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9PENNUIBI

Knunuyeckue npossnexus

dhennabl (BECHYLLIKN) — 4acTO BCTPEYaKLLMECH, 04-
HOTUNHO MUrMEHTUPOBAHHbLIE MHOXECTBEHHbIE MATHLILIKM
(AnameTpom 1-5 MM), pacnonoXeHHble FMaBHbIM 06PA30M
BbIlUe MOACHULUbI. ITW NATHLIWKA HaMbonee MHOrO4MC-
NeHHbl Ha yyacTkax Tena, noJBeprarLyuxcs BO3AEHCTENI
COMHUA (ML, NNeYn, BEPXHAS YacTb CNUHbI). B xonogHoe
BPEMS rofa OHW 006bI4HO 6NEKHYT U YMeHbLLawTes. Jdenu-
Abl NOABNAKOTCA B 4ETCTBE W 4ACTUYHO MCYE3AOT C BO3paC-
TOM. /X Hanu4me TeCHO CBA3AHO C 0COGEHHOCTAMM MUTMEH-
Taluu OpraHnu3ma, TakuMun Kak CBETNas Koxa w/uni pbhxue
BOJIOCHI. Y UL C TEMHON KOXel 3chenuabl BCTPEYarTCs
KpaitHe pefko. ddennabl MOryT HacneaoBaTbCs Kak ayTo-
COMHO-[JOMUHAHTHbIN NPU3HAK, NepefaBasch U3 NOKONEHUs
B MOKONeHWe. BbiCOKas CTeneHb BECHYLUYATOCT MOXET
CBWAETENbCTBOBATL O MOBbILUEHHOW CKMIOHHOCTW K pa3Bu-
TUI0 MENaHoMbl. B 0TaM4mMe 0T CONHEYHOro NeHTUro adhenu-
Qibl HE CTOMb CUNLHO CBA3aHbI C Bo3pacTom [1-4]. Habnto-
[AeTCA CUMbHAsA CBA3b MEXAY BapuaHTamu reHa, KoaupyHo-
Lwero peuentop menadokoptuHa 1 (MCR1R), n acpenupamu
B [IETCTBE. ITO N03BONAET cynTaTh MCRT OCHOBHbLIM reHOM,
OTBETCTBEHHbIM 3a pa3BuUTue achennaos [5].

mcTonatonorus

CtpykTypa anupepmuca He u3MeHeHa. baszanbHble
KNeTKN B NOPaXKEHHbIX y4acTKax B 60NbLUEH CTENEHU Nur-
MEHTUPOBaHbl MENAHWHOM MO CPABHEHWIO C OKPYXKatoLLe
KOXei. XapakTepHa YeTkas rpaHuLa Mexay u3MeHeHHbIMU
1 HOpManbHbIMKM y4acTkamu. CopepxkaHne MenaHouuToB
B anugepmuce 06bl4HOE, MHOTAA YMEHbLUEHHOE, OHAKO
MENaHoCoMbl B 9TWUX K/eTKax KpynmHee N0 CpaBHEHUIO C
OKPYXaloLWNUMK y4acTkamn W MHOrAA MWUKPOCKOMUYECKM
OHW WMEKT BWL TEMHbIX KPYMHbIX WHTpauuUTOnna3ma-
TUYECKUX rpaHyn (MakpomenaHocomsbl). [lpugaTkoBble
CTPYKTYPbI KOXW He U3MeHeHbI. pu 3n1eKTPOHHON MUKPO-
CKOMUW B MenaHoumMTax onpeaenstoTcs KpynHsle cdepu-
Yeckie 3epHUCTbIe MENaHOCOMbI B OTAWYWE OT MONOCO-
BUAHbIX 3NINNCOUAHBIX (hOPM B HOPManbHOR Koxe [3, 6,
7] (PHC. 1.1).

NuthdhepeHunanbHblii QUarHos

Knuuuyeckuin  gucbdoepeHumansHblii - auarHos  ade-
NNA0B BKNIOYAET NPOCTOE NIEHTUrO W NATHA «KOghe ¢ Mo-
noKom». [lnarHo3 nATeH «koe ¢ MONOKOM» OCHOBaH Ha
06HapYXXeHU rMraHTCKUX MenaHocom W HebonbLIOM yBe-
NINYEHUN KONMYECTBA MeNaHouMUToB. [pu NpocToM NEHTUIrO
(noapo6HOEe onucaHue CM. HKe) HABNIOAAOTCS YATNHEH-
Hble anuaepmanbHble rpebHNU ¢ runepnurmeHTauuen Ga-
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1. JEHTUT'MHO3

32n5HLIX KEPATMHOUMTOB (HEKOTOPbIE aBTOPbI TAKXKe roBo-
DRT 0 HEBONbLUOM YBENNYEHUN KONMYECTBA MENAHOLUTOR)
(cw. PHC. 1.1).

ITPOCTOE JIEHTHUI'O

Knunuyeckue npossnexus

[pocToe NeHTUro — BecbMa PacnpocTpaHeHHoe A0-
OpOKa4yeCcTBEHHOE MUrMEHTHOe 06pa3oBaHuMe, KOTOPOE
BCTPEYaeTca Ha 60 HacTu Tena npevmmyLLeCTBEHHO
Yy MONOAbIX NUL, XOTA MOXET BO3HWKATb B NOOOM BO3-
pacte. O6bI4HO MOSBASETCA B NEPBbIE TOAbl XWU3HU W
KaK Mpasunio, He CBA3AHO C BO3JEWCTBMEM COMHEYHbIX
nyyeit. Knuuuyeckn ato Hemanbnupyemble, OTHOCUTEMb-
HO CUMMETPUYHbIE OJHOPOAHbLIE FTOMOTEHHbIE MATHbILIKKE
OT CBET/I0-KOPUYHEBOr0 [0 4epHOro LiBeTa Ha TyNOBULLE.
KOHEYHOCTAX, HAPYXKHbIX MONOBLIX OPraHax U Cru3nucThbix
o6onoykax. Pasmep ux, Kak npasBuno, MeHee 5 MM; Ha
HEKOTOPbIX y4acTKax Tena (Takux, Kak NnafjoHu, MofoL-
Bbl, HapYXHbI€ MO0BbIE OPraHbl, CIU3UCTbIE 060N04KM)
OHW MOTYT 6bITb KpynHee. ACUMMETPUS UNU HEPOBHOCTE
KOHTYpPOB NPOCTOMY JNEHTUrO HECBOWCTBEHHbI. [TpocToe
NIEHTUrO MOXET BCTPEYaTbCA B BUAE KaK OAMHOYHOrO, Tak
1 MHOXECTBEHHbIX 06pa3oBaHui. [peanonaraercs, 4To
NPOCTOE JIEHTUr0 MOXET 3BOJIOLMOHUPOBATL B NEHTUIU-
HO3HBIA/NOrPaHNYHbIA (OHKLMOHANbHbIA) MenaHouuTap-
HbI HEBYC, KOTAA MENaHOLMTbI Ha4NHAKT Nponudepupo-
BaTb W CKannuBatbCs B BWUAE MENKUX MHE3[ Ha rpaHule
anuaepmuca u aepmbl. C Apyron CTopoHbl, NPOCTOE NeH-
TUrO MOXHO YETKO OTAINYUTL OT MENaHOLMTapHOro HeByca
W CONHEYHOrO NIEHTUrO MO OTCYTCTBMIO MyTauui B reHax
BRAF, FGFR3 v PIK3CA. 3tn pe3ynbTaTbl N03BONSIOT Ay-
MaTb 0 TOM, YTO MPOCTOE NIEHTUr0 UMEET ONpeAeNneHHYIo,
X0TA NOKA U HEU3BECTHY, FEHETUYECKYD OCHOBY, KOTO-
pasi Heob693aTeNbHO UCKNYAET NpegnonaraeMyl nocne-
A0BATENbHOCTb NEHTUr0—HeByC [8].

B HEKOTOPbIX CUTYaUNSIX MHOXXECTBEHHbIE NIEHTUTO CBS-
3aHbl C PEAKUMMW TEHETUYeCKUMN HapyweHuamu. K Tako-
BbIM OTHOCATCA CUHAPOM LEOPARD (neHTUruHO3, M3MeHe-
HWa Ha AKT, rnasHoi runepTenopuam, CTEHO3 NeroYHom ap-
TEepun, aHoManuu HapyXHbIX NONOBbIX OPraHoB, 3afepxkKa
pocTa u rnyxora), komnnekc KapHu (neHTUrnHO3, Mukcoma
npeacepansa, MUKCOMA KOXW 1 CITU3UCTbIX 060/104€eK, HeBY-
Cbl), cuHapom lMentua—Erepca (NEHTUrMHO3 NONOCTH pTa
1 nepuopanbHoit 06n1acTn, MHOXECTBEeHHbIe nonunbl XKKT,
BUCLIepanbHbIe 0Myxomu), MUrMeHTHas Kcepogepma (neH-
TUTWHO3 Ha OTKPBITbIX Y4acTKaxX Tena U MHOXECTBEHHbIN
paK Koxu), cuHapom KpoHkxaiiTa—KaHaabl (NeHTUruHo3
CNU3NCTON 060M104KN LLEK, HA NNLE, NaA0HAX W NMOAOLLBAX,
anoneuus, [UcTpodua HOrTei, NOANMbI KULLIEYHNKA).



3cbennabl. 06paTUTe BHUMAHME HA NUTMEHTUPOBAHHbIE Ga3anbHbIe KEPATUHOLMTb! M YMEHbLUEHHOE KONMYECTBO MENaHoLy-
uce (a). Mpw 60NbLIOM YBENUYEHUM ONPESENSIOTCS MeNaHOUNTbI C PeAKUMI MenaHocomamu (b). 06paTiuTe BHUMaHWE Ha
MenaHouunTos (c)
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TID# NDOCTOM NEHTUIO ONPeaenseTcs He60MbLUAas BbITA-
HYTOCTS 3nuAepmanbHbIX rpebHelt ¢ BapuabenbHoil runep-
NUrMeHTaumnen 6asanbHblX KNeToK. 3TU YANUHEeHHble rpe6-
HW NGO UCTOHYEHbI, NGO UMEIOT BYNaBOBUAHYIO ChOPMY.
HekoTopble aBTOPbI NPU3HAKT BO3MOXHOCTL YBEMUYEHUS
B 6as3anbHoM Cnoe KONMM4ecTBa eAUHUYHbLIX MEenaHoLuToB
0e3 KNeTo4HON aTunuu. B HEKOTOPLIX Cy4asx onpeaensioT-
CA MTUTaHTCKME MEenaHoCOMbI, Kak npu NeHTUruHose. B co-
COYKOBOM CIi0e AepMmbl HepeaKko Habnoaaetcs hubpos, Ho
B OT/IUYME OT AUCNNA3NUN KOHLEHTPUYECKas 1 MNacThHYa-
Tas (hmbponnasus BCTPe4aeTcs peako. B cOCOYKOBOM croe
JepMbl BO3MOXHA He6onblas numdorncTuouuTapHas
WHUILTPALMS C eANHUYHBIMU MenaHoharamMmu. bonbLLNH-
CTBO MPOCTbIX NMEHTUrO CTabUNbHO, OJHAKO B HEKOTOPbIX
Pa3BUBAIOTCA MOrpaHNYHble THE3Aa, a MeNaHoOLNTbI «Cry-
CKatoTCsi» B COCOYKOBBIA CNOI AepMbl. Takum 06pasom,
BO3MOXXHO COCYLLECTBOBAHWE NEHTUIO U NOrpaHNYHOro He-
ByCa, YTO MOXHO 0603HAYUTb KaK NEHTUINHO3HbIA Nnorpa-
HUYHBIA HeByC («lOHTUr0») [9-11]. Y4uTbiBas CTONb ABHYIO
CNOCOBHOCTL K MPOrpeccupoBaHuio, HEKOTOPbIE aBTOPbI
TDAKTYIOT MPOCTOE NIEHTUIO Kak 3MOPUOHanbHLIA norpa-
HIHHBIN MENAHOUMTaPHBIN HEBYC, NPW 3TOM [I0NYCKAtOT, 4YTO
TaKoe aenexve nponssonbHo (PHC. 1.2).

Anddepesunanshblii AUarios

buonTarsl NPOCTOr0 NEHTUr0 4acTo GepyT C Lenbio
MCKNH0YEHNA MenaHsomsl in situ, 0c06eHHO ecni 06paso-
BaHWE PacnonoXeHo Ha rosose UK Lee NOXMIoro Yeno-
Beka. B 60nbLUMHCTBE CNy4aeB aToT AudichepeHumManbHbIi
AMarHo3 He npeAcTasnser cnoxHoctn. OpHako uHorga
Nnpy NPOCTOM NIEHTUrO B 6a3aNbHOM CNOe W BbIle Omnpe-
AeNsTCA WU30NUPOBAHHbIE MenaHouuTbl. Takas KapTuHa
BCTPe4aeTcs peako, HO ecnu obpasel He6ONbLLLIOro pasme-
pa u B HeM HEBO3MOXHO MOSTHOLEHHO OLEHUTb CTPYKTYPY
00pa30BaHus, OTAUYUTL MPOCTOE NEHTUrO OT MenaHoMbl
in situ npo6nematuyHo. B npocTomM neHTMro, pacnono-
KEHHOM B cneunctmyeckux yactkax (06nactb nynka, no-
I0Bbl@ OpraHbl, NOAMbILLEYHbIE BMAAMHbI), TAKXE MOXET
HabnloAaTbCH HepaBHOMEPHOE pacnpefieneHne nMUrMeHTa.
[ins TOro 4T06bI OTAUYUTL NPOCTOE NEHTUr0 OT MenaHo-
Mbl, BOXHO TLUATENIbHO AHANM3UPOBaTh LUTONOrMYECKUE
XapaKTepUCTUKN KNEeToK, MOCKONbKY MeNaHoUuTbl B AaH-
HOW CUTYaUUu He OTANYAIOTCS OT TeX, KOTOPbIe HAXOAATCS
B 6asanbHOM cnoe anugepmuca. OHU coaepxKaT ManeHb-
Kne AfPbILKNA C KOMNAKTHbIM XPOMAaTUHOM U HEBO0MbLLO
006beM LMUTONNA3Mbl. B NpOCTOM NEHTUrO, MOABEPriLemMCs
TpaBmaTu3auun, HabngalTcs pa3po3HeHHble MenaHoLu-
Tbl, PACMONOXEHHbIE BbILLE 6a3aNbHOM0 cnos. Ha umeBLLYio
MECTO TpaBMaTu3aLmIo yKka3blBaeT NapakepaTos, CroHr1os,
9KCTpaBasalusa apuTpoLMUTOB, ANCKEPATO3 KepaTUHOLMTOB
' MENaHUHOBbLIA MUTMEHT Haj cynpabas3anbHbiM CHOEM.
[Ona menanomsl in situ XxapakTepHO NPUCYTCTBUE MeNaHo-
LMTOB C BE3UKYNAPHLIMU AApPaMU U 0BUNLHON LUTOMNas-
MOV B COYETaHUM C MpU3HAKaMW BO3LENCTBUA COMHEYHbIX
ny4en, NeiXeTouaHbIM pacnpocTpaHeHNeM MenaHouuTos,
HepaBHOMEpHbIM pacnpefeneHueM MenaHuHa B anuaep-
Muce U iepMe, @ TaKXKe NNOTHLIM NIMXEHOWAHBIM BOCTANM-
TENbHbIM WHEUILTPATOM B NOBEPXHOCTHOM CNOE AepMbl
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(B 0COGEHHOCTW HEMOCPEACTBEHHO MOJ Y4acTKOM C 06pa-
30BaHueM). Knio4esom [NarHoCTUYECKUiA MPU3HAK MenaHo-
Mbl in Sitt (0CO6EHHO 3M0Ka4YECTBEHHOTO NEHTUM0) — pac-
NPOCTPaHeHNe HeoMnNacTU4eCcKUX MeNaHoLUMTOB BHU3 BAOME
ANUTENNSA HUXKE NPUAATKOBLIX SMUTENUANbHLIX CTPYKTYP.
[pu npocTom NeHTUro Takoro He Guisaet (cM. PUC. 1.2).

AKTUHHUYECKOE JIEHTHUT'O
(MUrMeHTHBIN PAaHHUM AKTUHUIECKUN
KepaTo3, COTHEYHOE JIEHTUTO)

Knunnyeckue nposBieHuA

AKTUHWYECKME NEHTUIO — YacTO BCTpevaloLuecs nar-
HWCTbIE rUNEPNUrMeHTUPOBaHHbIE 06PA30BaHNA pa3Mepom
0T HECKO/bKUX MunnumeTtpos 40 1 cM 1 6onee. 06bI4HO 3TO
MHOXECTBEHHbIE 00pa30BaHus, Npu4YeM HeKOTOpble NocTe-
NEHHO yBenu4nBatoTcs. CUMHOHUMbI 3TOI HO30M10MNYECKO
eVHNLbI — CONHEYHOE JIEHTUIO, NeYEHOYHbIE NATHA, BO3-
PacTHble MATHA, CONHEYHble NATHA. Yallle BCero nosBnsioT-
CA Ha Nnuue, pyKax, Tbine KACTER W BEPXHE 4acTu TynoBu-
wa. C BO3pacTom 4acToTa aKTUHUYECKOTO NEHTUrO MOBbI-
LuaeTcs: oHo umeetcs y 6onee yemy 90 % nuu co CBETON
Koxei ctapiie 50 net. B HacTosLiee BpeMs akTUHUYECKOE
NIEHTUrO BCe Yallle U yalle BCTpevaeTcs B 60nee MONOAOM
BO3pacTe, BO3MOXHO, BCNEACTBME 4acTOro npebbiBaHus
Ha CONIHLE W MPUMEHEHUS WCKYCCTBEHHbIX WCTOYHUKOB
Y®-cBeta. KnuHnyecku 06pa3oBaHiist 06bIMHO HEBOMbLLOTO
pa3mepa, HeMHOro LUeNyLwarcs, XenToBaTo-KOpU4YHEBOro
Lgeta. VIMeloT BUA NATEH WAW YNNOLWIEHHBIX Nanyn Ha 3a-
ropesLueil Koxe. LIBeT MOXeT BapbMpoBaTh OT XXeNTo-Ko-
PU4YHEBOro A0 YepHoro. MHorue 06pa3oBaHus B KOHEHHOM
uTore CnuBatoTCs, 06pas3ys KpynHble NATHA. Takne KpynHble
COJNHEYHbIE NEHTUr0 COOTBETCTBYHOT NEPEX0Ay B 00bI4HbIN
aKTUHWUYECKNIA KepaTo3 Unu cebopeiiHbI KepaTos U KNuHU-
4ECKM MOTyT UMUTUPOBATL MenaHomy in situ [2, 12].

'ecTonatonorus

[ns gaHHbIX 06pa3oBaHMii XapaKTepHa BbITAHYTOCTb
anuaepmanbHbIX rpeéHen u nponudepauns NUrMeHTUpo-
BaHHbIX 623aN0UAHbIX KIETOK, 06pa3yioLMX MOYKM U TAXM
(nykoBuLoBpa3Hble). B anupepmuce 0TMeYaeTcs runepke-
paTo3 Unu KOMNAKTHLIA KepaTos, 4T0 CBUAETENbCTBYET O Ha-
PYLLEHUM CO3PEeBaHNS KepaTUHOLMTOB. B HEKOTOPLIX CRyYasx
anuaepmanbHble rpedHN 06pa3ytoT KpynHble NanbLeBuaHbIe
BbINA4MBAHNA, CO3[aBas CETYATbI PUCYHOK. CrneayeT oTme-
TUTb, YTO B KOXE ML runepniasus anuaepmanbHbIx rpet-
Hel BbipaXXeHa MeHbLLe i AaXe NoyTy oTcyTeTBYeT [13]. Bos-
MOXHO HebOJbLLIOE YBENNYEHNE KONMYECTBA MeNaHoLUTOB,
KOTOPbIE HEe CMWBAOTCH W HE UMEIOT MPU3HAKOB KNETOYHOI
atunun. B pepkux cnyvasx MenaHouuTbl 0BGHAPYXKWUBAKOT-
€A Hap 6asanbHbiM Cnoem. B MOBEPXHOCTHOM Cnoe JepMmbl
onpefenalTca MenaHoary (nosensoTcs Ha hoHe Bbinage-
HWs nurmenTa). Beerga NpucyTCTBYET COMHEYHbIN 3nacTos.

ConHeyHoe NEHTUro MOXET NPOrpeccupoBath B 06bIY-
HbIi cebopeliHblil KepaTo3. B aTom cnyyae oTmevaercs
NOCTeNeHHoe YANVHeHWe W nepenneTeHne anuaepManb-
HbIX rpeGHen, a Takxe pOroBble NCEBAOKUCTbLI. Ha fto-
6oM 3Tane nepexoda COMHEYHOTO NEHTUMO B CEGOPENHbIiA

[lurmeHTHEBIE o6paaoBaH U KOXH



T0€ NeHTUro. OTMEYaloTCa yAnMHeHNe 3anuaepManbHbIX rpeGHeR U NUrMEeHTUPOBAHHbIE KEPATUHOLMTLI Ha (hOHE OTCYT-
8 [10BPEX/EHUA KOXM OT AeACTBUA CONHEYHBIX y4ed (a). B anugepmuce Konu4ecTBo NUrMeHTa BapbUpyeT, MHOTAA OHO
). PaHHAs cTagus TpaHchopmauun B NOrpaHnyHblit HEBYC («HOHTUMO») (C)

KHO MOSIBNEHNE MNIOTHOW NUXEHOUAHON
 MHGUNLTPALMN B OTBET HA BaKYONbHYI0
HE [18PMO-3NUAEPMANbHON TPaHNLbI, 13-
5POKA4ECTBEHHbIA TUXEHOUHBIN KepaToa.
TATO MOXET PerpeccupoBsath, U B Hem
A6MI01aThCA  NUXEHOUAHbIE W3MEHEHMS.

Horpa HabniopaeTcs MOCTENeHHOe HapyLleHWe CTPYKTY-
pbl 3NUAEPMUCA C HapaCTaHWEM KNEeTOYHOW atunuu, T. e.
00bI4YHbIN aKTUHUYECKMIA KepaTo3. B cnyyae Taxenoro ak-
TUHUYECKOr0 NOPaXeHUs HepeaKo BCTPEYAETCH COYETaHNe
NTMEHTHOr0 aKTUHUYECKOro KepaTo3a i CONHEYHOro NeH-
turo (PHC. 1.3).
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PHC. 1.3. ConHe4Hoe NeHTUro. YANUHEHHbIE N MUTMEHTUPOBAHHbIE ANUAEPManbHbIe FPEGHN C BbIPAXXEHHbLIM COMHEYHbIM 3N1acTO30M (
Mpu 60/bLLIOM YBENMYEHWUN ONPELENAITCA NUrMEHTUPOBAHHbIE ANUAEPMAbHbIE FPEBHYM U OTCYTCTBUE MENaHOUNUTOB (b)

NudpchepeHymansbHblil fuarios

Horpa B 6a3anbHOM Coe anuaepmmca MoXHO 06Ha-
PYXWTb KPYNHbIE N U30NMPOBAHHbIE MENAHOLUUTbI C Kne-
TOYHOII aTUnMen Ha hoHe B 0CTaNbHOM 0ObIYHOrO COMHEY-
HOro nexHTuro. Takas KapTuHa HabnoLaeTCa NpU THKENOM
NOPAXXEHUN KOXMN COMHEYHbIMU Niy4ammn. 3T MenaHoUmThl
BapuabenbHbl N0 pa3amepy U hopme, MOryT CofiepXKaTh yBe-
NNYEHHble BE3UKYNAPHbIE fApa HenpaBunbHON hOpMbI 1 ¢
06MNLHON LMUTONNa3mMoid. B cBA3W ¢ 3TUM MHOrAa focTa-
TOYHO TPYAHO OTAMYUTbL CMPOBOLMPOBAHHYIO COSTHEYHbIM
NOPXEHMEM KOXW WHTpasnuUAepManbHyl runepnnasuio
MEeNaHOLMUTOB NPU COMHEYHOM NEHTUrO OT HaYWHatoLLen-
CA MefnaHoMbl in Situ (MenaHoma Tuna 310Ka4eCTBEHHOro
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NIEHTUrO), 0COBEHHO B HEGOMbLUMX GUonTaTax, B3AThIX
KpynHbIX 06pa3oBaHuir. V1 B TOM, 1 B Apyrom HoB0OG
30BaHUN OYAET YBENMYEHO KOMMYECTBO LMTONOMUYE
aTUMWUYHbIX MeNaHounToB B 6a3anibHOM C0e 3nuaepMUc:
LleHHbIM AnchdhepeHunanbHO-AMarHOCTUYECKUM MPU3
KOM CNYXUT Hanu4me norpaHnyHbIX rHes B MenaHoLuT
HOM HOBOO6Pa30BaHWY (B JAHHOM Cly4ae — B MeSlaHOME
in situ). Kpome TOro, Ans MenaHoMbl in Situ XapakTte
CNUBAKOLLMIACA POCT OTAENbHbLIX MENAHOLMTOB C 3aMe
HWeM 6a3anbHOro Cnos anuaepmuca n pacnpocTpaHeHu
BOKPYr NPUAATKOBbLIX CTPYKTYP (CM. Aanee B ONucaHuu
NaHOMbI in Situ TMNa 3/10Ka4eCTBEHHOIO NEHTUro). Ecnm
OCHOBHbIM 06pa30BaHWEM ABNAETCA COMHEYHOE NEHTH

[lurmeHTHBIE 06pa30BaHUA KO



ConHeyHoe NeHTUro € He6ONbLUIOK MHTPa3NUAepPManbHOiA runepnnasveil MenaHouuTos. O6paTuTe BHUMaHKe, YT0 04arosas
epmanbHas runepnasua MenaHoLMTOB Yalle BCero HabnoaaeTcs Ha DoHe NOPaXKEHNS KOXW COMHEYHbIMU fy4amu

. CONHEYHOE NEHTUrO C PaHHUM NPOrpeccUpoBaHUEM B CEB0PEiHbIR kepaTo3. OTMEYaeTCS yANUHEHWE AnuAepManbHbIX rpe6-
03 Ha (DOHE NPU3HAKOB NOBPEXAEHUS KOXKW OT BO3AEUCTBUA CONMHEYHbIX NMy4ert (a). dnuaepmanbHble rpebHI YaNuHeHbI,
CINoe 0NpefenatTes NUrMeHTUPOBAHHbIE KepaTUHOLNTbI. HabN0AaeTCa BbIPaXEHHBIA CONHEYHbIA 3nacTo3 (b)

b MENaHouuToB B 6a3anbHOM CrOe HU3Kas, NeH-
0r0 pocTa He HabnAaeTcs, OTCYTCTBYIOT Mena-
& rHe3fa Unu NeKETOMAHOE PacnpoCTpaHeHue
TO pedyb WAET O BbI3BAHHOW COMHEYHbIM
WHTPa3aNuaepManbHoOil MenaHoUMTapHoi ru-

nepnnasuun B CONMHEYHOM NEHTUT0. TeM He MeHee B HEKOTO-
PbIX Cy4anx CBETOBAas MUKPOCKOMUA MeSIKUX 06pa3LioB He
N03BONAET 0JHO3HAYHO AUDepeHUMpoBaTb 3T [Ba HO-
B006pa30BaHus. B Takol cutyaumu ans nocTaHOBKM mpa-
BWUNLHOrO AnarHosa TpebyeTcs JONONHUTENbHAsS 6uoncus.
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PHC. 1.6. CONHEYHOE NIEHTUTO C PAHHIM NOFPaHNYHbIM HEBYCOM («IOHTMr0»). B aTOM 06pa3osatii ONpeAensioTea Knaccu4eckue np!
3HAKI COMTHEYHOrO NHTUTO B COMETAHUN C HANIOXKEHUEM MENaHoLMTOB 1 06pa3oBaHvem MenKuX THe3fi Ha rpakuLe anuaepmica u aepn
(a). Mpv 60NbLLIOM YBENN4EHNN ONPEABNAIOTCA CIAAHNE SMNAEPMANbHBIX rpeGHeil U PeaKMe MENaHOLUTbI B 3NMABPMUCE («IOHTUr0») (L
MpUCYTCTBYE STMX THE3A YKa3bIBAET Ha PAHHIOK TPAHCHOPMAUNIO B NOrpaHnNyHbIin HEBYC

!

i
1

PHC. 1.7, CONHEYHOE NIEHTUIO C PAHHUM NOTPAHMYHBIM HEBYCOM. MPUMED C HECKONBKO GONee BbICOKOV NNOTHOCTbIO WHTpaanuaepman
HbIX MENaHOLUTOB M 06pPa3oBaHuem Menkux ruesp (a). Mpu 60nbLWOM yBenueHui 0npeaensioTca peakue rHesna 06bl4Horo BuAa (b)
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MEJIAHOIIUTAPHBIE HEBYCBHI

OBbIUHBIN [TIPUOBPETEHHBIN
MEJIAHOLIUTAPHBIHM HEBYC

MenaHouuTapHble HeBYCbl — [06POKA4eCTBEHHbIE ra-
MapTOMbl, 06pa3oBaHHble MenaHouutamu. MenaHoumTbl
pa3BNBAIOTCA U3 HEPBHOIO rpebHa U MUTPUPYIOT B Nepuoj,
ambpuoreHe3a B OnpejeneHHble y4acTKU 3KTOAepManb-
HOTO NMPOUCXOXAEHNA, NpeumMyLLecTBEHHO B KoXy U LIHC,
B T. Y. B rnas3a 1 ylwun. IKTONUYECKNE MEenaHouuTbl onpe-
JIenaTcs B ApYrux opraHax, B T. Y. B CamblX Pa3finyHbix
otaenax XKKT. lNpnobpeTeHHble MenaHouUTapHble HEBYChI
0661440 hOpMUPYIOTCA B pPaHHEM AETCKOM Bo3pacte. Wx
NOsBNEHUE, N0 KpalHEn Mepe B HEKOTOPLIX cnyyasx, cny-
XUT Deakuueil Ha BO3[eNCTBME WHCONAUMW. B passutuu
HEKOTOPLIX BUAOB MPUOOPETEHHLIX HEBYCOB TaKXe y4a-
CTBYHOT reHeTnyeckue caktopbl. MenaHouutapHble Hesy-
Cbl — GMONOrMYecKN cTabunbHble LO6POKAYECTBEHHbIE 06-
pa30BaHWs, 0AHAKO B HEKOTOPbIX CyYasx HablAaeTCs ux
CBA3b C MenaHoMoi. [laHHble 0 4acToTe TpaHcopmaLmuu
MeNaHoUMUTapHbIX HEBYCOB B METAHOMY BapbuUpytoT B LWIK-
POKMX Npeaenax, BnaoTb A0 TOr0, YTO HEKOTOPbIe aBTOPbI
yKa3bIBAKT Ha CBA3b MENAHOMbI C NPEALLIECTBYIOLUM He-
Bycom B 40 % cny4aes.

MenaHouuMTapHble HEBYChI Yalle BCTPEYAOTCA Y naum-
@HTOB CO CBETNON KOXeN. Kak y)Ke ynoMuHanochb, CTumy-
NIOM ANS pas3BUTUS HEKOTOPbIX MefaHoLMTapHbIX HEBYCOB
CNYXWT BO3AGICTBUE HA KOXY COMHEYHbIX nyven. Crefo-
BaTeNbHO, Y NaL/EHTOB C TEMHOW KOXel HeBYCOB [O/MKHO
ObiTb MeHbLUE 6narofaps 3alMTHbIM CBOWCTBAM MenaHu-
Ha. 9BHOI NpeapacnoNoXeHHOCTU K Pa3BUTUI0 HEBYCOB N0
MONOBOMY MPU3HAKY He YCTAHOBIEHO, XOTA [0KAa3aHO, 4TO
MenaHoLWTbl B ONPeAeneHHoi CTENeHn pearnpyroT Ha no-
N0BbIE TOPMOHBbI, @ TOT (DAKT, YTO HEBYCbI MHOTAA YBENNYU-
BAOTCS U TEMHEIOT B Nepuof 6epeMeHHOCTH, MOATBEPXKAa-
€T 3Ty CBA3b C MONOM.

Knunauyeckue npoasnenus

06bI4Hble NPUO6PETEHHBIE HEBYCHI, KK NPaBUNO, MeHb-
we 1 cM AMamMeTPOM U PaBHOMEPHO MUTMEHTUPOBAHbI.
Yalle BCEro OHW CBETNO-KOPUYHEBOrO UMM KOPUYHEBOro
1|BETA, HO B L|ENIOM OKpacka MOXeT BbITb Pasnn4Hoit — oT
LiBeTa KOXm [0 4epHoro. CYntaetcq, 410 HEKOTOpbIe Npu-
06peTEHHblE HEBYCbI B CBOEM Pa3BUTUN NPOXOAAT aTarnbl OT
NOrpaHUYHOTo (OHKLMOHANBHOM0) O CMELLAHHOr0 HeBYCa,
3aTeM — BHYTPUAEPMaNbHOI0 W NOCTENEeHHO NoABepraroT-
s MHBONOLMY. Ha No60M U3 3TUX CTaanid pocT HeByca Mo-
KET NpeKkpaTuTbCA.
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3. IPUOBPETEHHBIE

MorpaHuyHble HeBYChl, KaK NPasuno, UMeoT BUA 8
HOMEPHO MUIMEHTUPOBAHHBLIX MATEH OT TEMHO-KE
HEBOro [10 4epHOro ugeta. Hepeako 3Tv HEBYChI WA
NecTPYH0 OKPacKy, OCOBEHHO MPU HAMUYUKU NEHTUTH
HOr0 KOMMOHeHTa. lorpaHuyHble HeBYCbl HAOMIOA:
NpeuMyLLECTBEHHO Y MOMIOABIX UL, HO MOTYT BCTPE

BO3PacTOM WX KONMUYECTBO 3aMETHO YMEHbLLAETCH, &
TOMY Y MOXWAbIX NaUWeHTOB BCEraa cneayer Nposcs
andbchepeHUnanbHy0 AUMarHoCTUKY Mexay norpas
MW MenaHouuTapHbIMM 06pa30BaHUAMM 1 MesiaHen
CmellaHHble HEBYCbl MPUMOAHATbI HaZ MOBEPXHO
oKpyxatowen Koxxu. O6bI4HO OHW CBeTNee Mnorpas
HEeBYCOB, XOTA CMELLaHHbIe HEBYCbI, HEAABHO NOABERS
ecsl pasfpaXcatoLlemy BO3LeNCTBUIO, MOrYT UMETh ¥
KW TEMHOM NUrMeHTauuu. BHyTpuaepmanbHble He
4acTo MPUNOAHSATBI HAf NOBEPXHOCTHID KOXW. [N0CKSS
3TU HEBYCbI TEPSIOT MUTMEHTALMI0, OHU UMEIOT BUA T
nbl uBeTa Koxu. Obpallaem BHUMaHWE Ha TO, YTO &
Pa3HOBWAHOCTW HEBYCOB MOTYT UMETb HEKOTOPbLIE O
KNHUYeckne npusHakn. Kpome Toro, passutue
y4yacTKa runeprnurMeHTaLmnn B AnnNTenbHO CyLLECTBY
CMELUAHHOM WNW BHYTPUAEPMANbHOM MenaHoLuTam
HeBYCE CneayeT BOCMPUHUMATL Kak CUrHan Onacss
B CBA3W C BO3MOXHbLIM pPa3BuUTUEM MenaHombl. XOT
rUNepnurMeHTaLms MoXeT 6bITb 06YCNI0BEHA CNy4a
BOCMaNEHNEM UNK HeJaBHO HaHECEHHON TpaBMOM, O
MOXHOCTU MeNaHoMbl ClefyeT NOMHUTL BCErga.

TACTOJIOTHYECKHE
OCOBEHHOCTH MEJIAHOITUTOB
B OBBIYHBIX ITPUOBPETEHHBIX
MEJIAHOIIMTAPHBIX HEBYCAX

B HeBycax pa3nuyatT TpWU TWNA MenaHOoLMTOB:
n C. MenaHouuTbl TUNA A 06bIYHO ANUTENNONAHON
Mbl, COAEPXaT PaBHOMEPHO pacnpefeneHHbIn Xpa
TUH ¢ 6a30DUNbHLIM BULOM MATOBOr0 CTEKNA U HE
AfepHon MembpaHoi. MoryT onpepenatbea AApE
KOTOpble, Kak npasuno, mMenkue. HekoTopblie Menase
Tbl TUMa A MOTyT 6biTb MUTMEHTUPOBAHbLI. B 3TOM CAY
MUTMEHT PaBHOMEPHO pacnpefeneH B LuTonnasme. N
NaHouuTbl TNa B hopMUPYIOT KOMNAKTHBIE TAXU W
Kue rHesfa. 9T MenaHouMTbl OKpYrnoi qopmbl, HE:
JepXar MUTMeHT, C KPYrabiMU fapamMun U HeaameTHs:



u. Lintonnasma ckyaHas. TMCTONOrMYECKM 3TN
bl CXOXM ¢ nuMdoumnTamun. MenaHoumTtsl TMna
BEPETEHOBUAHYID hopMy ¢ UBPUNNASPHLIMK
U OTPOCTKAMW W MOXOXMW Ha LUBAHHOBCKMWE
8 3TUX MenaHouuTax OTCYTCTBYET SAEPHbIN Nneo-
3. OMpefensloTcs NULb MenKue HenpuMeTHbIe
. MenaHouuTbl, NOKanuaytoLLmecs B AepMe, UMe-
3H2KWM CO3PeBaHUs, YTO BbIpAXAETCA U3MEHEHNeM
4ECKON KapTUHbI NO HANPaBMEHWIO OT anuaep-
b [JepMbl. Hanpumep, ymeHbllaeTcs pasmep
WMToB B 60iee rnyoboKux yyactkax o6pas3oBaHus
TCA ux chopma OT aNUTENIMONAHON A0 BEPETEHO-
7 e. o7 Tvna A kK Tuny C. 3T N3MEHeHUs cxop-
DespallleHnem HeMpoHOB B LUBAHHOBCKWE KNETKU
0EcKas metannasns»). OQHaKO CreayeT NOMHUTL
'0 CO3peBaHue LLUBAHHOBCKNX KNETOK HabntoaeT-
DASKO0 B 106pOKa4eCcTBEHHbIX 06Pa30BaHmMsX, HO U
S0Me — TaK Ha3blBaemMoe ncesaoco3pesanue [1].

ETON0rUA NOrpaHuyHbIX MeNaHoLUTapHbIX

Bycax 9TOr0 TUNa MenaHoUUTbl PacnonoXeHsl
2CKM  UCKNKoYUTeNbHO B anuaepmuce.  WHTpa-
2nbHble MenaHoUMTbl NpeAcTaBneHbl OTAeNbHbLIMN
nons wunu chopmupytoT rHesga. Mponudhepauns
=0 NOrPaHNYHbIX MENaHoLMTOB Habnaaetcs B 6a-
¥ CRoe anugepmnca, 06bI4HO Ha BepLUMHAX 3anuaep-
i rpebHen. MorpaHnyHble rHe3na yaule Bcero pac-
JTCA Ha BEpLUMHAX U B OCHOBAHMM 3nuUAePManbHbIX
. 3TW rHesjia OfIMHAKoBOro pasmepa W pacnpeaene-
=OMEDHO, XapaKTepu3ylTCs PasNWyHOA CTeneHbr
2UMN (NUTMEHT, ecnn UMEeTCs, MEeNKO3EPHUCTBIA 1
DHO pacnpedened B uuTonnasme). MenaHouuTsl B
L DACMONOXeHbl NNOTHO, OHN MOHOTOHHbIE, OKPYXKe-
3Da4HbIM NPOCTPAHCTBOM. LlMTonnasma o6unbHas,
Wie, ManeHbKue AeHAPUTBI, fApa OKpYrble C TOH-
TYpamu 1 Menkummn amdounbHbIMI AAPLILLKAMNA.
WThl B rHE3/ax 0JMHAKOBbLIX pa3mepa u hopMmbl, No
woDhonorun 06bIYHO COOTBETCTBYHOT TNy A unu B.
pexalllell jepMe MOryT coepXkatbesi 6ecnopsafo4Ho
MOXEHHbIE MenaHoarm, Ho Yalle BCero iepma Bbirns-
M2, KaK 11 OKpY>KaloLLias 3A0p0oBas TKaHb.

BATONIOrUA CMELIaHHbIX MENAHOUUTAPHbIX

UAHHbBIX MeNaHOUMTAPHbIX HEBYCAX MenaHoUnTbI
TEYIOT Kak B anuaepmuce, Tak W B fepme. XapakTep
©EpaLvin MeNaHoLUTOB B NOTPAHUYHOM KOMMOHEHTE
SHOT0 HEeBYCA TaKOW Xe, KaK W B MOrpaHuYHbIX HEBY-
= Me/laHoLWTLI pacnonoXxeHsl N6 B BUAE rHe3n,
1€ OTAENbHbIX KNeTOK. MorpaHnyHblii KOMMIOHEHT
2 HE pacnpoCTpaHsaeTcs natepanbHO 3a npeaensi
KOMIMOHEHTA, XOTH HEKOTOPble HEBYCbI C NIEHTU-
=M TUNOM pocTa (T. e. nponudepauns oTAeNbHbIX
QUMTOB BAOMb 3NUAEpManbHbIX rpebHer) MoryT
DAHATLCA W 32 Npejaenbl rHe34HOr0 KOMMOHEeHTa.
MaJibHbI KOMMOHEHT B COCOYKOBOM M CETYATOM
BEpMbl NPEACTaBNEH rHe3aaMu U TsHKamMmu MenaHo-
. MHOrZA CNUBAKOLLMXCA APYT C APYroM. Tem He MeHee

MODpeTeHHbIEe MeJIaHOLUTAPHbIE HEBYCHI

9TV rHe3fa paBHO OTCTOAT APYr OT Apyra U He 06pasyroT
9KCMaHCMBHbIX y3enkos. CnegosaTenbHo, eciu B Aepme
onpefensoTcs KpynHble CIUBAOLWMECs rHe3aa, 310 JOMK-
HO BbI3blBaTb NOA03PEHNE B OTHOLIEHN MENaHOMbI, PABHO
KaK 1 ecnu rHesfa Haxogatcs B 60mee rny6okoi 4actu 06-
pa3oBaHUs W KpyrnHee No CPaBHEHWIO C MOBEPXHOCTHBIMM.
BONbLINHCTBO NPUOGPETEHHBLIX CMELIAHHbIX HEBYCOB He
pacnpocTpaHseTcs 3a Npeaensl LepMO-anuaepManbHOro
COeANHEHUs. VIcKntoYeHne cOCTaBASOT HeBYCbI B 06MaCTU
rONOBbI W LUEKN, NOCKOMbKY OHW 06bIYHO XapaKTepuaytoTcs
pacnpocTpaHeHneM MenaHOLMUTOB BOKPYT BONOCSHbIX (hOf-
NINKYNOB W B CETHATLIA CNOW AEPMbI, YTO CO3JaeT KapTuHY
pocTa, XapakTepHylo ANns BPOXAEHHbIX HEBYCOB. Kak yxe
YNOMUWHANOCh paHee, ¢ yBeNNYeHeM TONLLMHbI HEBYCa NPO-
NCXOAMT U3MeHeHue ero Mmopdponorui. MenaHoumuTkl B No-
BEPXHOCTHOW YacTyh AepMbl UMEKOT TaKyt e Mophooruio,
Kak 1 B MOrpaHU4HOM KOMMOHEHTE, T. €. 3TO 3NUTENNOUA-
Hble KNEeTKU C KPYrnbIMN sapamu, 06UIbHOW LUTONNAa3Moin
1 BapuabenbHON nurMeHTauuein. B ueHTpe agep moryTt
ONnpeaenaTbCs eAUHUYHbIE SAPbILUKM (MENaHouMTbl Tuna
A). B 6onee rny6okon yact 06pa3oBaHUs MenaHoLNTbI
MeHbLLE, COAepXKaT Mano LMTona3mMbl (MeNaHoLuTbl TMNa
B) nu6o nmetoT BepeTeHOBUAHYIO AnhdepeHLMpOoBKY Mn
HaNoOMWHAIOT LLUBAHHOBCKWE KNETKM (MenaHouuTsl Tuna G).

Ctpoma B fepme 06pa3oBaHa KonareHoBbIMI BOSIOKHA-
MU, PacnonoXeHHbIMU CPEAU Pa3PO3HEHHbIX MENAHOLMTOB
W MenKkux reesq. KpynHble HepOBHbIE W CIWBAKOLLNECA NJla-
CTbl MENaHoOUWTOB B fepme 6e3 NPoC/ioeK KonnareHa Mex-
AY HAMU — 3TO HexapaKTepHbI NPU3HAK 06bI4HOr0 HEBYCA
W [OKEH PacLeHWBaTbCs Kak MoLO3PeHKUe Ha MenaHomy.
Kak oTMevanocb Bblille, B 6ONbLIKHCTBE HEBYCOB Habnio-
[AeTcs CO3peBaHue, XapakTepuayrolleecs NOCTENEeHHLIM
yMeHbLUEHUEM pa3mepa MeNnaHoUUTOB, a Takxe yMessiie-
HWeM paamepa UHTpafepMabHbIX THE3A N0 HanpasnesHuo
Brny6b AepMbl. Kpome TOro, B OCHOBaHWK 00pa30Bas=us
KNEeTKW NpruobpeTatoT BEPETEHOBUAHYIO MOPDOAOTHKD U Te-
PAKOT NUrMEeHTALMIO.

rMcTONaTonorus BHYTPUAEPMANbHbIX
MENaHOUUTApPHbIX HEBYCOB

B [aHHOM Tune HeByca MenaHOLUWUTbl PAcnonoXeHbl
NPaKTUYeCKU UCKNIOYUTENbHO B AepMe. B anuaepmuce Hap
HEBYCOM MeNaHOUMUTbI OTCYTCTBYHOT MO0 UX 0YeHb Maro.
[lepmasnibHbI KOMIMOHEHT CMeLUaHHOro Hesyca WMAeHTUYEH
[epManbHOMy KOMMOHEHTY BHYTpUAEpManbHOr0 HeByca
(cMm. Bbiwwe). Takum 06pa3om, B 3TUX 06pa30BaHNUAX OTMe-
4aeTcs HOpMasnbHOe CO3PeBaHUeE, Kak OMMCaHO BblLLe.

OuihchepeHumanbHblil gUarios

Yallle BCEro AnarHo3 MOrpaHW4HOro Heeyca He Bbi3bl-
BaeT 3aTpyaHeHuin. OfHaKo ObIBAOT Cry4aun, KOraa B CBS3N
¢ npeobnagaHuem Anddy3HON MenaHoLMTapHOW Nponu-
thepaumnn (NEHTUTMHO3HLIA POCT) HEBYC TPYAHO OTANHUTL
0T MeNaHoMsl in Situ, 0c06eHHO B 06pa3Liax TKaHn He60b-
woro pa3mepa. imetotcs onpefeneHHbIe TUcToNoruyeckune
NPU3HAKK, KOTOPbIE 60MbLUE XapaKTepHbl Ans MeNaHoMb!:
HepaBHOMEPHOe pacnpefeneHue rHesd, ux 60MbLION pas-
Mep, HepaBHOMEpHOe pacnpefenieHne MenaHuHa. Heob-
XOAMMO TLLATENbHO M3Y4uTb 00pa3oBaHWe Ha npegmeTt
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NPUCYTCTBMS NELKETONAHON MUrpaLun No HanpasneHuo
K BbILLEMEXaLLMM CroAM 3NUAepMUCa, KOTOpYK cheayer
y4uTbIBaTb NULWb NS HEBYCOB CMeUUU4ECKON NOKanu-
3auum (06nacTb HapYXHbIX MONOBbLIX OPraHoOB, aKpanbHsIe
30HbI) 160 B paHee TpaBMUPOBAHHbIX y4acTkax. [1efxero-
WOHAA MUrpauus npu MenaHome, ecnn OHa NPUCYTCTBYET,
06bI4HO HaOMIOAAETCA 32 Npedenamu LepManbHbIX rHesg
no nepucpepnu o6pazoBanus. B maneHbkux uonrarax nm-
MYHOTMCTOXMMWUYECKN MHOTAA YAAeTCS YCTAHOBUTL CTENEHb
nponudepayni MenaHoUMToB Bbllle 62a3anbHOM0 C0s U 3a
npegenamu AepManbHoro KOMnoHeHTa. Mol npeanoyuTaem
ucnonb3osats MITF-1, a He MART-1, nockonbKy nepBbii
13 YNOMSIHYTbIX MapKepoB OKpaluusaeT agpa. Kpome Toro,
MART-1 oKpalu1BaeT HEKOTOPbIE MUrMEHTUPOBAHHbIE Kepa-
TUHOUWTbI, JaBas TEM CaMbIM NOXXHOMONOXKUTENbHbIA pe-
3ynbrart. B Lenom urypbl MUTO30B B NOTPAHUYHOM KOMMO-
HEHTE He ABMAOTCA KpUTEPUEM MENAHOMbI, OJHAKO NaTono-
TNYECKME UAN MHOFOYUCAEHHbIE (OUTYpbl MUTO30B CefyeT
paccmMartpuBatb Kak He6naronpusTHbIi npusHak. O4eHb
BaXKHO Y4WUTbIBATb BO3PACT MaLMEHTA, NOCKOMbKY MenaHo-
Ma in Situ y nauueHToB MOMOAOr0 BO3pacTa BCTPEYaeTcs
WCKNMIOYMTENbHO peako. MorpaHnyHble HEBYChI Y MOXUMbIX
NALMEHTOB C TSHKENbIM CONSPHLIM NOBPEXAEHNEM KOXM BO
BCEX CNy4asx Cneayer TLWATENbHO 13y4aTh, MOCKONbKY OHM
MOTYT 0Ka3aTbCs 4acTbio MeNaHoMbI in Situ.

BAPHAHTbHI MEJTAHOILIUTAPHOI'O
HEBYCA

MERAHOUUTAPHBIN HEBYC YHHbI

OTN HeByCbl Yallie BCEro NOKanM3ylTCs Ha Liee, Ko-
HeYyHocTAX W Tynosuuwe. OnpefeneHHas npegpacnosno-
)KEHHOCTb fI0Kanu3auuu O0TMe4aeTcss Ha CrubatenbHbiX
noBepxHocTax [2, 3]. 3T HeByCbl 06M1AfAKT XapaKTepHON
9K30GOMTHOW CTPYKTYPOI C POCTOM Ha HOXKE, NpeACcTaBne-
Hbl TEMHbIMW nanynamu. HeByc YHHbI — NpeuMyLLecTBEH-
HO BHYTPUAEPMATbHbLIA MENaHOLUTaPHbIA HEBYC, MMaBHbLIM
06pa3oM 3K30(UTHBIA U NONHOCTbIO afBEHTULMANBHBIN,
T. . BCE MeNaHoUuTbl PacnofNoXeHbl B paclUMpeHHOM
COCOYKOBOM CJI0€ [EpMbl, 4acTo B MepudponnnkynsipHoin
afBeHTUUNANbHON fepme. [UCTONOrMYECKN 3T HEBYCHI
6bIBalOT NGO CMeLLaHHbIMU, NMB0 BHYTPUAEPMATbHBIMN.
Anuaepmuc, NOKpbIBaKOLNIA HEBYC, 06bIYHO YNOLLEH, XO-
TA WHOrAA UMeeT NanunnapHbIA BUG, UMUTUPYS KapTUHY
cebopeiiHoro Keparo3a. MenaHoUuTbl B AepMe 3aHUMaKOT
rnasHbIM 06Pa30M COCOYKOBbIA CNOW W CKNOHHbI pacno-
naratbcs B NepuchonnKynsapHon afBeHTULMU, He 3aTpa-
rueas cetyatblii cnoil. Knetku HeByca o6pasyloT B aepme
CKOMNeHUs B BUAe BEepo06pPa3HO PACXOASALLMXCA FHe3[
[2]. MopobHas KOHMUrypaums yalle BCero Habnopaercs
Ha nepudpepun obpasosanus. Ele ofiHa xapakTepHas 0co-
6EHHOCTb HEBYCOB YHHbI — Hanu4ue ncesAoCcoCYANCTbIX
MPOCTPAHCTB, BbICTNAHHbIX HEBYCHbIMI KneTkamu. Co3pe-
BaHWe MeNaHoLWUTOB MPOMCXOLUT MO ONWUCAHHOMY paHee
TANY C NOSIBNEHUEM NUMEOUMTONOAOOHLIX MeNaHoLUTOB
B CETYATOM Cioe AepMmbl (Tun B) 1 BepeTeHOBUAHLIX Mena-
HOLMTOB N0 Mepe yBeNnu4eHns ToNLWMHLI 06pa3oBaHus (Tun

100

C). ©urypsl MUTO30B B HEBYCE YHHbI BCTPEYAOTCH &
pefKo, a ecnu 06HApYXXMBAKOTCA, TO TONTbKO Ak
B MCKMKYUTENbHBLIX Cryd4asx urypy MWTO30B
06HapyXuTh B rNy6oKoi YyacTu 06pa3oBaHus. [1ore
HbI KOMMOHEHT, eCNU OH UMEETCS, NPeACTaB/eH pas
y4acTkamu nponudepaunn, MHOrAa UMEeT acUMME
HbIl POCT, HanoMUHas MenaHomy. OfHaKo 3TOT KOME
He [JO/MKeH pacnpoCTPaHATLCA 3a NpeAenbl AepMans
KOMMOHeHTa. B peaKux cny4asx B nOrpaHu4HOM KOMRS
Te HeByca YHHbI pa3BMBAETCS MenaHoMa.

MEenAHoOUUTAPHBbIN HEBYC MMULLEPA

MenaHouuTapHbii HeByc Muluepa KnUHUYECKM &
cTaBnseT coboi Kynonoo6pasHyt nanyny CBETNO
HEBOro LBeTa, Yalle BCEero PacrnonoXxeH Ha nuue
[2, 3]. Tuctonoruyecku Heyc Muliepa npepcraBngs
60N NPEeMMYyLLECTBEHHO BHYTPUAEPMANbHOE Men:
TapHoe 00pa3oBaHue C rnafkon, crerka BbIMyKnow
nonycepuyeckoi NOBEPXHOCTbIO U BHYTPUAEPMANE:
HEBYCHbIMU KneTkamn, ANGdY3HO WHDUNLTPUPYH
Kak afiBEHTULMANbHYIO iepMY, TaK U CETYATLIN CII0N & &
Me KIWHA. 3TW HEeBYCbl MPEUMYLLECTBEHHO BHYTE:
MalnbHble (B 3NUAEPMUCE MOXKHO 0OHApPYXUTb efu
rHesga). B gepme menaHouuTbl 06pasyloT MeKue r=e
B BEPXHEi 4acTh 06pa3oBaHus, a Mo Hanpas/eHUKd
OCHOBaHWIO (HOPMUPYIOT TSKU, PaA3AeneHHble Mys
KonnareHa. Knetku B Hesycax Muiuiepa npakTUHecKH
KOrfa He CKannuBawTCs B BWAE pafuanbHO pacxops
CA rHe3f, nceBAoCOCYAMCTbIE MPOCTPAHCTBA B OTANY!
HEBYCOB YHHbI ONPeaensTCa B UCKNHUUTENbHbIX CIT
MHorosiaepHble MENaHoLMTLl U aaunoLnTbl MeXay Hes
HbIMU KNeTKamMmu BCTPEYATCA HAaMHOro Yalle, 4em &
Bycax YHHbI. LluTonornyecku MenaHoUuTbl B AEPME Mie
06bI4HbI BUA, 0AHAKO B HEKOTOPLIX CNyYasx Onpeaens
He6oNblUasA aTUnus, BO3MOXHO CBA3aHHAs CO CTapess
WKW aKTUHUYECKUM MOBpexaeHueMm. B oTtcyTcTeue
MaHCWUBHOTO POCTA B JEpMe 3TW WU3MEHEHWA He Crem
CYUTaTh HEBOMAHOW MenaHomoil. MenaHOLUTbI B HE
Muluepa copepxart nnoxo pas3nuyiuMble SAPLILIKA 8 §
NN4ne 0T HEBOMJHOW MeNaHOMbI, B MeaHoLMTax KOTos
SAPBILUKN BbIPQXEHbI XOPOLIO U UHOrAA MHOXECTBEHH
®urypsl MUTO30B B AEPME BCTPEYAKTCH WUCKMOYUTES
HO peaKko. B HeBycax AaHHOro BuAa MOryT OMpefensTs
KPYMHble pacluupeHHble ONINKYNAPHbIE CTPYKTYPbI MK
honnnKynsApHbIE KUCTbI. B HEKOTOPBIX Cy4asx aTi KKE
paspbiBAKOTCA C Pa3BUTUEM [pPaHYNemMaTO3HOW peakus
[orpaHuyHbIA KOMMOHEHT, 8CAIN OH UMEETCS, NPeCTass
He60SbLUNM KOTMYECTBOM KIETOK C IBHTUrMHO3HbIM Xaps?
TEPOM pocTa U peakumMmn MenkumMn roesfamu. B HeKoTog
CNyYyasx norpaHnyHbie MenaHoLUTbl pacnosnoXeHbl a
MEeTpPUYHO, UMEKT 60MbLON pasMep W 3NUTENNOUAH
Moponoruto. Takue KpynHble WU30NMPOBaHHbIE Menake
U1ThlI B 6a3anbHOM Cfoe anuaepmunca Ckopee XapakTeps
ang Hesycos Muulepa, 4em Ans HEBYCOB YHHbI. B mope
HbIX CRy4asx 3TOT aTUNUYHbIA NOrPAHNYHbIA KOMMOHEHT &
pacnpocTpaHsieTcs natepanbHO 3a npefensl AepManbHom
KomnoHeHta. 06 3TUX OCOGEHHOCTAX CMeAyeT MOMHUT
4T0B6I He NPUHATL OLUNG0OYHO HEBYC 3a MenaHoMy in Situ.

[MurMeHTHbIE 06PA30BAHMS KO



HHbIX B anuaepmuce (). [lepmanbHblil KOMNOHEHT, (hvBPO3, BOCNaneHue, COCYAMCTas nponudepaLuns (MpusHaku AUCnnacTu-
/COB) OTCYTCTBYIOT. VIHTpasnuaepmanbHbie rHe3aa 0ANHAKoBOro pasmepa (b). Peakue menaHodary B aepme 6e3 CyLLeCTBEH-
a (OCHOBHOE 0TNV4ME OT AUCTNACTUYECKOrO HEBYCA), OTCYTCTBUE NEMKETOUAHO BOCXOASLLENH MUTPAUNI MENaHOLUTOB (C)
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PHC. 3.2. [MNepnurmMeHTMpOBaHHbIA NEHTUTMHO3HbIA NOrpPaHnYHblit HeByc. OTMEYaKOTCH NPU3HAKN MOBPEXAEHUS KOXWM U B

uns. 06paTnTe BHUMAHWE Ha CUMMETPUYHOCTb U HeBOMbLUOA pa3mep 06Pa3oBaHus, a Take BbIPKEHHYID NMUTMEHTaLUI0
(0co6eHHO B POroBOM Croe) (a). Mpy GOMbLUIOM YBEMYeH!n ONpeaenseTcs AndysHas nponudepauus MenaHounToB B HIXS
3NUAepMUca ¢ MUHUMANbHOI BOCXOAAILLIEH NeMpKEeTOMAHON Murpaluei. Boicokoe COAepXKaHue MenaHnHa B porosoM Croe Cor

¢ NpefwecTByioLlen TpaBmoi (b)

MEenAHOUUTAPHbIN HEBYC MENEPCOHA

®eHomeH MeiepcoHa 06bI4HO 06YCNOBEH 3K3emaTh-
3auueit LeHTpa u/vunn nepudepu MenaHoLuTapHoro Hesy-
ca [4-7]. 3TOT HeBYC YaLLie BCEro 06HAPYXKUBAOT y MONOAbIX
MY>XHUH (PEAKO Y AeTeil) Ha TYNO0BULLE UAN NPOKCUMANbHbIX
4acTAX KOHEYHOCTEN, XOTA OH MOXKET BO3HUKATbL MpakTuye-
CK B Mo6on aHaToMuyeckoil obnactu. KnuHu4eckn ato
CUMMETPU4HAs 3pUTeMa, OKpYXaoLwas MenaHounTapHbli
HEBYC. 3TO fBNEHWE CAMONPOM3BOSILHO paspeLuaeTcs cny-
CTR HECKONbLKO MecsleB, HeByC, Kak Mpasuo, 0CTaeTcs.
WHorpna Hesyc MeligpcoHa nporpeccupyer [0 00bI4HOMO
ranoxesyca unu Haobopor [8, 9]. B 60NbLIMHCTBE CyYaes
Hesycsl MeliepcoHa npefcTaBnaoT co60M U30nMpoBaHHbIe
06pa3oBaHns W NULb MHOTAA MOTYT ObITh CBA3aHbI C aTO-
nud4eckum aepmatutom [10]. YcTaHosneHa CBs3b heHo-
MeHa MeiiepcoHa C BPOXAEHHbIMU UAN NPUOBPETEHHLIMU
HeBycamu, AMCNNACTUHECKUMI HeByCaMu U APYTUMU KOX-
HbIMU HEMenaHoLMTapHbIMU 06pa30BAHNAMM, TAKUMN Kak
ce6opeiiHbIN KepaTo3, 6a3anbHOKNETOYHbIA pakK, NIOCKO-
KNeTou4HbIn pak u 1. A4. [11-13]. fuctonornyeckn nomMumo
06bI4HOrO HeByCca B Npunexallem anuaepmuce onpeaens-
eTCS CMOHrN03, aKaHTO3 1 napakeparo3, a B 3aBUCMMOCTU
OT CTafuN Pa3BUTUS 3K3EMATO3HOrO KOMMOHEHTA MOXET
HabmoaaThCs BbIpaXeHHas Be3nKynaums (octpas dasa). B
JepMe OnpefensieTcs NOBEPXHOCTHbIA MepUBACKYNAPHbINA
NUMOrNCTMOLMTAPHBIA WHUNLTPAT, B HEKOTOPbIX Chy-
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yasx — 903uHocbunus. Cneayet OTMETUTb, YTO
TapHblii MHUALTPaT B Hesycax MenepcoHa Mpes
rnasHbiM 06pa3om CD4 T-numdpountamm ¢ Hebonss
nynsuuneit CD8 T-numcouMTOB B OTNIMYME OT BOCT:
HOW peakLuK B ranoHeBycax, B KOTOPbIX Npeo6nas
T-numdpoumtbl [13, 14].

MENAHOUMTAPHBIN KOKAPAHbIN HEBYC

KokapfiHbIii HEBYC, TaKXXe W3BECTHbIN KaK Mal
NEHTUrMHO3HBIA HEBYC, PeAKO BCTPeYaloLMiCs:
Ka4yeCTBEHHbIA NPUOBPETEHHbIA MULLEHEBUAHBIN
XapaKTepuayoLwniics pasHOLBETHON MUTMEHTE
YETKUMU KOHTYpPaMW (CMELLUAHHbIA HEBYC, OKanm
norpaHu4HbIM HeBycoMm) [7, 15-17]. KokapaHbiil HE
LLie BCErO BCTPEYaeTcs y AeTer 1 nuL, MOnoAoro &
/13nobneHHas nokanusauus — TYNoBULLE.
npeAcTaBnsaeT cob60M LEHTPanbHY TEMHY0 Nanyny
MEXYTO4HON 6ecnUrMeHTHOW 30HOW W nepudieE
MW MUrMEHTHBIMI Nanynamu, 06pasyowmm oKps
[18]. TwucTonoruyeckn LeHTPanbHblA Y4acTOK
NpeAcTaBNeH NOrpaHUYHbIM WU CMELIAHHbIM HE
a nepudepuyecknit — norpaHUYHbIMU rHe3famu
abenbHoM nurmeHTaumen. Mo nepuchepun 06pas
B MOBEPXHOCTHbIX y4acTKax LepMbl MOXHO O6HZ
MUrMEHTUPOBaHHbIE MenlaHodaru.

[TurMeHTHBIE 06Pa30BAHME
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04HON atunun (b)

aHHbIV Hesyc. 0Gpa3oBaHne CUMMETPUYHO, HABNIOAAETCA HOPMaNbHOE CO3PEBAHNE MENaHOUMTOB (YMeHbLUEHME Pas-
1PaBNEHMIO K rMyGOKMM OTAENaM AepMbl) (a). Mpu 60/bLIOM YBEMYEHMI OMPEAENSIOTCS Menkue rHesaa MenaHounuTos

pedHeit

TMHOSHBIA CMeLaHHbI HeByc. 06paTuTe BHMMAaHWE Ha CUMMETPUYHOCTb 00pPa30BaHWs W PaBHOMEPHOE YANWUHEHWE

TAPHbIV NATHUCTbLIN HEBYC

HEBYC — [0BPOKa4YeCTBEHHOE KpYNHOE
BOE MUIMEHTHOE MakynspHoe 06pa3oBa-
6bI4HO NPUCYTCTBYET C POXKASHNS UK NOAB-
M Bo3pacTte. MoXeT BO3HWUKATb W B Nl06OM
€. 3TOT HEBYC UMEET BUJ CONUTAPHOro 06-
. COCTOSILLIETr0 13 MHOXECTBA MUrMEHTHbIX MATEH

HHbIC MEJIAHOUUTAPHbIC HEBYCHI

1N Nanyn Ha cnerka NUrMeHTMPOBaHHOM MaKynapHOM ¢ho-
He [7, 19]. B Te4eHne HeCKOMbKUX NeT OH NPOrpeccupyer Ao
6onee 3aMeTHbIX KPAaCHO-KOPUYHEBbIX MATEH W nanyn. 3107
HEBYC MOXET NOSBUTLCA B Nt0BOI aHATOMMYECKON 06NacT,
yallle BCEro Ha TYNOBULLE W KOHEYHOCTAX. PUCK pasButus
MeJlaHOMbI BbilE BO BPOXAEHHbIX HEBYCax W B Chy4asX,
Korga Hesyc umeeT 6onblion pasmep [20, 21]. TucTono-
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