6. BPOOXKJEHHBIE HEBYC

BPOXK/IEHHBIN
MEJIAHOIIMTAPHBINA HEBYC

BpoxzeHHble MenaHouuTapHble HeByCbl — [06po-
Ka4eCTBEHHbIE MenaHouuTapHble 06pa3oBaHus, KOTOPbIE
NMelTCa y pebeHka npu poXaeHWM nnbo, Kak gonycka-
0T HEKOTOPbIE aBTOPbI, MOABASAOTCS B NEPBble HECKO/bKO
Hefenb XU3HU. BpoXaeHHbIe HEBYCbI CYUTAKTCA OfHU-
MU U3 Haubonee pacrnpoCTPaHEHHbIX 06pa3oBaHWUi KO-
XN Y HOBOPOXAEHHbIX. TepMUH «NO3AHUA BPOXAEHHbINA
MEeNaHoUMTAPHbIA HEBYC» UCNOMb3YIOT AN OnuUcaHus
HEBYCOB C K/IMHWYECKUMM W TUCTONOTUYECKUMU NPU3HA-
KaMi BDOX[EHHbIX MeNaHoUWUTapHbIX HEBYCOB, KOTOPbLIE
HE NPOABUNKUCE KWHWYECKU NPU POXAEHWUN, HO 06HApY-
MEeHbl B MepBbie 2-3 rofa Xu3HW. PacnpoCcTpaHeHHOCTb
BDOXASHHBIX MeNnaHoUMTapHbIX HEBYCOB COCTaBnser
0,2-2,7 % pns o6pa3oBaHuii pa3mepom MeHee 1,5 cm
B Hanbonblwem uamepeHun u 0,05 % ans o6pasosaHuil
paamepom 6onee 10 cm [1-4]. BONbWMHCTBO BPOXAEH-
HbIX MENaHOLMTaPHbIX HEBYCOB BO3HWKAET CNOPaANYEecKHy,
XOTS BO3MOXHA W cemeiiHas NpeApacnonoXeHHOCTb. AT
MenaHouMTapHble 06pa30BaHNs, Y4WUTbIBAA WX 4acToTy,
pa3Hoo6pa3ne BHELIHEro BuAa U BO3MOXHOE MPOrHo-
CTUYECKOE 3HAYEeHWe, MOTYT CAYXUTb UCTOYHUKOM TpyA-
HO pa3peLUMMbIX KIMHWYECKUX BOMPOCOB. MeanuMHCKOE
3Ha4YeHne Takmx KOXHbIX 06pa3oBaHUN Y HOBOPOXKAEHHbIX
COCTOMT B TOM, 4TO B TEYEHUE XWU3HN OHW MOTYT 0Ka3aThCs
MapKepoM BbICOKOr0 pucka pas3BUTUS 3/10KA4eCTBEHHbIX
0nyxonen, MOryT 6bITb CBA3AHbLI C PEAKUMU CUHAPOMAMU
unu camu TpaHcchopmupoBaTbes B MenaHomy. Kpome To-
ro, ecnn o6pazoBaHus HeBONLLIOrO pasMepa Yalle BCero
Mafio3Ha4UMbl, TO KPYMHble HEBYCbI CryXaT CYLLECTBEH-
HbIM MCUXOTPABMUPYHOLLMM (hakTOPOM ANs pebeHka U He-
CYT Yrpo3y pa3BuTua MenaHoMbl, NOCKONbKY OTHOCUTESb-
HbIl PUCK Pa3BWUTUA MeNaHOMbl Ha MECTe BPOXAEHHOro
HeByCa HanpAMyt0 3aBUCUT OT ero pasmepa.

C BPOXAEHHbIMU HeBycamu, 0COGEHHO MrAHTCKUMMK,
accouMMpoBaHbl HEKOTOPblE aHOMaNUW PasBUTUA: CKOMN-
03, pacLLennHa no3BOHOYHUKA, aTpOdUs, aCUMMETPUS, KO-
€ONanocTb, NaTofaornyeckas runeptpochns KocTen Yepena
[5, 6]. Kpome T0ro, y nauMeHToB ¢ KPYnHbIMU BPOXAEHHbI-
MW MeNnaHoUWUTapHbIMW HEBYCaMW MOBbILIEH PUCK Pa3Bu-
TNt HENPOKOXXHOr0 MENaHouMUTo3a, Npu KOTOPOM B MATKON
1 nayTUHHOW 0605104KaX rONOBHOr0 MO3ra 06pasyloTcs
CKOMMeHus MenaHoumToB. HelpoKOXXHbI MENaHoLNTO3 —
pedkoe BPOX[EHHOe 3ab60feBaHNe, XapakTepuaytoLleecs
NPUCYTCTBUEM TUrAHTCKUX WAN MHOXECTBEHHBIX Mefa-
HOLMTAPHBIX HEBYCOB, aCCOLMMPOBAHHBLIX C A06pOKaye-
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CTBEHHbIMU MWW 3J10Ka4ECTBEHHLIMU MENaHo
onyxonamu LUHC. HelipOKOXXHbIN MenaHo3 MOXes
4aTbCA Y NALMEHTOB KaK C KPYMHbIMU HEBYCAMM,
MHOXXECTBEHHbIMU BPOX/EHHbIMI HEBYyCaMi Het
WY cpeaHero pasmepa. Y nuL ¢ KpynHbIMU BPOAE
HeBYCaMW, PacnonoXeHHbIMU N0 3aJHel Cpeauss
HWW, PUCK HEMPOKOXHOrO MeNaHounTo3a BhlLle, o8
Y NaUWEHTOB C KPYMHbIMI BPOXXAEHHBIMU 1 MHO!
HbIMW CaTeNNUTHbIMU HeBycamu [7]. Heipokos
NaHO3 MOXET NOABEpPraTbCs 310Ka4eCTBEHHON TRa
Mauuu ¢ passuTUEM NepBUYHON MenaHomsl LHE
B OTCYTCTBME 3M0KA4YECTBEHHOW TpaHchopmaw
KOXHbIi MENAHO3 MOXET COMPOBOXAATLCS 3HAZME
601€3HEHHOCTbIO, U CMEPTb HACTYNAeT BCIEACTEME
por, rugpouedanuu, Apyrux npoaBneHN Nopaxes
BpoXfieHHblE HEBYCbI TaKXXE MOrYT COYETaTses
Hamu «Kothe C MOMOKOM», HEBYCaMM CMN3NCThIX G58
thacumkynsapHoi LLUBAHHOMOW, NUMOMOW, NUMDas
KanunnspHoW reMaHrnomon, onbpoanurennansHss
MoM, SKTOMWUYECKAM MOHrONbCKAM MNATHOM, are
AepMaTUToOM, BUTUANTO, HENPONEMMON, NepuUHeByE
KOZepMOil 1 ramapTomMamu xpsLuei [6, 8, 9]. Takxe &
I0TCS 11 BHEKOXHbIE U3MEHEHNS: rUnepTpons KOHES
M3MEHEHUS Ha 3NeKTPo3HLedanorpamme, Kpun

JTMONOrUA U NaToreHes

ATNONOMMNS BPOXAEHHBIX MenaHoLUTapHbIX
He u3BecTHa. OHM Pa3BMBAKTCA W ONpPEAeNATCS
YTPO6HO Mexay 5-i 1 24-it Hefeneln 6epeMeHHOCTE
U3 3HAYUMbIX TEOPUA AuddepeHUMpoBKN Menass
COCTOMT B cnegylolem. HepsHas Tpy6ka passusas
paHHWX aTanax ambpuoreHesa. MenaHo6nacTbl MUFR
3 HepBHOro rpe6Hs BAOMb MATKOW M NayTUHHOR &
4eK B IMOPUOHANbHYIO AepMy. V3 aMBpUOHanbHOM 2
NPefLeCcTBEHHUKN MEeNaHOLUTOB MUTPUPYIOT B 28
MUC, e OHU auddhepeHuMpyoTes, npespaLiascs
OPUTHbIE MENAHOLMTBI.

BpoxaeHHble MenaHoLUTapHble HEBYChl HECYT -
TMYecKue MyTauuu nuéo B KogoHe Q61 reHa NRAS.
B koaoHe V600 reHa BRAF. CneayeT 0TAENbHO O
YTO B TUFAHTCKWUX BPOXIEHHbIX HEBYCAX W 0yarax =2
KOXXHOr0 MenaHoumTo3a HabntofaeTcs BbICOKAA S
myTauun NRAS [10-12]. B psage uccnegosaHuii y
HO, 4TO myTauus VRAS Q61 npucyTcTByeT B HOBOG
BaHuAxX LIHC v KoXu, a y nauneHToB CO MHOXXECTBE?
06pa3oBaHUAMU KOXM HabMTI0[aeTCA TaKas e MyTam
Kaxaom 06pa3oBaHui. ITi JaHHble NOATBEPKAAIOT &5
CTBOBAHWE HECKONbKWUX MyTel MenaHoLnTapHOoro



3a. Mytauuu NRAS, BO3MOXHO, 06ycnoenusaoT 6o-
S CUIbHBIA CUTHAN K POCTY WW Pa3BUTUKD PasnusHbIxX
SefICTBMN B MpoLecce 9MOpUOreHesa no CPasHeHW
rauvsamn BRAF. C fpyroit CTOpOHSI, MyTauuin BRAF
=116 pacrpocTPaHeHbl BO BPOX/AEHHbIX HEBYCAX He-
=UI0r0 W CPeJHero pa3mepa u cA3aHsbl ¢ 6onee Ao6po-
ECTBEHHbLIM KNMHUYECKUM TEYEHUEM.
3 0JHOM UCCMEel0BaHNM YCTAHOBNEGHO, YTO Y HEKOTOPBIX
SSHTOB C HEMPOKOXHbBIM MENaHOLUMTO30M UMENUCH My-
s BRAF V600E, a He NRAS Q61 [13]. Kpome Toro, co-
wseckuin Mosanumam mytauun BRAF VE600E Takxe 6bin
JUMMPOBAH C HANUYNEM TUraHTCKUX BPOXKAEHHbIX HEBY-
3 3TOM Xe UCCeA0BaHMN NOKa3aHo, 4To BO BPOXK/EH-
4eBycax ¢ MyTauueit BRAF V60OE 6bino 6onblue aep-
HbIX/NOOKOXKHBIX Y3ENKOB U MEHbLUe BbIPXEH ru-
IDUX03 MO CPaBHEHMo ¢ Hesycamu ¢ myTauuei NRAS
B Lenom aBTOpbl MPULIAW K BbIBOAY, YTO MyTauuu
S He crneayeT CHUTaTh UCKIIOYUTENbHO XapakTepHbIMU
TUraHTCKUX BPOX/EHHbIX HEBYCOB UMK HEMPOKOXKHO-
genaHouuTo3a, a Mytauun reHa BRAF Henb3s c4UTaTh
TCTBEHHbIMW 3a Gonee A0OPOKAYECTBEHHOE Te4HeHue
aneBaHna [13].

MYeckue npoABNeHun

HELLHWA BWI BPOXAEHHbLIX HEBYCOB MEHAETCS C BO3-
oM. py poxxaeH 3T 06pa3oBaHUs MOTYT UMETb BUA
"%a NUrMEHTUPOBAHHBIX NATEH, KOTOPbIE NHOTAA NOXOXM
a «kobe ¢ Monokom». Q6bI4HO OHW HeGonblune,
SHON hOpMbl, GbIBAIOT Kpyrnble, NNHEAHbIe, KPUBO-
iHble, reorpacpuyeckoro Buga [14, 15]. Berpeyatotes
®EeCTBEHHble 06pa3oBaHus, KOTOPbIE pacrnonaratoTcs
40/l aHaTOMUYeCcKoi 06nactu, 06pasya npepbiBACTOE
7eHMe ¢ reorpadpuyeckMmin KOHTYpamu unu pacnona-
6ecrnopsfo4Ho. 3T 06pa3oBaHns MOTyT U3MEHNTLCS
SHIE NEPBbIX NET XM3HW, UX BHELUHWIA BUJ BECbMA pag-
BpaseH. Yacto M3MeHeHWe 3aKIo4aeTca B MOABNEHUM
QUIEHHBIX UIW NPUNOAHATBIX HEOGONMbLUNX TEMHO-KOPWY-
JX MATEH W60 nanyn Ha oHe nepsu4Horo o6pasosa-
- 3T1 N3MEHEHNs MOryT 0CTaBaThCA CTATU4HbIMKU B Te-
42 BCeVl XKN3HW. TUNUYHbIA BUA 3PENbIX BPOXKAEHHbIX HE-
8 — NUrMeHTHas KopuiHeBas 6n1LKa ¢ NPaBUIbHbIMN
25IMU HETKUMU KOHTYpaMu. B AnuTenbHO CYLIBCTBYHOLLINX
jcax B GnALLIKe N Ha hoHe 6OPOAABHATHIX U3 MEHEHMIA
YT N0ABNATLCA TEPMUHANbBHbIE BOMOCHI. PesynbTathl He-
DbIX ICCNEA0BaHNIA YKa3bIBAOT Ha TO, YTO BPOXK/EHHbIE
¥CbI C BO3PACTOM MOTYT TepATb NUrMeHT [16]. BpoxaeH-
4eBYChI BOIOCUCTON YaCTU rON0BbI CKNOHHbI NOCTENeH-
TNIeTb M CO BPEMEHEM PerpeccupoBarb. BpoxaeHHble
JCbl CPeJHero Wnu KpynHoro pasmepa Ha BONOCUCTON
T ronoBbl MOTYT NOABEPraTbCA NOMHOM UMW NOYTH NOA-
k camonpou3BonbHoM peaykuun [17, 18].

BD0XKIEHHbIE HEBYCbl MOTYT NOABNATLCA NPAKTUHECKN
960/ aHaTOMUYeCKoii 06nacTh, B T. 4. B 06NacTu pTa,
20Hei 1 cTon, a Takxe Horted. 06pa3oBaHusa, pacnono-
4bIe B MONOCTU pTa WK HOTTEBOM JI0XKE, UMEHOT BN
24, C Apyrof CTOPOHbI, B HEBYCAX, PACNONOXKEHHbIX Ha
WCTOW YacTW rONOBbI, 4aCTO MUMEETCH LEHTPanbHbIA
S5T0K, OTNMYaOWMACS OTTEHKOM UAW LIBETOM OT nepu-
DM4YECKO 30HbI.

SPOK/IeHHbIEe HEBYCHI

[ns Knaccudukaumu BPOXAEHHbIX MeNaHoLNTapHbIX
HEBYCOB MCMOMb3YETCA HECKONbKO NMOAX0A0B. Halle BCero
MEnaHoLMTapHbIe HEBYCbl KNaccuduuupyrT no pasmepy
(Manble, cpeHue W KpynHble/rurantckue) [19]; manbimu
CYUTAIOTCA BPOXK/AEHHbIE HEBYCbI MeHee 1,5 CM, CpeaHu-
M — 1,5-19,0 cm, KpynHeimu — 6Gonee 20 cm (pa3mep
OnpeaensieTcs B Hanbonblem U3MepeHn B 3penom Bo3-
pacte). OTHOCUTENbHO PaA3NN4Ns MeXAy KpynHbIMUA U Th-
FaHTCKAMW BPOXKAEHHLIMI HEBycamu UAET MHOrO Cnopos
[20]. TepMUH «TWraHTCKUA BPOXAEHHbI HEBYC» MHOrAA
WCMONb3YI0T B OTHOLIEHWUW HEBYCOB, 3aHUMAIOLIMX Kpyn-
Hble cermMenTbl Tena. OfHaKO HEKOTOPbIe aBTOPbI CYUTAOT
FUraHTCKUMU BPOXKEHHbIE HEBYCbI pa3mepom 6onee 20 cm
Wnu 3aHuMaroLme 6onee 20 CM Ha noBepxHOCTH Tena [21-
23]. B paHHoii rnase Mbl GyAem UCnonb30BaTh ONUCAHHYHO
BbilLe Knaccudukaumio [19].

Manble u cpegHue BPOXAeHHbIE HEBYChI. JTA HEBYChI
06bI4HO CBETNO-KOPUYHEBOTO UMW KOPWUYHEBOrO LiBeTa,
0Ba/IbHON (POPMbI 1 C YeTKUMK rpaHuLami. Co BpemeHem
MOBEPXHOCTb 3TUX HEBYCOB MOXET CTaTb GyrpucToil unw
MOXKET NOABUTLCA rUNEpPTPUX03. PUCK pasBUTUs MeNaHOMbI
B 3TUX HeBYyCax B Te4YeHue XM3HM cocTasnsaet meHee 1 %.
Ecnu e mMenaHoma pa3BuBaeTCs, TO, KaK npasuno, nocne
nepuoga nonosoro coapesadns [9, 16, 24-26]. Menawo-
Mbl B MasblX U CPeAHNX BPOXAEHHbIX HEBYCAX BOSHUKAKOT
MpeuMyLLECTBEHHO B AepPMO-3NuaepManbHOM CoeauHeHNN
W no nepudepun BPOXAEHHOrO Hesyca. Pa3suTie mena-
HOMbI CONPOBOX/AETCS KNUHUYECKUMI MOPEONOrn4ecKu-
MU U3MEHEHWUSAMI, KOTOPbIE NIErKO 3aMeTHbI 1 nauneHTam,
1 Bpayam [27].

[UraHTCKne BPOXAEHHbIE MENaHoOUNTapHbIe HEBYCHI.
3TM HeByCbl Bcerga MpUCYTCTBYIOT C POXAEHWS, OAHA-
KO HEKOTOpble BPOXAEHHbIE HEBYCbl BU3Yanu3upylTcs B
nepeble rofbl XU3HW — TaK Ha3blBagMble MO3/HUE HEBY-
Cbl. [WraHTCKME BPOXAEHHbIE MENnaHoLUUTapHble HEBYChI
MOryT 3aHUMaTb BOMbLUME Y4acTKW NOBEPXHOCTU KOXMK,
yallle BCEro Ha TynoBULUe, 3aTem N0 4acToTe oKanusa-
UMK CEAYIoT KOHEYHOCTH, ronosa v wea [28]. Bo MHOTUX
Cny4anx KnMHUYECKas KapTuHa MEHsieTcs ¢ BO3PACTOM.
CBeTNno-KopuyHeBoe nnockoe obpasoBaHue, UMeloLLeecs
NpY POXAEHNN, MOXET Pa3BUBaTbCA MECsALbI 1 oAbl C Mo-
BNEHWEM Y4aCTKOB rUNEepMNNrMeHTaLmu, NecTpoi oKpacku,
TUNEPTPUX03a, 3PO3UU UMK U3bA3BNEHUA, GOPOAABYATON
NOBEPXHOCTY, Y3eNKOB, 06bI4HO 0BYCNOBNEHHbIX HENPOTH-
3auuei (CM. fanee onucaHue rucToNOrMYEcKo KapTuHbl).
Y 60MbWMUHCTBA NALUNEHTOB C FUraHTCKUMN BPOXAEHHbI-
MU MenaHoLMUTapHbIMK HeBycamu TaKXe OnpefensioTcs
CONNUTApHbIE UM MHOXECTBEHHbIE CATeNIUTHbIE HEBYCbI,
CBSI3aHHbIE C HUMMW W PaccpefoTO4eHHbIe Ha KOHEYHOCTSAX,
TYNOBULLE, FONI0BE 1 LLee.

ABCOMIOTHBIA PUCK PA3BUTUA MENAHOMbI B FUFAaHTCKNX
BPOX/EHHbIX HEBYCAX COCTABNAET OKOMO 2-5 % B Te4eHue
YU3HU, 0 YeM CBUETENbCTBYIOT Pe3ynbTaTbl NPOCMNEKTUB-
HbIX M PETPOCMEKTUBHBIX KOTOPTHBIX WUCCNEAOBAaHWA CO
3Ha4UTENbHLIM nepuoaoM Habnopexns [26]. MpumepHo
MOMOBUHA 3TUX MENAHOM BO3HWKAET B NEPBbIE 5 NET XU3-
HW. 06bIYHO OHM Pa3BUBAKOTCA B MYOOKNUX OTAENAX AEPMbI
WA GaXKe B runofepme, 3aTpyaHAs PaHHIO ANarHoCTUKY
[29, 30]. Konu4ecTBO caTennuTHbIX HEBYCOB HE CYNTAETCA
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(hakTOPOM MOBBILLIEHHOTO PUCKA Pa3BUTUS MENaHOMbI KO-
X1, HO Hanuyue 6onee 20 caTennnTHbIX 06pa30BaHMiA no-
BbILIAET PUCK HEPOKOXHOr0 MenaHounuTo3a 1 MenaHoMbl
IHC. YcTtaHoBneHa CB3b C FMraHTCKUMU BPOXAEHHbLIMM
HEeBYCAMW TaKMX 3710KAYECTBEHHbIX OMYXOMeM, Kak nuno-
capkoma, pabaomuocapkoma W 3510Ka4ecTBEHHasa 0nyxosb
060no4ek nepudepnyecknx Hepsos [31].

MEJIAHOMA, ACCOITUMPOBAHHAA
C BPOXXIEHHBIM
MEJIAHOIIUTAPHBIM HEBYCOM

Puck passutus mMenaHombl y NauueHTOB C BPOXAEH-
HbIMU MENaHOLMTApPHbIMW HEBYCaMU MOBbILIAGTCS C YBE-
NNYeHnem pasmepa Hesyca. Paccmatpuas 3N10Ka4eCTBEH-
HYI0 TpaHcdopmauuo, He06X0AUMO Y4YNTbIBATL Pa3nnyus
MeXAYy ManbiMu W KPYNHbIMW BPOXAEHHbIMU MenaHo-
LMTapHbIMIU HeBycamn. JTOT puck coctasnset ot 1,1 go
45 % [21, 32-35]. OgHakKo nocnefHue AaHHble CBULETENb-
CTBYHOT O TOM, YTO PUCK Pa3BUTMA MeSaHOMbI COCTaBNAET
2.8-8,5 %. Puck TpaHcopmauun manbix BPOXKAEHHbIX
HEBYCOB TOYHO He onpegeneH. CuuTaeTcs, YT0 OH COCTaB-
naet 0-5 %, a KpYnHbIX WKW TUTraHTCKUX BPOXKAEHHbIX He-
sycos — 4.5-10,0 %. B KpynHbIX BPOXAEHHbIX MeNaHo-
UMTapHLIX HEBYCaX MenaHoma 006bl4HO pa3BUBAETCA HUXKe
06nacTi AepMo-3nNUAEpMansbHOr0 COELUHEHUS UKW BHe-
KOXHO (Hanpumep, 8 LUIHC, XKKT unu 3a6ptolMHHOM npo-
CTPaHCTBE), Kak npasuno, B nepssle 10 NeT XU3HU. Y Takux
nauleHToB MenaHoma Yalle BCero Ha4MHaeTcs B rny6oKnx
OTAenax AepmMbl UnW B rUMOAEPME, T. €. OHA NpeACTaBnseT
c060M Nanbnupyembli rny6oKnii yaen.

Kak yxxe ynomMuHanoch Bbllle, C BPOXAEHHBIMU HEBY-
camu MOMUMO MeflaHOMbl aCCOLMMPOBAHO Pa3BUTUE TaKMX
onyxonei, Kak pabaoMmnocapkoma, 3110Ka4ecTBeHHas ony-
X0fb 060/104eK Nepucepuyeckinx HepBoB 1 APYrux Capkom
(6, 9, 36-38].

KnuHn4eckmn 3noka4yecTBeHHas TpaHchopmaums MoXxeT
NPOABNATLCA YCUNEHUEM MUrMEHTauuUu, YCKOPeHWeM po-
CTa, U3MeHeHueM (HopMbl, NOSIBAEHNEM Y3eNKOB, 60Mbi0,
N3bA3BNEHUEM C KPOBOTOYMBOCTbIO MNnu 6e3 Hee, 3yAoMm.
OfHaKo MHOTWe W3 3TUX NPU3HAKOB TaKXe COMyTCTBYHT
W [06pPOKAaYeCTBEHHOMY TEYeHUK BPOXAEHHbIX HEBYCOB
[24]. TpaHcdopmaums MOXeT HabntoaaTbes 1 NO3Xe B Te-
YEHWe XU3HU, 4TO NOAYEePKMBAET 3HAYUMOCTb AONrOCPOY-
HOrO AINCMAHCEPHOro HabNAEHNA AaXe nocne pagnkans-
HOr0 XMpYPruveckoro BMeLLaTenbCcTaa.

McTonaronorus

BpoxaeHHble MenaHouuTapHble HeBYCbl MOryT ObiTh
norpaHuYHbIMK, CMeLaHHbIMIU UK BHYTPUAEPMaNbHbIMN
B 3aBMCUMOCTN OT (ha3bl pa3BUTUA, B KOTOPONA OHU Bbinn
ncceyeHbl. BpoxaeHHbIe HeBYCbI XapakTepu3yoTcs Bapua-
GenbHbIMU Npu3Hakamu. B page cnyyaes ructonoruyeckas
KapTWHa WAEHTUYHA TAKOBOW Y 00bIYHOr0 NPUOBPETEHHOO
BapuaHTa, NOCKOJSIbKY HEKOTOPbIE MPU3HAKM, XapaKTepHble
AN BPOXAEHHbIX HEBYCOB, TAKXe MOryT Habnfatbes u
B HEKOTOPbIX MPUOGPETEHHbIX MENaHOLMUTApHbIX HEBYCaX.
Cnenyer 0TMETUTb, YTO BCTPEYAKOTCA BPOXAEHHbIE HEBY-
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Cbl, B KOTOPbIX OTCYTCTBYKOT MMCTONOrNYeCKue np
CBUAETENbCTBYHOLLME 06 UX BPOXKAEHHOM MPOUCXOMEE
HekoTopble Manble BPOXAEHHbIE HEBYChbl FUCTORGS
CKW He OTNIMYaKTCA OT 00bI4YHbIX NPUOBPETEHHBIX
HouMTapHbIX HeBycoB [2, 39, 40]. Takxe Aokasa
BO BPOX[AEHHbIX MENaHOUWUTapHbIX HEBYCaxX y MNass
XapakTep pacnpefeneHus MenaHouuToB W rnybusa
HOLMTapHON nponndepaumnn 0KOHYaTenbHO opm:
[0BONBHO PaHo.
lorpaHuyHble BPOX/AEHHbIE HEBYCbl BCTPE
cA pepko. Kak npasuno, 3t0 He6onblune 06pa3os
Yy HOBOPOX[EHHbIX. B HEKOTOPBIX CRyYasx norpa
BPOXIEHHbIE HEBYCbl XapaKTepPWU3YKTCH Bbipal
runepnnasmen MenaHouMToB B 3NUAEPMUCE U 3
npuaatkos. Mofo6HbIE NOrpaHNYHbIE HEBYCbI Y
PYXXUBAKOTCA NOCME POXKAEHUA N KNUHUYECKUN UME
MENKUX KOPUYHEBbIX NATEH. Halle BPOXAEHHbIE &
ObIBAtOT CMELUAHHbIMU WUNU BHYTPUAEPMANbHbEIM
Manom yBenu4eHUn BPOXAEHHbIe MenaHoUUTapss
BYCbl, KaK NpaBuio, CUMMETPUYHbI. [lepManbHbIk
HEHT KSTMHOBMAHOW (hopMbl Uy 6N10ALE06pa3H:E
NN NPUCYTCTBYET NOrPaHUYHbIA KOMMOHEHT, OH 0
UMEEeT 4YeTKUEe KOHTYPbI C rHe3famu MenaHoLWTE
MOMNOXEHHbIMWU N0 KpasM W B OCHOBAHWUW SNUAEE
HbIX rpe6Heil. [He3aa OTHOCUTENbHO 0JMHAKOBE! Mt
mepy 1 opme. MenaHoUMThI, KaK NpaBuo, Mens
cpefiHero pasmepa, MoHoMmopHble. OauH 13 Ha
4acTO BCTPEYalLMXCA NPU3HAKOB aTUnuu,
AMarHocTuyeckune oWN6KK, — 3TO NPUCYTCTBUE &
FMHO3HON MenaHouuTapHoi nponudepawuu,
MOXET CONPOBOXAATbCA (XOTA HE BCEraa) Baps
CTbl0 pa3mepa u OpPMbl MeNaHOUMTAPHbIX FHES,
TOYHOW atunuen. OrpaHU4HbIA KOMMNOHEHT Bpa
HbIX HEBYCOB, OCOOEHHO Y NaLWeHTOB MONOXeE
B OMpeAeneHHbXx aHaToMU4eckux o6nactax (Hame
BOMIOCUCTO YacTy rONI0BbI), MOXKET COAEPXaTh KB
rHesfa MenaHoUWTOB PasnMyHbiX pasmepa U @
pacnpefeneHHble HepaBHOMEPHO. B HEKOTOPbIX ¥=:
pa3po3HEHHble MenaHouuTbl NpeobnagatoT Haa
mMu. MenaHouuTtbl MOryT 6biTb KPYNHbIMK, C HEBE:
CTeneHbto nneomopduama. /13-3a noao6HbIX U
BPOX/AEHHbIE HEBYCbl WHOrAA OLWIMGOYHO WMHTERS
pyloT Kak menaHomy. OgHako nofgo6Hble U3Me
BPOXAEHHbIX HeByCax HabnoaalTcs B LEHTPE of
BaHWUs, TOraa Kak 60/bWMHCTBO MENaHoM, pa3s:
B 3NuAepMUCe HaJ BPOXKAEHHLIM HEBYCOM, pachng
HAETCA 3a npefenbl 4epmManbHOro KOMNOHEHTA.
lpn CMeLaHHbIX BPOX/EHHbIX HEByCaxX B AEH:
MUMO MOTPAHUYHOr0 KOMMOHEHTA UMEKOTCH Menas:
KOTOPbIE CKNOHHbI rPYNMNUPoOBaThCA B rHe3aa.
Tbl, KaK NPaBnmo, KPYnHee B MOBEPXHOCTHO 4acTH &
MOHOMOPMHbI CO CKYAHOW LNTONNA3MON C CO3PEs
0T NOBEPXHOCTHOM YacTk 06pa3oBaHmMs B rny6o
C MOCTENeHHbIM YMEHbLUEHWEM pa3Mepa rHe3a ¥ &
HO PACMOMOXEHHbIX MEeNaHOUWUTOB N0 Mepe MorDy
B fiepmy. C yBenuyeHuem ray6uHbl 06bIYHO Hab
MeHbLUas CKy4eHHOCTb MenaHouuToB, 6OnbLIas &
X paccesaHus mexay nyykamu konnareHa. Bo &g
HbIX HEBYCax WHOrAA OMpejensTcs eAUHNYHbIE

[TurmMeHTHBIE 0OPA30OBAHMS



308, KOTOPbIE PAcrnonaralTCcs B MOBEPXHOCTHON Ya-
B0pa30BaHMs.
S00X/IEHHbIE MeNnaHoUMTapHble HEeBYCbl AOCTWUraT
270 Kpas AepMbl C XapaKTepHbIM NEepUBACKYNAPHLIM.,
S0HEKCANbHLIM MNWN NEepUHEBPaNbHLIM pacnpejene-
. 0nHaKo cKOnneHnst MenaHoUWTOB MOXHO 0OHapy-
, 1aneKo 0T OCHOBHOro 06pa3oBaHWA B Jepme, 4TO
22T 00pa30BaHNI0 NATHUCTBIA XapakTep. B Heko-
% Cy4asx MenaHouMTbl PacnonioXeHbl npenmylie-
40 BOKPYr 9KKPMHHbLIX NPOTOKOB B BUAE FHE3A Ui
03HEHHbIX MENaHoUMTOB (06bIYHO BOKPYr HapyXHoW
NPOTOKA MW B Er0 UHTPAKEPMANbLHOM YacTi).
=DManbHbIN KOMMOHEHT MOXET JOCTAraTb MOAKOX-
MPOBON KneT4aTkW. B Takux crnyvasx mMenaHouuThbl
pOCTpaHsAoTCA BAOMAb (HMEPO3HBLIX NEPeropofok ru-
BMbI, 2 MHOTAA UHAUALTPUPYIOT XKNPOBbIE A0NbKM Ha-
Sue nudhdyaHoit Heitpodubpomel. MpucyTcTemne pas-
HHbIX 8AVHUYHBIX MENAHOLMTOB, UHAUABTPUPYIOLLNX
DKHYIO XKNPOBYIO KNeTHaTky, — MaTorHOMOHWUYHbIN
“aK BPOX/EHHOW npupoabl 06pa3oBaHns. B HekoTo-
FUFaHTCKUX BPOX/AEHHbIX HeBycax MenaHouuThl fo-
0T hacuny U CKENETHOW MbILLLbI.
} PEUMYLLECTBEHHO BHYTPUAEPMAbHbIX BPOXAEH-
=8ByCax 4acTo HabnoaaeTcs 30Ha UHTAKTHON AepMbl,
98/0L1as AepMabHble MeNnaHoLUTbI 0T PacrnonoXeH-
ajl HUMW 3nuaepmuca, X0Ta Hepeako yaaetcs 06-
MTb MOrpaHNUYHble MENaHoUUTbl C NIEHTUTUHO3HbLIM
oM. /lHorma BCTpevaloTCsi MUrMEHTUPOBAHHbIE [ep-
=bIe MeNaHoLUMUTbI, Npyu 3TOM TUMUYHO YMEHbLUEHUE
TCYTCTBUE NUrmMeHTa B 6onee rny6oKuX Yactax 06-
aHna. [ns BPOXAEHHbIX HEBYCOB XapakTepHo pac-
TDaHeHe MenaHoLWUTOB Mexay ny4kamu KonnareHa
W5l B BUJE POBHbIX psAoB. B ocHoBaHuu 06pa3osa-
H0)KHO 0OHApY»XWUTb BEPETEHOBUAHbIE MENAHOLNTLI
DOV/HbIE 3nemMeHTbl. Bonocucras 4acTb ronosbl —
aHaToMuyeckas 06nactb, B KOTOPOW HelpouaHble
BHTbI UMEIOT CXO/AICTBO C FMCTONOrMYECKon KapTUHO
20N pOMbI.
2 HEKOTOpbIX BPOXAEHHbIX HEBycax onpeaensor-
rMEHTUPOBAHHbIE MENaHOLMUTbI, PACMONOXKEHHbIE
29acTV BOPOHKM BONOCAHOrO (HONNUKYNA U B [ONbKaX
HbIX XKEenes, Hapy)XXHOM anuTeNnanbHOM Bharanuiie
£AHOrO (hONNUKyna, 3NUTENUU IKKPUHHBLIX XKenes
Lie, NogHUMatoLLen Bonoc. B Lenom cyutaercs, 4To
VKEHUe MEenaHoUWUTOB B CaNbHbIX Xenesax, Hepsax
EHOCHbIX COCyAax B rnybuHe CETHaToro cnos Aep-
sneunduiHo Ans BpoXaeHHoro obpasosaHus. [pu-

3Da30BaHNK 00ObIYHO CBMAETENLCTBYET O BPOXAEHHOM
ICX0X/EHUN HeByca. BO3MOXHO WHTpaanupepmarb-
. AeDKETONIHOE PacnpoCTpaHeHWe MenaHoUmMToB, 0C0-
y [leTeil NepBoOro rofa XusHu. B nemkeTonaHbix
ax, Kak npasuno, OTCYTCTBYEeT NU60 CNado Bbipaxe-
8TOYHAsA aTUNWS; OHW PACMONOXKEHbl COOTBETCTBEHHO
TDY 06pa30BaHmMs (Ha ypOBHE THE3[HOM0 NOTPaHU4HOTO

OHEHTA) U OrpaHNYeHbl HIKHE NONOBUHOM anuaep-
2 8 0TNIM4ME OT MeNaHOMbI, KOrAa NefXKeToUAHbIN poCT
NK[aeTCs B BUAE NaTepanbHoro pacnpocTpaHeHns 3a
ENbl THe3[HbIX y4acTKoB [41-43].

')K,ZIEHHLIG HEBYCBI

TABJIHIIA 6.1. [ucTONOrM4YeCKIUe NPU3HaKk1 BPOXKAEHHOTO Me-
NaHoUMTapHOro Hesyca

* [lpucyTCTBUE MENAHOLMTOB B HUDKHEA TPETU AepMbl
¥ B NOJKOXHO XUPOBOWN KreT4aTke

= MenaHoUuTbl pacnpesensoTcs Mexay ny4kamu konnareHa
CET4aToro Cnos AepMbl B BUAE OTAGNBHO PacnoNoXeHHbIX
KNETOK Unu TXKen

*  MenaHouUTbl PacnpoCTPaHATCA BAOMb U BHYTPU
BONOCSIHbIX (DONNNKYNOB, CaNbHbIX XEene3, N0TOBbIX
)Kenes, COCyANCTbIX CTEHOK W HEPBOB

* [lepuBackynApHoe U NepucioNnnKynspHoe pacnpeaenetxiue
MeSIaHOLNTOB HaNOMMHAET KapTUHY BOCManuTENbHOMO
[iepmaro3a

o MblWUbl, NOAHUMAIOLLME BONOC, MOTYT GbiTh
yBEeNNYeHbl B pasmepe v MHUNLTPUPOBAHbI
MenaHoumTamu

NuihchepenumnanbHblil AUardo3

[IMarHocTKa BPOXAEHHOTO HEeByca 06bIYHO He Mpej-
CTaBMAET 3aTPYAHEHWIA, 0OCOGEHHO NPU HANUYUK BCEX TU-
CTONOMMYECKUX NMPU3HAKOB, TaKNX KaK YETKOCTb KOHTYPOB;
0[lHOO6pa3ne MenaHoUNTapHbIX FHe3/, B anuaepmunce, pac-
MONMOXXEHHbIX HA OJMHAKOBOM PAcCTOSHWW ApYr OT Apyra;
NPUCYTCTBME Pa3PO3HEHHbIX MEaHOUMTOB, KOTOPble CO-
3peBaloT Mo HanpasneHuio K rny6oKkoi Yact o6pa3osa-
HUA; OKPYXKEHble MenaHouuTamu CocyAbl U NpUAATKOBbIE
CTPYKTYPbI, @ TakXe pacnpepeneHne MenaHouuToB Cpe-
I nyykoB KonnareHa. OgHAKO 3TW rUCTONATONOTNYECKUE
NPU3HaKW He BCErfa BblpaXeHbl OTYETNNBO. BO3MOXHbI
OLUNGKMN, CBSA3aHHbIE C NPUCYTCTBMEM MHTpaanuaepmanb-
HOW NEHTUTMHO3HOW MenaHoUMTapHOW nponudepauinu,
neapKeTOMAHOr0 pacnpoCTPAHEHWS MENaHoLMTOB U NPOJK-
hepaTnBHbIX Y3ENKOB.

Camoe BaxHoe B aucbdhepeHUnanbHOW LMarHOCTUKE
BPOX/IEHHbIX HEBYCOB — 3TO WCKIOYEHUe MenaHoMbl.
MenaHoMbl, KOTOPble Pa3BMBAKOTCA U3 ManblX U CPEAHNX
BPOX/EHHbIX HEBYCOB, 0ObIYHO BOSHUKAIOT NOCE NONOBO-
ro CO3PeBaHMs 1, Kak NpaBuno, Ha nepucepuyeckoit 4actu
CYLLIECTBYIOLLIEro HeByca. BOMbLIMHCTBO TaKUX MenaHom
MMEET MHTPasNUAepManbHOe NPOUCXOXAEHWE (SBHO Bbl-
PaXeHHbI KOMNOHEHT in situ). Kak npasuno, aTo MenaHo-
Ma 06bI4HOrO TUNa (MOBEPXHOCTHO PAacNpOCTPaHALLAACA)
[36]. Kak oTmMeyanochb Bbillie, NEAKETOMAHbIE U3MEHEHMS
MOTYT BO3HWKATb W BO BPOXAEHHbIX HEBYCAX, 0COOEHHO Y
HOBOPOXKAEGHHbIX U ManeHbKUX AeTen. B otnuyune ot mena-
HOMbI U30NINPOBAHHbIE KNETKM 3aHUMAIOT HUDKHIOK 4acTb
anNuaepMnNca 1 XapakTepuaytTcs cnaboi atunuei.

MenaHoma, pas3BWBAOLLA B TUFAHTCKUX BPOXAEH-
HbIX HEeBycax, MOPONOrNYeCcKU OTNIMYAETCA OT MenaHom
B ManblXx U CpefHUX BPOXAEHHbIX HEeBycax, MOCKOMbKY
6OMbLINHCTBO TaKUX MenaHoM BHYTpuAepManbHble 063
ABHOTO BHYTPU3NWAEPMaNnbHOro KoMnoHeHTa. MenaHombl
B TUraHTCKMX BPOX[AEHHbIX HEBYCAaxX npeAcTaBeHbl Kore-
3UBHbIMU Y38N1KaMW, KOTOPbIe XOPOLLO Pasnn4yuMbl U YETKO
0TrPaHU4eHbl OT OKPYXKAOLLLEro Hesyca. B aTux y3enkax 3a-
METHO 6onee BbiCOKas KNEeTOYHOCTb, Y3aniku 06pa3oBaHbl
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ANUTENNOVAHBIMU MENAHOUMTaMM, YaCTO C BbIDAXKEHHbLIM
AAEPHbIM NIEOMOPGU3MOM U NATONOTU4ecKuMY urypa-
MU MWTO30B. 3N0Ka4€CTBEHHbIE MENAHOUNTLI TaKXe MO-
ryT 6biTb BEPETEHOBUAHLIMU UAK MENKUMU U KPYTMbIMU.
Kpome TOro, AepManbHble y3enkn MenaHombl MexaHuye-
CKW CMELLalT npunexatime MenaHoUWUTbl BPOXAEHHOrO
HeByca. [l06pOKa4yecTBEHHbIE MpOnudepaTuBHbIE Y3enku,
HanNpOTMB, MEHbLLEro pa3mepa, a KNeTkn CMeLLaHbl ¢ 0Kpy-
XKaoLWMMKU MeNlaHoLMTaMu.

HeBouaHas MenaHoma MOXeT UMeTb CXOACTBO CO CMe-
WaHHbIM WAKW C BHYTPUAEPMANbHbIM MenaHoLMTapHbIM
HEBYCOM C MpU3HaKamu BPOXAEHHOro Hesyca. Onpege-
NIeHHble MOPHONOrNYecKne W3MEHEHUS LOMKHbI Bbli3bl-
BaTb NOAO3PEHUE HA HEBOWAHYIO MENaHOMY, NPEeXAe BCero
aCUMMETPUS 1 BbIPAKEHHAS KNETOYHOCTb. [1pn 60NbLIOM
YBENUYEHUU MENaHOUUTbl HEBOWAHOA MENaHOMbl Xapak-
TEPU3YIOTCA BbICOKOW CTEMeHbD KNETOYHOW aTtunuu ¢
YMEPEeHHbIM NNeomMopdn3Mom, runepxpomueid aaep, Ha-
NUYKEM XOPOLLO 3aMETHbIX AAPbILIEK, NbINEBUAHOA Mur-
MEeHTaLmMen LuTonna3mbl U OTCYTCTBMEM CO3PEBAHUS Me-
NaHoUMTOB B fiepMe. B nonb3y HEBOWAHON MeNaHOMbI TaK-
XK€ CBUAETENbCTBYET NPUCYTCTBUE (DUTYP MUTO30B (B T. Y.
naTtonorn4ecknx) B rnyboKomn 4acT o6pa3oBaHms.

3HayumocTb  auchdbepeHUManbHOW  AMArHOCTUKM
BDOX/AEHHBLIX U NPUOBPETEHHbIX HEeBYCOB o4vesupaHa. Oa-
HaK0, KaKk MoKasaHO paHee, TUCTONOrMYECKUE NpPU3Ha-
K BDOX[EHHbIX HEBYCOB TaKXe MOXHO 0OHApPYXMTb W
B HEKOTOPbIX NPUOGPETEHHbIX HeBycax. [J0BONbHO 60Nb-
LIOE KONMYECTBO MPUOOPETEHHbIX HEBYCOB, BO3HUKAID-
WMX Yy MNageHueB, UMeKT FUCTONOrMYECKUe NpU3HaKu,
BCTPEYaoLLMecs BO BPOXAEHHbIX HEBYCaX, a HEKOTOpbIE
BPOX/EHHbIE HEBYCHI HE UMEIOT FMCTONOrMYECKINX NPU3HA-
KOB, YKa3blBAKOLIMX HA UX BPOXAEHHOE MPOUCXOXAEHUE.
[lnarHo3 cnegyer CTaBUTb C YY4ETOM CREAYHOLMX BaXKHBIX
CBEAEHWIA: HaNM4ue HeByca Mpu POXAEHWW; NPUCYTCTBUE
MeNaHOLNTOB B HUXKHUX TPETAX AEPMbI U TUN0AepMe; opra-
HU3aLMs MENaHOLMTOB B BUAE U30NIMPOBAHHbIX 3NEMEHTOB
U OAMHOYHBIX NUHUA CPeay Ny4yKOB KONnareHa B CeTHa-
TOM C/10€ AePMbl; MHCDUNLTPALNA CanbHbIX Xenes, Mbilil,
NOAHUMAKOLLMX BOMOCHI, MOTOBLIX XXeNne3 W numdarnye-
CKWX COCYA0B; NPUCYTCTBUE METAHOLMTOB BOKPYT COCYAOB,
(hONNNKYNOB 1 MOTOBLIX XKENES.

imeeT 3HayeHue andhchepeHumManbHas AMarHOCTUKa
BPOXAEHHbIX U AWCNNACTUHECKUX HEBYCOB. [MCTONOrNYe-
CKas KapTUHA BPOXKAEHHbIX HEBYCOB (CMELLAHHBIX U Norpa-
HUYHbIX) MOXXET HanoOMWUHATb AWUCMNACTUHECKWE HEBYChI,
4TO 3aTpygHseT ux guddepeHumanbHylo AuarHoCTUKY.
B o@HOM uccneposaHWK ycTaHOBMEHO, 4TO noytu 8,3 %
CMELUAHHbIX JUCMNacTUYeCKUX HEBYCOB MOryT WUMETb
NPU3HAKKM, CBOWCTBEHHblE BPOXAEHHbIM Hesycam [44].
Bo BpOXAEHHbIX HEBYcaX MOryT MpUCYTCTBOBATb Morpa-
HUYHbIE THE3[a HenpaBWNbHON DOPMbI, CAUBAOLLNECS
MeXxay co60/ W CoeauHstoLLIMe anuaepmanbHble rpedHu,
BO3MOXHbI NEHTUTWHO3HAA rUNepnnasus, pacnpocTpaHe-
HUE MOrpaHU4YHOr0 KOMMOHEHTa 3a Npeaenbl AepManbHoro
(beHoMeH 06pa3oBaHus «nney») W pasHoo6pasHbie Npo-
ABMIEHUS KNETOYHOM atunuu. CneayeT y4nTbiBaTb, YTO HU
OAMH U3 3TUX NPU3HAKOB CaM No cebe He CBUAETENbLCTBYET
0 Aucnnasuy nnm BpOXXAEHHOM HEBYCE C AUCNIACTUYECKM-

296

MU npusHakamu. Ux Bcerga cnefyeTr UHTEPNpPER
C Y4ETOM KNMHWYECKON KapTuHbl. /IHTepnpeTaLms
KaK BPOXAEHHOr0 C AUCNNacTUYecKUMN NpU3Ha
KaK WCTUHHO JWCNIacTU4ecKoro Hesyca C M
BPOXAEHHOr0 HeByca B HEKOTOPbIX Crly4yasx B
Cy6bEKTUBHA.

lMcTonoruyeckue BapUaHTbl

Peuungusupyrowmii BpOX[EHHbIN HEBYC
C npu3HaKamu rcesfomMenaHomMbl

OnucaHbl cnyvan, Koraa B y4yacTke NpefLiecs:
6uoncun BPOX/AEHHOrO HeByca MOSIBNSETCH Hepa
Hag MUrMeHTauus, Kotopas KIUHUYECKU MOXET !
BreyaTneHue MenaHombl. MNCTONOrMYECKN B PELs
IOLLMX BPOXAEHHbIX HeBycax HabMAaeTcs Hepas
Haa BHyTpUanuaepmanbHas MenasouuTapHas nes
pauus, orpaHu4yeHHas y4acTkoMm Haz 30HON pyous
TOPOW CrNaXeHHOCTbIO ANUAEPManbHbIX rpedHen. &
0TMEYaeTCs MUHUMAnbHas KNetoyHas atunus. A8
LMTbI MOXHO OBHapyXuTb U BbIlIE JEPMO-3MKHEE
HOr0 COeAWHeHUs (NeXeTOUAHOE pPacnpoCTpass
B HWXHeA NonoBuHe anuaepmuca. B aTux cnyya
30HbI pybLa unu B nepupepnyecknx oTaenax nmees
CTOK peanayansHoro HeByca, eciin 3T0T HEBYC He &
NeH NONHOCTBLI0. KpaiHe BaXXHO 3HATh O TOM, 4TO & 2
AHATOMUYECKOM Y4acTKe paHee BbIMOMHANM 6Uone
NO3BOJIAET NPABUIbHO OLIEHNTH UMetoLLeecs 06pass
OT/INYUTL HEBYC OT MENlaHOMbl 1, COOTBETCTBEHHO. ¥
BUTb MPaBUbHbIA AUArHO3 PeLMauBUPYHOLLEro/nE
pytOLLEro BPOXAEHHOIO HeByca.

BPOXXJIEHHBIV HEBYC
C HEUPO®HUBPOMATO3HBIMH
MMPU3HAKAMH

B HeKoTOpbIX BPOXKAEHHbIX HEBYCAX MeNaHOWE:
3M1IEMEHTbI NPUOBPETADT MUCTONOrNYECKNIA BUA HE
6pombl [45-48]. Kpome Toro, y nauueHToB C BPOXAE
MeSlaHOLMTapHbLIMI HEBYCaMM MOXXET HabN4aTbCR
thubpomaros 1-ro Tuna (HO-1). TuraHTCKMe MUrME
HeBYCbl 0GHapYXeHbl MOYTU Y 5 % nauueHTos ¢ H®-
50]. Takoe co4eTaHne MOXXHO 06bACHUTL TeM (DaKT:
1 MenaHouuThbl, U LUBAHHOBCKWE KNETKW pa3BUBAKT
HepBHOro rpebHs. Bmecte ¢ Tem cneayet OTMe
H® — ayToCOMHO-OMUHAHTHOE 3ab0eBaHue, TOME
BPOX/EHHbIE HEBYChI XapaKTepnu3yTCca MHOroaKies
HacnefoBaHMEM.

[ucTonornyeckn B MenaHouutax onpefensercs
naHas audbdepeHumMpoBKa, XapakTepuaylollasca 2
HOBWAHBIMU BOMTHUCTLIMU SAPaMU C CYXKWUBAIOLLMMUES
LiaMK, OHW OKPYXXeHbl HeXXHOW hnbpunnapHon duope
CTPOMOW W 06pa3ytoT HEBYCHble CTPYKTYPbI, MOXO:
HeWpouaHble Tpyoku W Tenbua MeiccHepa. Kpome
0TMeYatoTC nnactoobpasHas OpraHv3auus, MpUCY
TY4HbIX KNETOK U HeNponaHONOA0GHbIX Tenel, Bepokas
cTonoru4eckoe auddepeHLMpoBaHue BPOXKAEHHbIX He
C HeMPOHHBIMM NMPU3HaKaMy 11 HEAPOHUGPOMbI MOXET S

[TurmeHTHBIE 06pA30BaAHUA



STb CYLLECTBEHHbIE TPYAHOCTU. VIHOrAa Ans yTouxeHNs
232 Heobxogumo WMX-uccnepoBanve. Eule Bonsiue
HART [JaHHbIA BONPOC TO, YTO B Helipochubpomax, oco-
£BA3aHHbIX ¢ HD-1, MHOrga onpeAenseTcs MenaxuH n
)2CCUA MenaHoumMTapHbIX Mapkepos [51].

DK IEHHBIH FOJIVEOH HEBYC

JOX/EHHbIN rony6oii HeBYC BCTpevaeTcs pefako. Xa-
i0Has 1oKanusauns — BONMOCUCTAs YacTb rOMOBbI
20. 310 KpynHble 06pa30BaHus, CNOCOOHbIE K arpec-
pOCTY C pacnpocTpaHeHWeM Ha KOCTW 4epena
pAYI0 MO3roByto 060/104Ky. HekoTopble 06pa3oBaHus
TCA MOBEPXHOCTHbIMK [52, 53], MHOrAa Ha ux me-
:23BI1BaeTCA MenaHoma. [UCTONOrnYeckn BPOXKAEH-
"0Nny60i HeBYC MOXET npuobpertatb BUA 06bIYHOMO
LNeTO4HOro ronyéoro Hesyca (cM. rn. 3). B HeBycax
STEHOBUAHBIMW WUNU  3NUTENNOUAHBIMW  KNeTKamMu
DAAETCH WHMDUALTPALMA 3TUMU KNeTKamu rnyboKux
CETYaTOro Cnos AepMmbl, NPU4eM BEPETEHOBULHbIE
TENNOUAHbIE KNETKM YacTo COYeTalnTCs C 00bI4HbIMY
SounUTaMin UK HeMpPOUAHBIMU dneMeHTamMu (Komou-
23HHbIN HEBYC).

BKIEHHBIU HEBYC IITTHI]

JOXAEHHbI HeByc LLINuL BCTpeyaeTcs KpanHe peako.
240 NNLWb HECKOMbKO Cnopaguyeckux cnyvaes [54,
STONOrNYeckn BPOXAEHHbIA Hesyc LLnuy xapakTe-
ETCA TEMU Ke NpPU3HAakamu, 4To W NpUOBPETEHHbIN,
E5HO HanW4uem KpynHbIX aNUTENMOUAHbIX UK BepeTe-
451X MeNaHOLNUTOB C 0OMNLHON LIMTONNA3MON, YETKU-
pamu, pasnnyHbIM KONUYECTBOM MHOTOSAEPHbIX
S0UNTOB, HUCXOLALMM CO3PEBaHNEM MeNnaHoLuTOB,
SHHLIMU OTAENbHbIMU MenaHouuTamm ¥ rHesgamu
220M0-3MnnaepManbHbIM COBAMHEHNEM B CMELLAaHHbIX
MPUCYTCTBUEM MENAHOLMTOB B Ny6OKOWA 4acTu
aNbHbIX CTPYKTYp npuiartkos [56-58]. B HekoTo-
y4aax OnpeaenatoTca rucTonoruyeckue NpusHaku,
AAl0LLIME NOATBEPAUTL BPOXKAEHHYKD NpPUPOAY He-
TaKe Kak aHrnoLEeHTPUYHOCTb, CKNOHHOCTb K WH-
Tpalun npuaaTkos, pacnpocTpaHeHne MenaHouuToB
- Nyykamu KonnareHa, BapuabenbHOCTb pasmepa
ibl FHe3A.

PKITEHHBIA HEBYC
PU3HAKAMMH NUCIIJIA3UU

£ y)Ke YNOMUHANOoCh paHee, BO BPOXAEHHbIX HEBY-
H0r4a MPUCYTCTBYET BHYTPUANMAEPManbHbliA KOM-
=T C Npu3HaKamu, xapakTepHbIMU AN AUCnnacTuye-
=eBycoB. Cpean HUX NEHTUTNHO3HAA Nponudepauns
20UNTOB, cnabas unu TsHKeNas KNetoyHas atunus,
D8NIbHOCTb Pa3MepPOB MOrpaHUYHbIX FHE3, CIUSHUE
nnacTMHYaTas ubponnasns, B HEKOTOPbIX CiyYasx
paaetca anddysHas nponudepauus MeNaHoUMTOB B
pMuUCe. Takne HeBYCbl Mbl Ha3blBaEM BPOXAEHHBIMM
aMW C Npu3Hakamu aucnnasuun. Kpome Toro, B auc-

KT HHBIC HEBYCBI

NAaCTU4ECKUX HEBYCAX MOXHO 0OHAPYXWUTb rMCTONOrNYe-
CKWE NPU3HaKN BPOXIEHHOr0 MPOUCXOXAEHUA. KaK noka-
3anu peaynstathl uccnefoBanuit, 40 8,3 % CMeLaHHbIX
ANCNNACTUYECKNX HEBYCOB UMEIOT MPU3HAKN BPOXAEHHOMO
npoucxoxaenus [44].

IMPOJIN®EPATUBHBIE Y3EJIKH
BO BPOXXJIEHHBIX HEBYCAX

MponudepatuBHble Y3enKK MPeACTaBNAOT  COOON
060Cc06neHHbIe Y3110Bble nponudepalun B Aepme, KoTo-
pble 0COOEHHO XapaKTepHbl 4151 TUrAHTCKUX BPOXAEHHbIX
HEBYCOB, HO BCTPEYAlOTCA U B 06pa30BaHNAX HEBOMbLIO-
ro paamepa. 3Tv Y3enKi NPUCYTCTBYIOT C POXKAEHUA UM
NOABMSAKTCA BHOBb B BUAE NMUIMEHTHbIX Manyn B HeBYCe Y
mMnazieHLes Nbo B paHHeM AeTCKOM Bo3pacte. [losBreHue
y3e/1K0B B MOAPOCTKOBOM W 3penoM BO3pacTe BCTPeYaeT-
CA PEAKo, HO BCE Xe BO3MOXHO. [laHHbIX 0 4acToTe mno-
SIBNEHUS NPONNEPaTUBHbLIX Y3ENKOB HEMHOTO, 04HAKO B
HEKOTOpbIX My6nnKaumsax coo6LLAeTCA 0 TOM, YTO OHU BO3-
HukatoT B 2,9-19,0 % BpOXAeHHbIX Hesycos [9, 59, 60].
KnuHuyeckas kapTuHa nponudepatuBHbIX Y3eNKOB pas-
Hoo6pasHa. Eciiu OHW ONpeaensiTCcs KNUHUYECKU, TO, Kak
npaBuIio, 3T0 MATKUE Y3eNKu, BO3HUKAIOLLME de Novo B YXKe
CYLLECTBYHOLLEM BPOXXAEHHOM HeByce. O6bI4HO OHYW pacTyT
MEAIeHHO 1, JoCTUras onpefeneHHoro pa3mepa, kak npa-
BWNO, NpeKpaLaT AanbHeRLwunin pocTt. B HeKOTOpbIX cny-
4asnx, 0CO6EHHO Y HOBOPOXAEHHbIX, B NPONUepaTUBHbIX
y3enkax NosBNAIOTCA HACTOPAXWUBAKOLLME KNUHUHECKUE
NPU3HaKK, Takne Kak ObICTPbIA POCT, KPOBOTOYMBOCTL U
n3bazsneHue [61, 62]. B aTux cny4anx Hepeako BOSHUKAeT
NOZL03PEHUE Ha MenaHoMy. HecMOTpSA Ha CTOMb TPEBOXHbIE
KNWHUYECKNUE U TUCTONOrMYECKUe NposiBieHnsA, nponude-
PAaTUBHbIE Y3ENIKM YacTO MpeKpaLLatT pocT, a UHorga ca-
MOMPOW3BOSILHO perpeccupyloT [63, 64]. buonornyeckoe
NoBeAEHWe NPoNudepaTuBHbIX Y3e1K0B, BOSHUKAKOLLNX BO
BPOX[EHHbIX HEBYyCax, HUYEM He npumevaTenbHo: 60Mb-
LWMHCTBO W3 HUX NpeKpaLlaeT pocT, JOCTUrHYB OMNpefeneH-
HOro pa3mepa, U C BO3pacToM nogsepraeTcs WHBoOMOUMM/
perpeccuu [64].

fwcTonatonorus

MponudbepatusHble y3enku 06pa3oBaHbl nonynsLuen
MeNlaHOLMTOB B CETYATOM C/IOE AEPMbl C HETKUMN KOHTY-
pamu nMpu Manom yBennyeHuu, YTo OTANYaeT UX OT npune-
XKallnx CTPYKTYP MeNaHOLMTapHOro Heeyca. bonbWMHCTBO
nponudepaTuBHbLIX Y3enKoB He60MbLIOro pa3mepa, XOTs
MHOTAA OHU LOCTWUTAaKT HECKONMbKUX CaHTUMETPOB B AM-
ameTpe. NOTHOCTb MeNaHoUWUTOB B NpPOnNepaTuBHbIX
y3enKax WHas, 4em B Heyce. [1py 60MbLIOM YBENUYEHUM
B NPONUePaTUBHLIX Y3enKax rpaHuLa Mexay KpynHbIMu
MefiaHoLMTaMu y3enka U MenkuMu Jo6poKa4ecTBEHHbIMM
MeflaHouMTaMu Hesyca NMOCTEMEHHO CTUPAeTcs, T. e. Me-
NaHOUMTBI NMpOnMdepaTNBHLIX Y3enKOB NepemeLlnBaoTcs
C OKpYXXatoLMmMmn UX mMenaHouutamu Hesyca. B nponude-
PaTUBHBIX Y3eNiKax MOXHO 06HAPYXXUTb NPU3HAKK aTUMUK,
B T. 4. MENAHOLMTbI C XOPOLO 3aMeTHbIMU AApbILLIKAMMY,
MOBbILLUEHHYH KNETOYHOCTb N0 CPABHEHUIO C NPUNEXALLUM
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HEBYCOM, 04arl KDOBOM3NWAHWA U U3bA3BNeHue. Kpome
TOr0, B HEKOTOPLIX CAY4asx OnpeaensioTcs XPOMOCOMHbIE
abeppauuu. B atunuyHbix nponutepaTUBHbIX y3enkax yaa-
eTCs 06HAPYXWTb BbICOKYK CKOPOCTb nponudepauumn ny-
TeM OKpaluuBaHua ¢ aHtutenamu K Ki-67 n o6HapyxxeHus
akcnpeccun bel-2 u p53. OgHako, No AaHHLIM NUTEPATYPbI,
9TW Y3emKU XapakTepuaytTcs A06POKAYECTBEHHLIM Teye-
HUEM.

B HekoTopbIX NponudepaTuBHbIX y3enkax npucyTcTBy-
eT Nonynauns BHYTPU3NUAEPManbHbIX MeNaHoLUTOB, KO-
TOpas 4acTo BCTPEYaeTcs B 30He Haj nponudepaTuBHbIM
y3enkom. Takas KapTWHa noxoXa Ha NceBAOMEnaHOMHYH0
BHYTPUNUAEPMANbHYIO NMponudepaunio BO BPOXAEHHbIX
HeBycax y MONOAbIX NauueHToB. MenaHouuTbl rpynnu-
pylTCA B CNWBAIOWIMECH THE3ha HenpasunbHOW chop-
Mbl B 006/1aCTV AepPMO-3NUAEPManbHOi rpaHuLbl. Takxe
B 3MUAepMuce OMNpefenatTcs paspo3HeHHbIe MenaHo-
UuThl. B peakux cny4asnx, 0COBEHHO Y MONOAbIX MaLneH-
TOB, MOXET HabnioAaTbCs aTUnuyeckas MenaHoLuTapHas
nponudepawus B anuaepmuce ¢ NeKETONAHbIM pacnpo-
CTPaHeHUeM MenaHoLMTOB BbILLE JePMO-3NUAepManbHOro
coeAnHeHus. Takas nponudepauus He cBsi3aHa C Nponu-
(hepatuMBHbIM Y3eNKOM KaK TaKOBbIM, OfHAKO MOACGHbIE
M3MEHEHUs 3aCTaBNAT AymaTb 0 BO3MOXHOW MeflaHoMe.

FMcTonoruyeckue BapuaHTbl

lMponuchepaTnBHbie y3enKu ¢ INUTESTUNONLHLIMU
menaHounuTamm

[Tof06HbI NaTTEpH Yalle BCero BCTPEYAETCH Y HOBO-
POXAEHHbIX. O4HAKO ero MOXHO 06HAPYXWTb W B NoChne-
Aylowmne rofibl XuU3HW. KnuHUYeckn 3TW y3enku onpepe-
NATCA B FUrAHTCKUX BPOXAEGHHbLIX HEBYcax, Npuyem ux
NOSABMEHNE CONPOBOXAAETCS TAKUMU HACTOPAXKMBAOLLIMMN
npu3Hakamu, Kak W3ba3BNeHe, MHOXXECTBEHHOCTb U Obl-
CTPbIiA pocCT.

[UCTONOrNYeCKU MenaHoUuUTbl B y3enKax runepkneToy-
Hbl MO CPABHEHWIO C OCHOBHbIM 06pPa30BaHWEM, OfHAKO
04aroBO CMELUMUBAIOTCA C OKPYXaKoLUMU MenaHoLuTamm
HeByca. 9TO KPYnHbIe MeNaHoLMTbl, KOTOPble MOTYT GbiTb
06UNbHO MUrMEHTUPOBAHLI W NPEUMYLLECTBEHHO Npef-
CTaBJIEHbl ANUTENNOUAHBIMU KNETKamu, 4TO CO3AaeT Kap-
TUHY cnaboil KNeTo4YHON aTUnun U MUHUMANbLHOrO MJeo-
mMopcuama. Liutonnaama snuTennouaHbIX MenaHouuToB
06MNbHAA U 303UHOUNbLHAS; NPU HANUYUN NUTMEHTA ero
pacnpegeneHue HepaBHomepHoe. MuToTu4eckas aKTuB-
HOCTb, KaK npasuio, Huskas (< 1/Mm?), ofHako B HEKOTO-
PbIX Cry4asx OMpefenstoTcs MHOrOYUCNEHHbIE MUTO3bI,
0COBEHHO Y 04eHb MONOAbIX MaLMEeHToB. B anuaepmuce
HaJl y3enkamu MOXHO 06HapPYXWUTb MENAHOLMTbI 1 MEnKue
rHe3aa. B HeKoTOpbIX Cnyyasx y3enku cnocoGHbl pacnpo-
CTPaHATLCA B BEPXHUE CNOU rMNOAEPMbI, CMeLLas cocea-
HUE CTPYKTYPbI, UX KOHTYPbI YeTKne. iHorga y3enku umetot
HEepoBHble WHPUNLTPATUBHbIE Kpas. [ns TOro 4YT06bl OT-
NWNYUTL Y3ENKN OT MeNaHOMbI, MMCTONOMNYECKYI0 KapTUHY
HE06X0AMMO COMOCTaBUTb C  KNMHWUYECKUMN [aHHbIMMU.
Tak, y HOBOPOXAEHHbIX [eTeNl C TUraHTCKUMU BPOXMEH-
HbIMU HEBYCamu Haubonee BepPOSTHO, YTO NOGbIE Y3ENKN
npeacTasnsioT coboi He MenaHoOMy, a UMeHHO nponude-
paTuBHbie Y3enKu. BMecTe ¢ TeM B peakux cnyyasx mena-
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HOMbI MOTYT BO3HUKATb Y HOBOPOX[EHHbIX. Kak &
Hal OnbIT, UMEHHO BO BHYTPUAEPMANbHbIX MER:
BO3HWKAIOLLMX B MMIraHTCKUX BPOXKAEHHbBIX HEBYGE
[enseTcsd A0CTAaTOYHO BbIP@KEHHAR KNETOYHAR
lpu3Hakamu, CBMAETENLCTBYIOLNMY B NONb3Y ME
CNyXaT peskas femapkauus y3enka, oTCyTCTBUE &8
HUS, natonoruyeckue urypbl MuTo308. Mena=o
Xe cnejyet 3anofo3puTb, 6ClU NPUIHAKN, Xapé
Ansg nponuepaTuBHbIX Y3enKoB, aHOMaNlbHO Baip
Hanpumep, npucyTcTBUe KPYMHbIX 30H HEKPO3a, &
CTeneHb aTunuu MenaHouuToB, MHOTOYUCTEHHBIE &
[TonesHbiM MoXeT 6biTh WIMX-uccnegosaHue, no
B nponudepaTuBHbIX y3enkax onpeaensercs
(by3Hoe OKpalmBaHue ¢ aHTuTenamu Kk HIVIB-45
TONbKO MOMOXWUTENbHOE OKPaLIMBaHUE KNETOK Hé
NOBEPXHOCTHbIX OTAEN0B.

lMponughepartunBHbie y3enku ¢ Menko-
KPYrno-cuHeKNeTOYHbIMU NPU3HaKamm

9TOT BapuaHT 06pa3oBaH nonynaLuen naoTHS :
30BaHHbIX B MNACTbI MENKNX KPYTMbIX CUHUX KNETOR
rpy6biM XpOMATUHOM, HE3aMETHbIMU ALPbILLIKANME
HOW UuUTONNa3Mon. B HEKOTOPbIX Chny4asx Omnpe;
9KTa3MpOBaHHble KPOBEHOCHbIE COCYAbl. Psa 06pa
MOXXET FUCTONOrNYECKN UMUTUPOBATL NUMAIOMY
knetok Mepkens. Kak noka3blBaeT Hall OMbIT, 3TOT &
PEAKO XapaKTepU3yeTcs BbICOKOW MUTOTUYECKOM &
CTbi0, 0COGEHHO Y MOMOAbIX NALMEHTOB U HOBOPOM
OTnn4mre 0T MenaHoMbl OCHOBAHO Ha OTCYTCTBUMN &
nneomMopu3ma u NpucyTCTBUM CO3PEBaHUS N0 NEM
y3enka. B cnyyasx ¢ 601bLLUUM YUCIOM MUTO30B &
TPYAHO OTANYUTbL OT MENaHOMbI, O[JHAKO, KaK e
N0Cb, CNEAYeT Y4UTbIBATL KNNHUYECKNE JaHHBIE.
MenaHoMbl CBUAETENbCTBYIOT NPEX/e BCEro TaK
KW, KaK nneoMopguam 1 BbICOKAs MUTOTUYECKE:
HOCTb C NATONOrN4ecKUMn hurypamn MUTO30E
npucyTcTBME Hekposa. Kpome TOro, KpymHble ¥
pacnonoXxeHHble Yy3enkin Hanbonee XapakTepHst
NaHoMbl, TOrAA Kak Mefikue YeTKo OTrpaHUYeHHBE
HOCTHbIE CKOMNEHNA MENKUX U KPYrNbIX MenaHo!
BCEro MMetoT 406POKA4YECTBEHHOE TEYEHNE.

lMponughepaTnBHbie y3enKn co LUMALOUE
cTpoeHnem

OTOT BapuaHT XapakTepu3yeTcs MpUCYTCTBME
KOB C Mpu3Hakamu Hesyca LUnuy B Buae MOHO
nonynaLuN 3NUTENNOUAHBIX MenaHouuTos. Mena
KakK npasuno, atUnu4Hbl (KpynHble fApa U Bk
AAPLILLKKM), HO OGHOPOAHBI N0 pa3mepy U hOpPME. &
TOPbIX CAyYasX MeNaHOUMTbI XapakTepuayTes S
BbIP@XXEHHOW KNETOYHOW aTunuei U npeacTaBne
TENNOUAHBIMU KNEeTKaMW C KPYMHbIMKA TUnepxs
aApaMu U KOHAEHCUPOBAHHbLIM XpOMaTUHOM. VIHO!
NenaTca paccesHHble Urypbl MUTO30B, KOTOR
Nnpasunno, pacnonoXeHbl NOBEPXHOCTHO. B Taku:
Y3e/K1 YeTKO OTrpaHuy4eHbl OT HeBYyCa, a NHOTAA B
MMeeTCa TOHKWIA crioit KonnareHa. JuddepeHLu:
MeNaHoOMO MOXET NpeacTaBNnATb TPYAHYHO 3aas
OEHHO NP HANNYUK KNETOYHOW aTunuun. Kak me

[IurmMeHTHBIE 06PA30BAHM



L OfbIT, He60SbLLOE YNCNO MATO30B, MOHOMOPCHAs No-
SN ANUTENNOUAHBIX MENTAHOUUTOB U YeTKNE KOHTYPbI
(0B CBUJETENbCTBYIOT B MOMb3Y MponudepaTusBHoro
2xa. C Apyroi CTOPOHbI, B KNeTKax MenaHoMbl Coaep-
2 UTONNA3Mbl MOXET ObITb Pa3NUYHbIM — OT KNETOK
SMNLHON LMTONNA3MON 10 KNETOK C TOHKUM KOHTYpOM
5O LMTONNa3Mbl UKW NPOCTO C «TOMbIMU» AAPAMU.

BibepenynanoHas AMarHocTuka
TPMAEpMaNbHOW MENnaHoMbl
ponuchepaTMBHOro y3enka

JTANYUTL nponudpepaTuBHLIE Y3ENKN BO BPOXAEHHbIX
JCaX OT MenaHoMbl, BO3HUKAIOLIEH BO BPOXAEHHbIX
2ax, WHOrAa GbIBAET A0OCTATOMHO CNOXHO. MenaHombl
S04UTENbHO PefiKO BO3HWKAET B IEPME BO BPOXAEHHbIX
2ax y feTe, X0TS B NUTepaType ONUCaHO HecKomnbKo
228 [65-69]. BaXHO NOMHMTb, 4TO KpyrnHble A06PO-
S0TBEHHble NponudepaTuBHbIE Y3eNKWU, BO3HUKatoLiMe
J=0HEM WNN KPYMHOM BPOXAEHHOM HEBYCE, BCTPeYatoT-
HOTO Yallle, YeM MeflaHoMa aHanoruyHon nokanuaa-
aKuM 00pa3om, CTaTUCTUHECKN 60mee BEPOATHO, YTO
B LIEHTPE BPOX/AEHHOro Hesyca Oyder fobpokade-
bIM Kak y nieTen, Tak 1y B3pocnbix. B pasHoit mepe
£ApaBe/IMBO U ANS 04EHb HOHbIX NALMEHTOB (< 2 NeT), y
J06POKa4eCTBEHHbIE Y3ENKN MOTYT XapakTepu3o-
%07 BbIDKEHHON KNETOYHON aTUnmei 1 04eHb BbICOKOM
b0 MUTO30B (aTUNU4HbIE NponudepaTnBHbIe y3en-
JiMeq [1eno ¢ matepuanom, nony4eHHsIM 0T MONOAbLIX
24TOB, NaTONOry He CneayeT AaBaTb KaTteropuyeckoe
94eHIe 0 MeNlaHoOMe, HECMOTPS Ha BbIPXEHHbIE Npu-
atunun. B nponudpepatusHbIX y3enkax nauueHToB
guie 2 net 06bIYHO HABMAABTCS HU3KAA MUTOTUYECKas
0CTb, TOTAA Kak B MenaHome, pa3BuBaroLLencs B Aep-
=H0M YaCcTU HeByca, ONPeAenstoTcs 04eBUaHbIE pury-
0308, B TOM YUCNE NaTonoruyeckue. IToT NpuU3HaK B
SudhepaTuBHbIX y3enkax He Habntogaetcs. Muorue ru-
JUYecKINe NPU3HAKW, TUMUYHbIE A8 MENaHOMbI, TaK-
30TPEYAlnTCS B NponudepatuBHbIX y3enkax. 310 60Mb-
£ S11CNI0 MUTO30B, MNACTbI KPYMHbIX aTUMUYHLIX MENaHo-
3 ¢ 9NUTENMOUAHOK Mopdonorveit, agepHas atunus n
203kl [lnarHocTiKa eLe 60MbLLe OCNOXKHALTCSA TEM, 4TO
S00X/IEHHbBIX HEBYCAX MOTYT OMPEAENATLCS BHYTPUANN-
anbHble Pa3po3HEHHbLIE MENaHOUMUTLI, YTO UMUTUPYET
TMHY MenaHombl in situ (cm. Bbiwwe). Ele oauH dakT,
WAHAOLWA ANArHOCTMKY, COCTOMT B TOM, YTO KNUHU-
nponudepateHble y3enku WHoraa ConpoBoXaaTCs
S2NSHIEM TaKUX HACTOPAXXMBAIOLLMX NPU3HAKOB, KaK Obl-
S POCT, U3MeHeHue LeTa Ui opmbl, U3bA3BMEHME,
205ie 3aCTaBNAT AymaTth 0 MenaHome [61, 63].
CTONOTMYECKN B nponndiepaTuBHbIX y3enkax MOoXHO
20VKUTb Camble Pa3Hble MaTTepHbl, BKNKOYAA 3KCMaH-
S5iil POCT 3NUTENMOUAHBIX MENAHOLMUTOB C HE6ONbLINM
¥ECTBOM (hUryp MMTO30B, MESIKO-KpYrno-CUHEKNEeToY-
- BapMaHT C MHOrOYMCReHHbIMI hurypamum MUTO30B,
WaHT TUNa ronyboro Hesyca, TUNA HEBOUAHOW MenaHo-
¥ T. 4. (cMm. Bblwe). MponuchepatnsHbie y3enku, o6pa-
SHHblE AMUTENIMOMAHBIMU KNETKaMu, XapakTepuayrTcs
)i IemMapKaLmeit, HU3KOM MUTOTUYECKOI aKTUBHOCTLIO,
poKe cnaboit Unu yMepeHHo aaepHon atunuei. 3ToT Ba-

SDOX/IEHHbIE HEBYCHI

PUAHT HETPYAHO OTAUYUTL OT MENaHoMbI, NPU4YeM B Hallei
MpaKTUKe OH BCTPeyancs 4atle Bcero. Menko-Kpyrno-cuHe-
KNeTOYHbIA BApPUAHT, HA060POT, OTNNYAETCSA BOMbLUNM YUC-
7IOM MWTO30B, a TaKXKe 60/ee BbICOKOW CTENEHbI0 AAEPHON
aTUNNK, 4TO B HEKOTOPbIX CAYHaAX CAYXUT UCTOYHUKOM AM-
arHocTMyeckux owmn6ok. Mopdonoruyeckn audepeHum-
poBaHWe NponudepaTMBHOro y3enka B iepMe BPOXAEHHOr0
HeByca 0T MenaHOMbl MOXET OCMOXHSATHCA 4acTo BCTpeYa-
HOLLMMUCS aTUNAYHBIMI NOTrPaHUYHBIMK NponudepaLusamm
BO BPOX[EHHbIX HeBycax y feteil. Kpome TOro, B nponu-
(hepaTuBHbIX Y3€NKaX MOXET ONPefenaTbCa BbIPAKEHHbIN
B OMpe/eneHHOR CTENEHN NOrPaHNYHbIA KOMMOHEHT B 3NU-
Jepmuce, He3aBUCMMO OT pa3mepa BPOXAEHHOTO HeByca,
B T.Y. 4aCTO HabNtOAAETCsH NEHTUTMHO3HLIV U MemKeTonA-
HbIA POCT, PaBHO Kak 1 ynnoLieHune anugepmuca. B oaHom
1ccNeao0BaHNy YCTAHOBEHO, YTO 3TV NMPU3HAKI 0TMEYatoTCA
B 68,2 % nponucbepaTuBHbIX y3enkos [70]. B menaHome,
BO3HMKAIOLLIR! BO BPOXAEHHbLIX HEBYCaX, 06bI4HO DOpMU-
PYIOTCS IKCMAHCUBHbIE Y3EMKN U3 3NUTEANOUAHBIX MeNaHo-
LMTOB C GOMbLUAM YnCTIOM MUTO30B (5-20/mMMm2). K apyrum
npu3HaKam OTHOCATCA 04ar0BbI HEKPO3 B Y3ENKe Uni He-
YeTKOCTb KOHTYPOB, KOTa rHe3fa KNetoK UHQUILTpUpyT
NpUneraroLLmniA HeBYC. B Takux y3enkax 0TMe4aeTcs BbicOKas
KNeTOYHOCTb, MENaHOUWTbI YacTO OTNUYAKTCA BbIPAKEH-
HbIM SiIEPHbIM NNIEOMOPGU3MOM W NATONOTU4ECcKUMU (u-
rypamit MUTO30B. BO3MOXKHbI U3MEHEHUs B anuaepmuce, B
T. 4. YMEHbLLEHWE ero TOMLMHbI, 06LLIMPHOE NeJpKeTouaHoe
11 NEHTUTNHO3HOE PAcnNPOCTPaHeHNe. XapakTepHblil NpuU3HaK
MenaHoMbl B N0A06HON CUTYaLMU — 3TO ee YeTKas OTrpaHu-
YEHHOCTb OT OKpY)KatoLLen TKaHu Heyca. Kniovesbim (hak-
Topom Ans AndpchepeHLmanbHOro AuarHo3a MoXeT CnyXxuTb
BO3pPACT MauueHTa, NOCKONbKY MefiaHomMa BO BPOXAEHHOM
HeByCe 00bIYHO Pa3BUBAETCS B BO3PACTE OT 2 N1ET A0 NEpho-
[la M0M0BOro CO3peBaHus (0 aTOro Bo3pacTa 0bpasosaxme,
Kak npasuno, npeAcTasnfaeT coboi nponudepaTusHsIn y3e-
NOK). BpoxaeHHble MeNaHoMbl U MeflaHOMb! B MepBbIE 2 ro-
[1a KU3HN BCTPEYAOTCH MCKMKOYUTENBHO Pefko. B 3penom
BO3pacTe MefaHoMa BO BPOXAEHHBIX HEBYCAX, KaK npasnno,
pa3BuBaeTcs B 0611aCTN AepMO-3nnaepManbHOro CoeanHe-
HWS, @ He B MHTPafiepManbHoil YacTi Hesyca. Y B3pOCIbIX
MenaHoma B UHTPafepManbHOM KOMMOHEHTE BPOXAEHHOro
HeBYyCa BCTPEYAETCH 04EHb PELKO.

B HepasHem uccnegoBaHun metogom FISH yctanosne-
HO, YTO B NponucepaTMBHLIX y3eNKax Habno[alnTca rnas-
HbIM 06pa3om abeppauui Ynucna Konui Lenbix Xxpomocom, a
4aCTUYHbIE XPOMOCOMHblEe abeppauuy BCTpeyaTes peako,
TOrga Kak B MenaHomax 0TMe4aeTcs 3Ha4uTenbHoe yBenu-
YeHue yucna abeppauuit, 3atparusatllnx 6p25, 6es yse-
NINYEHUS CANAHUIA ONMHHOTO Nfeya XpoMOocOMbl. B atom
Ke UCCNeA0BaHUM YCTAHOBNEHO, YTO 3KCMAHCUBHbIA y3en-
KOBbIil POCT 3MUTENINONAHBIX MENAHOLUMTOB C BbIPAKEHHO
aTunueil u 60bLLIMM YCNIOM MUTO30B (> 5/MM2), U3bA3BIE-
HUEe W napumnanbHble U3MEHEHUs 4Yucna Konuii XpoMocoMm
(N0 laHHbIM MONEKYNAPHBIX METOAOB UCCMEA0BaHUS) CBU-
JeTenbCTBYIOT B NoNb3y MenaHomel [70]. B uccnepoBaHuax
¢ npumeHeHuem CIT ycTaHOBNEHbl pa3Hble XPOMOCOMHbIE
abeppauuu B MenaHomax W B NponudepaTUBHbIX Yy3en-
Kax [71]. B atux uccnegosanusx CIT no3sonuna BbisiBUTL
YnucneHHble abeppauum LenbiX XpOMOCOM B GONbLUNHCTBE
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aTUNUYHBLIX NPONKUEPaTUBHBLIX Y3€NIKOB BO BPOXAEHHbBIX
HeByCax, OTANYHbIE OT MeNaHoM, B KOTOPbIX FMaBHbIM 06-
pas3oM YycTaHOBNeHbl abeppauuy, OXBaTbIBAKLLME HacTy
XPOMOCOM. B 06bI4HbIX BPOX/EHHBIX HEBYCAX C O4aramul
rUNepKNeTo4HOCTN Kakue-nmb6o aHomanuu metogom CIT,
Kak npasuio, He BbISBASNUCH. YuCneHHble abeppaLuu Xpo-
MOCOM B Haubosnee aTUnuYHbIX NPONudgepaTuBHbIX y3enkax
N0 CBOEMY CMEKTPY HAxoAAaTca Mexny A06pOKayecTBeH-
HbIMW MeNaHoOLMTapHbIMK HeBycamn 6e3 XPOMOCOMHbIX
abeppaunit 1 MenaHomMamu, Ans KOTOPbIX XapaKTepHbl pe-
TMOHaNbHblE CANSHMS, yTpaTa reHeTUYecKoro mMatepuana B
0npefieneHHbIX y4acTKax XpOMOCOM.

PHC. 6.1. BpoxaeHHbIA HEBYC B CpeaHeit U rnyGOKOA 4YacTsx CeT4aToro cnos Aepmbl. 06paTuTe BHUMAHWE HA Pacnone
HEBYCOM NanunNoMarto3Hblit NMAEPMUC — XapaKTepHbIi NPU3HAaK BPOXAEHHbLIX HEBYCOB (a)

TABJIALIA 6.2. [pu3Haku, N03BOAAOLLME OTANYKT
PaTUBHbLIN Y3€M10K OT MefilaHOMbI

e QTCYTCTBYUE YETKOW rPaHmLbl MEXAY Y3eNKOM
11 PACTIONOXEHHbIM PSOM C HUM HEBYCOM

* MenaHouuTbl B Y3e1Ke CMeLLaHbl C MenaHo

* Hekpo3 BcTpeyaeTcs peako

e OTCYTCTBNE FOMOTEHHOI KNETOHHOI aTunuu

¢ (OTCYTCTBUE AECTPYKTUBHOIO SKCNAHCUBHOT

* Pegakue comrypbl MUTO30B (B aTUNNYHBIX
NponudepaTuBHbIX y3enKax XopoLlo 3ameTHs! |
thurypbl MUTO308)
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JHYaHue). MnacTbl MENKNX runepxpoMHbIX MeNaHoLUuToB TUna B B ceTyatom cnoe [epMbl, 06pasyloLLye LMPOKKe Nonocsl,
ble BOKPYT NPUAATKOB KOXM (06paTUTe BHUMAaHWE Ha PACNONOXKEHHbI B LUEHTPe (DONAMKYN, OKPYXKEHHbI! MenaHoLuTa-

3HEHHbIE MENAHOLUNUTbI PacXoasTCs OT NPUAATKOB CPEAM KONareHoBbIX BONOKOH (¢). 06paTuTe BHUMaHWe Ha MOHOMOPM-
0B Cpeay HeXHbIX PO30BbIX BOOKOH KonnareHa 8 fgepme (d)

HBI€ HEBYChI




HOW XWPOBOW KneT4arku (a). flepma nHunsTpUpoBaHa Menatouutamu. 06paTuTe BHUMAHWE HA BbIDAXKEHHOE BOB;
BoBneyeHe NOAKOXHOA XUPOBOW KNETHATKN NpN 60bLLOM YBENNYEHUN HANOMUHAET POCT KPYMHOW HEMpOdubpomsi (
pacnpocTpaHeHue THKeN u NPOXUIOK MENaHoLUTOB MexXAy ny4Kkamin Konnarexa (c)
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