB 45, Melan A and TTF 1, showing
them to be melanocytes. Ultrastructural examination confirmed the biphasic nature of the tumor cells, with secretory gran-
ules and neurofilaments in the neuroblastic population, and melanosomes in the epithelioid population. It is the identification
of the epithelioid cells in the smears which differentiates this tumor from other round cell tumors of infancy and helps in the
correct diagnosis. These results add to the evidence supporting the neural crest origin of melanotic neuroectodermal tumor
of infancy and confirm its formation from two distinct cell lines.
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