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BBenenue.

MEJIAHOLIMTAPHBIE OIIY XOJIN- onyxonu, MPOUCXOAIINAE U3 METAHOLIUTOB
U POJICTBEHHBIX UM KJIETOK. Kak 1 MHOrHe Ipyrue onyxoJsu, MEeJIaHOLUTapHbIE
OIlYXOJIU JEJIATCS Ha JOOPOKAaYECTBEHHBIE, 3I0KAaYECTBEHHBIE U OITYXOJIH C
HEOIPEAECIEHHBIM 3JJ0Ka4E€CTBEHHBIM TOTEHLIUAIIOM.

K 106pokauecTBEHHBIM OTHOCST Pa3IMYHbIE KIMHUKO-MOP(POIOTHUECKHUE
BAPUAHTBI HEBYCOB, K 3JIOKAYECTBEHHBIM — BApUAHTHI MEJIaHOM. [0 HacTosmero
BPEMEHU CYIIECTBOBAJIO OOJIBIIIOE KOJIMYECTBO KIACCU(DUKAITUOHHBIX CXEM
OITyXOJiel MelaHuH-00pa3ytomieil Tkanu. KpynHble reHOMHbIE UCCIIeI0BaHuUs
MO3BOJIMJIM BBIPA0OTATh MOJXO]] K KIIACCU(PUKALIMKA OMyXOJIeH U3 METaHOLUTOB,
YUMTBHIBAIOLIEH LIENbIN s acrieKToB. OCHOBAH OH Ha pPa3/IeJIEHUH OITyXOJIEBBIX
IPOIIECCOB Ha T€, KOTOPbIE BOZHUKAIOT IO/ BIMSIHUEM YyIbTpaduoera
COJIHEYHOI'O CBETA U TE, B Pa3BUTUU KOTOPBIX NHCOJISILIMS HE UTPAET KIOYEBOU
pouu.

Taxum oOpasom, B aeicTByromei kiaccudukanuu BO3 BbieeHbI 1BE O0IbIIHE
TPYIIIbL:

1. OHYXOJII/I KOXH, HO,I[BGpFaIOIHCI;'ICSI KpaTKOCPOYHOMY BOSHGﬁCTBHIO COJIHCYHOT O
CBCTa.

2. OHYXOJII/I KOXH, HOHBGpFaIOIHCfICH IMOCTOSIHHOMY BO3,II€I‘/’ICTBI/IIO COJTHCYHOT'O
CBCTa.

HecMmoTpst Ha TO, 4TO 00€ TPYMIBI COCTOAT U3 JOBOJIBHO PA3HOPOIHBIX
HO30JIOTUYECKUX €UHUIL KaK TI0 MOP(OIOTHUECKIM, TaK U M0 KIMHUYECKUM
MPOSIBIICHUSM, TaKOE JIeJIeHHEe 00OCHOBAHO MATOT€HETUYECKH.

Tak, ycTaHOBJICHO, UTO IO BIUSIHUEM COJTHEYHOI'O CBETA MPOUCXOJIST
nepectpoiiku reHoB NF1, NRAS, KIT, BRAF (aep.V600e).

Hapsany ¢ octanbHbIMH, IMEHHO MOCJIEAHUNA BAPUAHT MYTAllUH SIBIIIETCS
KJIFOUE€BBIM 3BEHOM COOBITUM KaHIIEPOT€HE3a B MEJIAHOIUTAPHBIX OMYyXOJIsX.

Hamnune myrtannu p.V600e B rene BRAF knetok menaHonuTapHbIX OMyXOJIen
XapakTePHO ISl HEOIUIa3UM, PA3BUBAOIINXCS BHE CBSI3U C MMOBPEXKAAIOIINM
JNENUCTBHEM YyIIbTpaduoiieTa COTHEYHOTO CBETA.

OTU ONyXOJIU MPOSIBIAIOT HanboJiee 3J10KaYECTBEHHOE TEUEHHE C PAHHUM
METaCcTa3upPOBAHUEM M TUIOXUM OTBETOM Ha Tepamnuio. Tak, Haluuue 3TON MyTaluu
(oHa siBsieTCA IpaliBEpHOM) CHUKAET S-JIETHIOK BbIXKKMBaeMOCThb ¢ 50% 10 23%.



Oco0yto posib 3Ta MyTanus npuoOpesia B CBA3M € pa3pabOTKON TEPANEBTUUECKUX
IIpenapaToB TapreTHo nHakTuBUpyromux red BRAF p.V600e.

PesynbraToM pa3sBUTHS TaKOW TEpPANIMU CTAJIO NOSIBJICHNE HA PBIHKE LIEJIOTO psla
IIpENapaToB, IPUMEHEHUE KOTOPBIX O3BOJIUIIO JOCTUYD YPOBEHD S-JIETHEN
BbDKMBaeMOocTH nanueHToB ¢ BRAF p.V600e Gosnbiunii B cpaBHEHUU HE TOJBKO C
MalMEHTAMU, HE MTOJYyYaBIIMMU IIpenapar, HO 1aKe€ B CPABHEHUH C MMALIUEHTAMU
0e3 MyTalluu.

JInst omyxoJ1eid, pa3BUBAIOIIUXCS MO BIUSHUEM YIbTpaduoaeTa COTHEUHOTO
CBETA KJIFOUEBHIM 3BEHOM SIBIISIETCS IEPBUYHOE PA3BUTHE B KOXKE COITHEUHOTO
anacTo3a. 1o Mopdoaoruyeckoe 0ToOpaskeHne KyMyIsITHBHOTO COJIHEYHOTO
MOBPEXKACHUS C JIe30praHn3alreil KojulareHa AepMbl, ero 3aMelIeHueM
amop(dHBIM cyOCcTpaTOM.

bonbmmHCcTBO MCJIAHOM, TUATrHOCTUPOBAHHBIX HA YUACTKAX, ITOABCPKCHHbBIX
HWHCOJIAIIUHU, B CTpaHaX C BBICOKUM YPOBHCM COJIHEUHOM aKTUBHOCTH Pa3BUBAJINCH
Ha KOXXC C IMPU3HAKaMU COJIHCYHOTO 3JIaCTO34a.

Takum 00pazoM, neicTByOIIas KiIacCUpUKAIUI UMEET Cpa3y HECKOJIbKO
000CHOBAHUMN:

1. DTHONOTNYECKYIO;
2. [laToreHeTU4eCKy1o;
3. Kinuan4deckyio;
4. TepaneBTUYECKYIO.
HeByc

HeBycol — noOpokadecTBeHHbIE OTpaHUYCHHBIE OMTyXOJIEBBIC MPOJIM(epaTh
HEBYCHBIX KJIETOK (THUIl MEJIIAHOLIUTOB).

Knaccuduxkaius MenaHOIMTapHBIX HEBYCOB. Pa3nuyaior cieayromnue rpymnsl
MEJIAHOIIUTAPHBIX HEBYCOB:

1. Bpoxxa€HHble MeTaHOUUTAPHBIE HEBYCHI (HEBYCHI MAJIOT0 pa3Mepa, HEBYChI
CpeaHel BeTMYMHBI, THTAHTCKUE BPOXKAEHHBIE MEJIAHOIUTAPHBIE HEBYCHI).

2. IlpuoOpeTénnbie MenanouuTapHbie HeBychl (lentigo simplex, morpaHUYHBIM,
BHYTPHUJEPMAJIbHBIN U CMEIIAHHBIA HEBYCHI, rajl0-HEBYC, TIyOOKO
MICHETPUPYIOIIUN HEBYC U APYTHE).



3. BepereHo- 1 3MIUTEINOUTHOKIIETOUYHbIE HEBYCHI (HEBYC CIMTII U MUTMEHTHBIN
BEPETEHOKJIETOYHBIN HEBYC Pun).

4. T'onyOble HEBYCHI (OOBIYHBIN U KJIETOYHBIN).
5. MenaHouMTO3bI KOKH (MOHTOJILCKOE MATHO, HEBYC MTO u HeByc OTa).
6. JlucnnacTuyecKkue MeJlaHOLIUTaPHBIE HEBYCHI.

Cy1iecTByeT HECKOJIBKO TEOpUN HEBOT'€HE3A.

Teopusi «JIOKaJABbHBIX COOBITHINY. HEBOTeHE3 — 3TO pe3yNbTaT JIOKAJIBHBIX
COOBITHI B 1epMe WM anujiepmuce. EnMHCTBeHHAs: HEBycHas KJIeTKa-
IIPEALIECTBEHHUK, JIOKAIN30BAHHAs B KOXKE, ITIOABEPraeTCsl BO3ACHCTBUIO
TpaHC(POPMUPYIOIINX ar€HTOB, BHI3BIBAIOLIUX MPOIIECCHI Mpojudepanuu u
JIOKAIBHON MUTPALUU.

Teopusi «cucTeMHOro HeBOreHe3a». Enqunuunast TpanchopMupoBaHHas HEByCHas
KJIETKa-TIPEAIICCTBEHHUK TPUBOAUT K (POPMHUPOBAHHIO MHOXKECTBA CUCTEMHBIX
HEBYCOB ITOCPEACTBOM PACIPOCTPAHEHUS MO TUM(PATHISCKUM COCYIaM U
reMaTOreHHOM TUCCeMHUHAIMU. DTa TeOpUst OOBSICHSAET OJHOBPEMEHHOE
MHOKECTBEHHOE IMOSIBJICHUE HEBYCOB M HAJIMUME HOJMATBHBIX (DOPM HEBYCOB
(HeBOMIHbIE UHKITIO3UU B IMM(paTHYECKUX y3lax). B pamkax 3Toit Teopun
MeJaHOLUTapHAas CTBOJIOBASI KJIETKA MOJI MHAYIUPYIOMIMMU (haKTOpaMu
TpaHC(POPMUPYETCSI B HE3PEJIOTO HEBYCHOTO MPEANIECTBEHHUKA. JTa KIIEeTKa-
NPEIIIECTBEHHUK 10 MOMEHTa U3MEHEHHUS JIOKAIbHBIX (haKTOPOB
MUKPOOKPYKEHHUSI OCTACTCS CIISIIIEH UK TIOJI UX BIMSIHUEM PO epupyeT C
dbopMupoBaHueM HeByca. PrIXi10 pacnoniokKeHHbIEe KIETKH PaclpOCTPAHSIIOTCS B
TUM(ATUYECKYIO CUCTEMY C HAKOTUICHHEM B JINM(PATHUECKUX Yy3JIaX, C
MOCJIEAYIONIEN JUCCEMUHALMEN 10 KPOBOTOKY M UMILJIAHTAIIMEN B KOKE
(TKaHsX/0OpraHax).

Jlokanuzanus. HeBycol pacnionararotrcsi IpeMMYILIECTBEHHO Ha KOXe (pexe B
CIM3UCTBIX 00009Kax). Hanbomnpiee KOTUYECTBO HEBYCOB PACION0KEHO Ha
CIIMHE U Yallle OHU BCTPEYAIOTCS Y MYKUMH. BBISIBJICHBI pacoBble pa3Inyus
YacCTOTbl BCTPEUAEMOCTH HEBYCOB.

Mopdonorngeckoe uccienoBaHne IKCIU3UNOHHO yIaTIEHHOTO TUTMEHTHOTO
o0pa30oBaHus SABISIETCS €TMHCTBEHHBIM METOJOM JIOCTOBEPHOU a1 hepeHITUPOBKU
T00pPOKAYECTBEHHOTO M 3JI0KAY€CTBEHHOTO MPOIIecca.

MakpocKkonM4YeCKH HEBYC BBITJIAIUT Yallle Kak Sk30(hUTHOE 00pa3oBaHue (pexe —
MATHO) C MEIKOOYIPUCTON MOBEPXHOCTHIO, YETKUMU IPaHULIAMH, KOPUUHEBOTO



uBeTa. IIpu MUKpOCKOIIMYECKOM UCCIIEAOBAHUU B IEPME ONIPEACIIAIOTCS
CKOIUICHUS HEBYCHBIX KJIIETOK B BUJI€ THE3. PacrionokeHrue HEBYCHBIX KIIETOK
HOCHUT CUMMETPUYHBIN XapaKTep, KaK I10 BEPTUKAIBHOM, TaK U U 110
TOPU30HTANBHOM OcsM. J1J1sl HEBYCHOM KJIETKU XapaKTepeH (peHoMeH
«CO3pEeBaHUs». DTOT TEPMUH 0003HAYAET YMEHBUIEHUE Pa3MEPOB HEBYCHBIX
KJIETOK B HaIllpaBJI€HUU OT SMUAEPMHCA BIIyOb TE€PMBI.

JIumbonaable HOUIBTPATHI HE XapaKTEPHBI I HEBYCa U MOTYT MOSBIIATHCS
HapsTy C IPYTMMHU KJIETKaMU BOCTIAJICHHSI IPU TpaBMe HeByca. B HeBycax
OTCYTCTBYIOT SIBJICHUSI [IUTOJIOTUYCCKON aTHITMH U MUTO3bI (OCOOCHHO
MaTOJOTHYECKHE).

Beinenstor cnenyromue Mop(hooruueckue BapuaHTbl HEBYCOB:

1. Tlorpanuunslil. [Ipu 3TOM THIIE HEByCa HEBYCHBIE KJIIETKH PACIIOIAraroTCs Ha
IPAHULE ANUAEPMUCA U TIEPMBI.

2. HepMaHLHLIﬁ. B sTom CJIy4acB HCBYCHBIC KIICTKU PACIIOJIOKCHBI B ACPMC U
OTTrpaHUYCHBI OT SIIUACPMHUCA COCOUYKOBBIM CJIOEM JICPMBI B KOTOPOM HC
OIIPCACIIAOTCA HCBYCHBIX KJICTOK.

3. KomOunupoBanusiii. [Ipu 3TOM BapuaHTe HEBYCHBIE KJIETKH PACIIONIOKEHBI HA
AMUACPMAIIbHO-IEPMATILHON TpaHuIle, a TAKKE B IepMe.

Haunbonee wacto BcTpedaercs mocieHIN MOPQOIOTHISCKU BapUAHT HEBYCOB.
CymiecTBy1OT 0co6bie (hOpMBI HEBYCOB, BbIICNIIEMbIE HA OCHOBAHUH CBOEH
KIIMHUYECKON U MOP(OJIIOrHIeCKON KapTUHBI.

Oco0bIMHU KINHUKO-MOP(OJOrHIeCKMMH BAPUAHTAMHU NPUOOPETEHHBIX U
BPOKIEHHBIX HEBYCOB SIBIIFOTCSI BEPETEHO- U DIIUTEIIMOUTHOKIICTOYHBIE,
roixyOble, TUCTIIIACTUIECKUE HEBYCHI U MEJTAHOITUTO3BI.

Bepemeno- u sonumenuouonoxnemounvle Hegycol. Pa3nnyaroT ABa TUIIA BEPETEHO-
Y SIIUTETMONAHOKIETOYHBIX HEBYCOB: HeByc Cniuti 1 HeByc Pua. HeByc Cnutiy
(Bnepssie onucan Codueii Criuti B 1948 T o Ha3BaHUEM «IOBEHUIIbHAS
MeJIaHOMa») B OCHOBHOM BCTpPEUAETCs Y JE€TEN U JIUI MOJIOJIOr0 BO3pacTa Ha KOXKe
JUIAa U HUKHUX KOHEYHOCTE!, OTIMYAEeTCsl OBICTPBIM YBEJIMUEHHUEM B pazMepax
(kak MpaBUIIO, B TCUCHUE HECKOIBKUX HE/IEIb), HO OOBIYHO HE MPEBHINIACT B
JAAMETPE HECKOIBKUX MUJIJIMMETPOB. MEIaHUH B TKAHW HEBYCA COAECPKUTCS B
HEOOJIBIIIOM KOJMYECTBE WM OTCYTCTBYET, TOATOMY IIBET y3€IKOB OOBIYHO HE
OTJIMYAETCS OT IIBETa HOpMaTbHOM KoXku. HeByc Pun npencrtasnseT coboit
HEOOJIBIIIONW XOPOUIO OTTPAHUYEHHBIN, PABHOMEPHO U UHTEHCUBHO
MUTMEHTUPOBAHHBIN Y3€JI0K, 00pa30BaHHBIN BEPETEHOBUIHBIMHU METAHOLIUTAMHU.
Ero MoxHO paccMaTpuBath Kak cBO€0Opa3HbIi BapuaHT HeByca CIHTII.



LTonybvimu (cunumu) Hegycamu Ha3bIBAIOTCSl HEBYCHI HICCUHA-YEPHOI OKPACKU U3-
3a rIIyOOKOro pacroyioKeHus MUrMeHTa B Koxe. CHHeBaThl OTTEHOK 00YyCIIOBJIEH
MOTJIOIIEHUEM KOJUTAr€HOBBIMU BOJIOKHAMM JIEPMbI ONITUYECKOTO U3JTYUYEHHUS C
0O0JbIIeH NTMHON BOJIHBI (KpPACHBIN KOHEIL CIIEKTPa), B TO BPEMsI Kak
KOPOTKOBOJIHOBOE M3J1y4eHHUE (CMHUI KOHEI] CIeKTpa), obagaromiee 6ouee
BBICOKOM MPOHUIIAEMOCTBIO, JJOCTUTAET CETUYATKHU UCCIEN0BaTENsl. DTOT
ontuyeckuii peHomeH HazpiBaeTcs 3pdexrom Quopkontpacta Tunaans [Tyndall
effect].

Menanoyumoswr koorcu. KoKHBIMY METaHOLIUTO3aMH Ha3bIBAKOTCSI HEBYCHI C
HAJIMYMEM PACCESHHBIX MEXK/y KOJUIAr€HOBBIMU BOJIOKHAMMU JIE€PMBI
MeJIaHOLUTaMHU, He 00pa3yIOIIMX OYaroBbIX CKOTIEHUH. BBIIEISIOT TP OCHOBHBIX
TUIIA MEJTAHOLUTO30B KOXKHU: MOHTOJILCKOE MATHO, HEBYC MTo u HeByc Ora. Tak
Ha3bIBAEMbIE MOHT'OJIbCKHUE TISITHA JIOKAJIU3YIOTCSI OOBIYHO B KPECTIIOBO-
KOITYMKOBOM 001aCTH U BCTPEUAIOTCS, KaK MPaBUIIO, Y J€TeH B CTpaHax A3uu U
Adpuxu. Hesyc UTo pacnonaraeTcst Ha KoxXe Ijie4a, OH KpalfHe peaKo
BBIsIBIIsIETCS y Jul 6enoi pacel. HeByc OTta (oKynoaepManbHbIA METaHOIIMTO3) —
BPOXKIAEHHBIN HEBYC KOXKH JIMIIA M TKaHEH TJIa3HOro si0J10Ka (KOHbIOHKTHUBBI,
CKJIEpBI, COCYANCTOT0 TPAKTa, 3pUTEIBHOIO HEPBA), YACTO C BOBJICUEHUEM
CJIM3UCTHIX 000JI0UEK MOJIOCTH PTa U HOCA CO CTOPOHBI MMOPAYKEHUS, a MHOT 1A
TKaHel OpOUTHI U JTOOHOU J0M rojioBHOro Mo3ra. Ilpu Hannyuu HeByca Ota 'y
au1 0eo packl HEPEAKO Pa3BUBAIOTCSI MEJTAHOMBI KOKU M MO3TOBBIX 000JIOUEK.

Llucnaacmuueckue menanoyumapnvle Hegycol. HEBYCHI C THCTOIOTMUYECKUMU
NPU3HAKAMH MaJIMTHU3ALUH Ha3bIBAIOTCS JUCIUIACTUYECKUMH, OJJHAKO 3TU HEBYCHI
HE Bcerja TpaHcopMHUpYIOTCS B MenaHoMYy. Pa3nuuaror nBa tumna
JTUCIIJIACTUYECKUX HEBYCOB: HEBYCHI C HU3KMM PUCKOM MaJIUTHU3AUU (KaK
npasuiio, MmeHee 10% HeBYCOB TpaHCPOPMUPYIOTCS B METTAHOMY) U HEBYCHI C
BBICOKMM puckoM manurauzanuu (10 100% Takux HEBYyCOB TpaHCHOPMHUPYIOTCS B
MenaHomy). K qucrnacTuyeckum HEBycaM C BBICOKMM PUCKOM MaJUTHU3alUU
OTHOCSITCSI HEBYCHI C HATMYMEM MEJIAHOMBI B aHAMHE3€ WU y OJU3KUX
POACTBEHHUKOB. J{MCIIIIaCTUYECKHE HEBYCHI C HU3KUM PUCKOM MaJIUTHU3ALHNU
XapaKTEPU3YIOTCSl OTCYTCTBUEM TAKOTO aHaMHe3a. BHelllHe TuciiacTuuecKue
HEBYCHI MPEJCTABIISIIOT COO0H B Pa3IMYHON CTEMEHN MUTMEHTUPOBAHHbBIC MATHA,
MHOTI'/Ia C HAJIMYKMEM TamyJibl, BO3BBIIIAOMIEHCA HAa/l TOBEPXHOCTHIO MATHA C
HEOJTHOPOJHOM MECTPON OKPACKOMU. | paHUIIbI AUCTIIACTHYECKOTO HEBYCA, KaK
MIPaBUJIO, UPPETYIISIPHBIE U HEUETKUE.

Jobpoxauecmeennvle menaHoyumapHvle onyxoau 21aza, 060104ex moseaa,
UMGDOY3108 U BHYMPEeHHUX opeano8. HeByChbl BCTPEUAIOTCS TAKXKE HA CIIM3UCTHIX
000JI0YKax, B pa3IMYHBIX CTPYKTYypax ria3a (KOHbIOHKTUBE, COCYAUCTON
000JI0UKe TJ1a3a, AUCKE 3PUTENBHOTO HEpBa). HeBychl cocyiucToi 000109Ku
rJ1a3a, JUcKa 3pUTeIbHOTO HEPBa U MO3TOBBIX 000J104€K, 00pa30BaHHbIC
KPYIHBIMU UHTEHCUBHO MUTMEHTUPOBAHHBIMU KJIETKAMU, Ha3bIBAIOTCS
MeJIaHOIUTOMaMHU (MarHOUEJUTIONSPHBIMU HEBYycamu). Bpoxx1EHHBIN HEBYC



COCYAMCTOT0 TPaKTa ria3a ¢ 0ojee-MeHee pacnpoCTpaHEHHBIM AUP(Y3HBIM
nopaxkeHueM (6e3 oOpazoBaHUs OMYXO0JIEBOTO y3eJlKa) Ha3BaeTCsl MEJIaHOIIUTO30M
rjiaza. MenaHouuTo3 riaza HepeaKoO COYETAETCs C aHAJIOTMYHBIMU U3MEHEHUSIMU
CKJIEPBI, PELIETYATON MIIACTUHKU U MATKOM MO3TOBOM 000JIOUKH 3PUTEIHHOTO
HepBa. Berpedaercs uzonupoBaHHbIA JudPy3HBIN METaHOIUTO3 000JI0YEK
rOJIOBHOTO MO3Ta. MenaHOLMTapHble HEBYCHI U3peiKa OOHAPYKUBAIOTCS BO
BHYTPEHHHMX OpraHax (HampuMmep, B IPECTAaTENbHON Kee3e), a TAKKE B
TuM(paTUYECKUX y3JIaX; UX Pa3BUTUE, BO3MOKHO, 00YCIOBIECHO
METacTa3upPOBAHUEM 3PEJIbIX MEIAaHOLIUTOB.

Menanoma.

MEJIAHOMA - 370 rpynnoBoe noHsTue, 00bEUHSIONIEE 3I0KaYECTBEHHbIE
MEJAHOLUTAPHBIE OMYXOJIH.

YacToTa pa3BUTHS MEJIAaHOMBI MOBBIIIAETCS C BO3PACTOM U €CJIU JUATHOCTHKA
MeJIaHOMBI B Bo3pacTte 110 14 neT sBlseTcsl Ka3yucTUKoOM, To K 50 rogam yactoTa
BcTpeuaemoctd Ha 100 000 HaceneHust cocTaBisieT 5,7 C MOCTENEHHBIM
MOBBIIICHUEM K 75 rojgam Jo mokasarens 24,7.

MenaHoma sIBJISIETCSI cCaMOM YaCTOM 3JI0Ka4€CTBEHHOM OITYXOJIbIO JKEHIIUH B
BO3pacTe OT 25-29 JeT u mecToi 1Mo 4acToTe CPpear MYKUHH.

K ¢akropam pucka OTHOCST: OTSATOIIEHHBIN IO MEJIaHOME CEMEHHBIN aHaMHE3,
OO0JIBIIIOE YMCIIO HEBYCOB, CBETJIAs KOKa, SKCIIO3UIINS YIbTPadruoIeToM, BO3pacT
cBbile 50 jeT, reHoaepMaTo3sl (Kcepoaepma u T.11.).

Hapsny ¢ MUKpOCKOIIMUECKH ONPENeNISIEMBIMU U3MEHEHUSMU CYIIECTBYIOT
KPUTEPHUU PUCKA MEIIAHOMBI, ONPEAEISIEMbIE KIIMHUYECKH IIPU OCMOTPE IMAIlUEHTA:

1. AcuMmmeTpus TUTrMEHTaIlUU

2. HepoBHBIE KOHTYPBI PaCIPOCTPAHEHUSI IUTMEHTA

3. Bapuanuu WHTEHCUBHOCTY MUTMEHTAIIUH B TIEpe/iesiax OJJHOTO 00pa30BaHuUs
4. luametp oOpazoBaHus 6osee 6 MM

5. lunamudeckoe n3MEHEHUE 11BeTa 00pa30BaHMs.

Mopdonorndyeckas AMAarHOCTHKA YAAICHHON YKCIIM3UOHHO OTYyXOJIH —
€IMHCTBEHHBIN JOCTOBEPHBIA METO/ JUATHOCTUKU MeJIaHOMBI. HemomycTrumo
yAaJeHUe MUTMEHTHBIX 00pa30BaHUl KOXKH 0€3 MOCIETYIOIIEro
MaTOJOT0AaHATOMHUYECKOT0 MCClIeIoBaHus (Jla3epHas aOsius, BBDKUTAHUE U T.I1.).

Mopdooruueckue KPpUTEPUU JUATHOCTUKHA MeJTAHOMBI.




Mop@donornyeckas IuarHoCTUKa MEJIAHOMBI CKJIa1bIBAETCA U3 KOMIUIEKCHOTO
aHaJIn3a KPUTEPUEB:

1. ApXuTeKTypHBIE KDUTEPHH;
2. lluTomornveckrue KpUTEPHH;
3. Kpurepuu okpykeHuUs.

ADXI/ITGKTVDHBIC KPUTCPHUH.

1. AcummMmeTpust BEpTUKaJbHAS U JIaTepalibHAS.

I[JIH MCJIAHOMBI XaPaKTCPCH HepaBHOMepHBIﬁ POCT KJIICTOK OTHOCHUTCIIbHO LICHTPA,
qTo O6YCJIOBJICHO Pa3JIMIHBIM HpOJII/I(i)epaTI/IBHBIM MMOTCHIHUAJIIOM OITYXOJICBBIX
KJICTOK B COCTABC CANHOTO ITYyJIa.

2. HedeTkas rpaHuua pocra.

OmnyxoneBblii mposrdepaT Ipu MeJaHOME UMEET HEUETKUE TPAHUIIbI, YTO
SIBJISIETCS IPOSIBICHUEM MH(WIBTPATUBHOTO TUIIA POCTA, XapaKTEPHOTO JJIsI
MHOTHMX 3JI0Ka4€CTBEHHBIX OmmyXoJieil. OnyXxoseBble KIIETKU Ha TPaHulIe ¢
OKPYKAIOIIUMH TKaHSIMHU B BUJE LEIIOYEK U «I3BIKOB» PACHPOCTPAHSAIOTCI MEKIY
BOJIOKHUCTBIMU CTPYKTYPaMHU JIE€PMBbI U ITOAKOKHOU JKUPOBOM KIIETUATKH.

3. PactipocTpaHeHHE OMyXO0JIEBBIX KIETOK B IIOBEPXHOCTHBIE CIIOU AIHIEPMHUCA.
OnyxosieBbie KICTKH MPU METAHOME CIIOCOOHBI PACIIPOCTPAHITHCS HE TOJIBKO
BIUIYOb JIEPMBI, HO U BBEPX — B TOJIIIY 3MUIEPMATIHLHOTO MJIACTa, BHIXOAS B
BEPXHIOIO €TI0 TPeTh. Takoe CBOMCTBO OMYXOJIEBBIX KJIETOK IIO3BOJISIET
JTUArHOCTUPOBATh HEKOTOPBIE (POPMBI MeJIaHOM O€3 BBIPA)KEHHOTO BEPTUKAIHLHOTO
pocTa B AepMme.

4. 3amenieHue AnuaepMuUca.

BrIpakeHHast KOJOHU3ALKS SITAIEPMATIBHOIO IJ1ACTa OIYXOJIEBBIMU KJIETKAMHU
MIPUBOJIUT K €T0 Pa3PELIEHUIO, IIOJTHOMY 3aMEILICHUIO OITYyXO0JIEBBIM
nponudepaToM, 4acTO C U3bSI3BIICHUEM Ha TMTOBEPXHOCTH.

5. OTCyTCTBHE BEPTUKAIBHOTO «CO3PEBAHUSY.

B paznene, mocBsiimeHHOM MOPQOIOTUYECKUM XapaKTEPUCTHKAM HEBYCa
yKa3bIBaJCs (PEHOMEH «CO3pEBaHUsI» HEBYCHBIX KiIeTOK. [Ipu menanome Takoi
(eHOMEH HE TOJBKO OTCYTCTBYET, HO M HATPOTUB — OIMYXOJIEBbIE KJIETKU HE
TOJIBKO COXPAaHSIOT CBOU Pa3Mephl, HO, 3a4aCTyI0, YBEJIMUMBAIOTCS B pa3Mepax.



6. JlemapkallmOHHBIA BOCHIATUTENIbHBIA HHOUIBTPAT.

JI71s1 MenaHOM XapakTepeH JAeMapKallMOHHBIN (OTIpaHUYMBAIOIIIHIA)
muMporIa3zMOUTapHbIA UHPUIBTPAT, POPMUPYIOIIMIICS HA TPaHULIE POCTa
OITYXOJIU C OKpYKaloUMMHU TKaHsIMH. B coctaBe Takoro MHQuiIbTpara
OTNPEENSIIOTCS MIa3MaTUYECKHUE KIIETKU U LIUTOTOKCHYecKue T-TuM@OLUTHI.

7. JlecMoIutacTU4YeCKask peaxkLusl.

OnyxoseBbie KJIETKH MPU MEJTaHOME BhIPA0aTHIBAIOT OOJIBIIOE KOTUYECTBO
aKTUBHBIX (PAKTOPOB, BKItOYAs (PaKTOPbl MUTpALlUU, TIPOAU(PEPAIIMN U AKTUBALUN
¢udpodnactos (IL -1, IL -6, IL - 8, maTpukcHasi MeTaJionpoTenHasa -1) —
PE3YyABTATOM CTAHOBUTCS YIUIOTHEHHE OKPYIKAIOIIEN CTPOMBI 3a CUET MPOAYKLIHH
KOJJIareHa akTUBUPOBAaHHBIMU pubpobdiactamu. [Ipu MUKpOCKOTTMUECKOM
UCCIICJIOBAHUN YYaCTKHU JAECMOIUIa3uu MpeCTaBIeHbl 30H0M pubpo3sa ¢
MHTEHCUBHO - 203WHOGUIIBLHOI BOJIOKHUCTOM TKaHbIO (IIpU oKpacke mo Baw -
['u30HY — KpacHOI, MpU TPUXPOMHOM OKpacke o Maccony — cuHen).

LluToJIOTHYECKHUE KPUTESPUH

1. KneTounsrit monmumopduzm.

310 KpUTEepUi 00K TSI MHOTHX 3JI0Ka4eCTBEHHBIX omyxoJiei. [Ipu menanome
peanuzanus TOro Kputepus He uMeeT rpanuil. OMmyXoiaeBble KIETKH MOTYT ObITh
BEPETCHOBHUIHBIMU, ATTUTEIMOUHBIMH, MHOTOSIEPHBIMH,
TUNo0IaCTONOA0OHBIMY, aHATIA3UPOBAHHBIMU. JIpyruMu cioBaMu , MeTaHOMa
MOJKET UMETh MPAKTUUYECKH JTFO0YI0 MOP(OJIOTHIO, YTO TPU OTCYTCTBHUH B
ATOIJIa3M€ MUTMEHTa (M 3TO BCTPEUYAETCS HEPEKO).

2. MuTto3bl. BelpaxkeHHasi MUTOTHUYECKAsi aKTUBHOCTH OITYXOJIEBBIX KJIETOK -
TUTIUYHBIN 111 MEJIAHOMBI KpuTepuil. [Ipy MUKpPOCKONIMUYECKOM UCCIIEAOBAHUU C
MOCTOSIHCTBOM YAAeTCsl OOHAPYKHUTh OOJBIITOE KOJIMYECTBO MATOIOTUUECKUX
MHTO30B. [laTosIOrHUecKkne MUTO3BI — 3TO MUTO3bI C HETPABUIIBHBIM
PacXoXJACHUEM XPOMATHHA — OOBIYHO 3TO MHOTOTIOJIOCHOE PACXOKIICHUE
XpoMaTuHa ¢ GOPMHUPOBAHUEM «EXKHUCTHIX», «EPITUKOMOTOOHBIX), «3BE3TUATHIX)

CTPYKTYP.

3. B kieTkax MenaHOMBbl, HapsAly ¢ aKTUBUPYIOIIUMH MYTAIUsIMU, HAOJIIOAAI0TCA
MYTalllH, TOBPEXKAAIOIINE TE€HBI, BOBJICUCHHBIE B PETYJIMPOBAHHUE ITPOLIECCOB
anonTo3a. Pe3ynbTaToM CTaHOBUTCS OOHApPYKEHUE B OMYXOJEBOM CyOCTpaTe
0OJIBIIIOTO KOJIMYECTBA allONTOTHYECKUX TeJell.



4. IlurmenTanusa MenanuHoM. Kak u e€ npeaiecTBeHHUIA, KIETKa MEeTaHOMBbI
criocoOHa CUHTE3UPOBATh MelaHuH. [Ipu ATOM CIEeKTp aKTUBHOCTH CHUHTE3a
MeJIaHUHA MOKET OBbITh OT CYOTHUIIHOTO J10 SKCTEHCUBHOT'0, KOTJ1a B KJIETKE C
TPYJIOM yAaeTcs pas3risaeTh sapo. [Ipuuem, B mpeaesiax omyXoiar MOKET
HaOJII0/1aThCsl TPAJIMEHT CUHTE3a U HAKOIUICHUS MeJlaHuHa. MenaHuH
0OHapyUBAETCS HE TOJILKO B IIUTOIJIA3ME OMYXOJIEBBIX KJIETOK, HO U BO
BHEKJIECTOYHOM MPOCTPAHCTBE B PE3YJIHTATE BHICBOOOXKICHUS €0 U3 OMyXOJIEBBIX
KJIeToK. YacTo MenaHuH (parouTHUpyeTCsl OMyX0JeBbIMU MaKkpodaramu,
HAKOIUJICHHUE B ITUTOTIA3ME KOTOPHIX MEJIaHWHA JIajio UM Ha3BaHUE — MeJlaHO(]aru.
CrnemyeT OTMETUTh, YTO (PaKT CUHTE3a MEJIaHNHA OMYXO0JICBBIMU KJIETKaMU
MEJIaHOMBI UMEET HECKOJIbKO 3HAUCHUI: C OJTHOM CTOPOHBI, IBIIETCS (HaKTOPOM
HEeOJIaroNnpUsATHOTO MPOrHo3a (00ecreynBaeT METaCTaTUYECKYI0 MOOUIIBHOCTD
KJIETKH, YCUJIUBAET MPOJU(PEpaTUBHYIO AKTUBHOCTh KJIETOK), a C IPYroi —
CTAaHOBUTCS MPEIMETOM UMMYHOTEPANIEBTUUECKOTO BO3/ICHCTBHUS.

5. OnupaepMmanbHas peakuus. B 30He onmyxoJieBoil npoaudepannu npu MeaaHoMe
BO3HUKAET peakTUBHAs mpoaudepaius snugaepmuca ¢ GopMupoBaHreM riy0ooKux
AKaHTOTUYECKUX TSHKEW. AKAaHTO3 — SIBJIEHUE MOTPYKHON MTpoaudepanuu
AIUTENHS SMUJEPMHUCA BIUIYOb 1€PMBI.

6. [Ipomudeparnus cocynoB. Cpean aKTUBHBIX MOJIEKYJI, BEIpaOaThIBAEMBIX B
MUKPOOKPYKEHHUE OIYXOJIEBbIE KJIETKU BBIJCISIOT U (PaKTOPhl HEOAHTHOTeHEe3a
(HOBOOOpa3oBaHus cocyAoB). BaxkHelmuM u3 Takux pakTopoB CTAHOBUTCS
dakrop pocta sugotenus cocynoB (VEGF). Ycranosnena npsimas cBsi3b
aktuBHOCTH BbIpaOoTKku VEGF kietkamu MenaHOMBI, pa3BUTHEM CETH COCYIOB B
OKPYXEHUU OIYXOJIH, TITyOMHON MHBAa3UU U METACTaTHUECKUM NoTeHuanom. [lpu
MUKPOCKOMTUYECKOM HUCCIIEIOBAHUU HAa TPAHUIIE OMYXOJIEBOTO POCTa B AEPME
ONpPEAENAETCS Pa3BUTasl CECTh COCYIOB KAMMJUISIPHOTO U CUHYCOUJIHOT'O THIIOB.

7. NuBa3us B cocynbl. UHBa3us B cocyabl (M IPU MEJIAHOME ATO Yallle
muMpaTUYECKUe COCYIbI) OMPenesieT METaCTaATUIECKUN TTOTSHITHAIT JTF000M
OITYXOJI¥, B TOM YHUCJI€ ¥ MEJIAHOMBI. DTO OOJIUTaTHBIA KPUTEPHUIl
3JI0OKA4E€CTBEHHOCTH IPOLIECCA.

8. IlepuneBpasibHast MHBA3UsI. DTO €I11l€ OJIMH HECOMHEHHBIN MPU3HAK
3JIOKQYECTBEHHOCTH Tporiecca. KieTku MeTaHOMBI CITOCOOHBI PacpOCTPaHSITHCS
NepuHeBpaabHO. [[pr MUKPOCKONTMYECKOM HCCIIEIOBAHUM HE BCETIa 3TO
OYEBHIHO.

KPUTEPUMU 3JIOKAYECTBEHHOCTHU MEJIAHOMBI



Kak u nist Apyrux 3710Ka4eCTBEHHBIX OMYyXOJel KpUTEPUM pacipoCTPaHEHHOCTH
no knaccudukaruu TNM sBisieTcs 0YeHb BaXKHBIM JIJIs1 OLIEHKU MTPOTHO3a U
BBIOOpA JIEYEOHOM TAKTUKU B OTHOIICHUU MAlMEHTA (JIJ11 MEJIAHOMBI TAKXKe
WCIIOIB3YETCsl M TIOHATUE HYJIEeBOM cTaauu («0») — 3TO Tak Ha3bIBaeMasi MeJlaHOMa
in situ). OgHaKoO, 71 MEJTaHOMBI pa3paboTaHbl U Ipyrue Mopdoaoruueckue
KPUTEPUH, UMEIOIIME BHICOKYIO TIpeCKa3aTeabHy0 crity. Cpeu HUX BIJENAIOT:
IIyOMHY UHBA3UU, U3bSI3BICHUE, HATUINE MUKPOCKOITMYECKUX CATEJUTUTOB
(OTIOYKOBABIIUXCSI KOMILIEKCOB OMYXOJIEBBIX KJIETOK), MUTOTUYECKYIO
aKTUBHOCTh, K TakuM KpPUTEPUSIM TaKkKe OTHOCST KpUTEPUU ITyOUHBI NHBA3UH.
Cy1iecTByeT 1Ba TaKUX KpuTepus: YpoBeHb WHBa3uu 1o Kiapky u rimyouna
WHBa3uu 1o bpecnoy.

Yposenv uneazuu no Knapxy

O1ieHUBaETC MUKPOCKOIIUYECKH MO OTHOIIEHUIO OMyXOJEBOM TKaHU K
TUCTOJIOTUYECKUM CTPYKTYpaM.

| — Bce ormyxoJieBbIe KIETKH pacIojiaratloTcsl B MpeesiaX dSMUAepMaIbHOTO CIIOs, HE
npopacras 0a3aabHyI0 MeMOpaHy;

Il — GazanpHAs MeMOpaHa, pa3aelsroas SIUASPMUC U IEPMY pa3pylIaeTcs
ONyXOJIEBBIMU KJIETKAMHU, KOTOPbIE HAUMHAIOT MTPOPACTaTh B BEPXHUH,
COCOYKOBBIN CJIION J€PMBI;

Il — cocoukoBBI# CTOH 1IETMKOM 3aMOJHEH OMYXOJEBbIMU KJIETKAMH, HO B
CETYATOM CJIOE€ UX HE HAOJII0IaeTCs;

IV — KJIeTKH MeTaHOMBI MPOHUKAIOT B CETYATHIN CIION JE€PMBI;
V — pOCT OITyXO0JEeBBIX KJIETOK HAOIIOAaeTCs B TIOIKOXKHOM JKMPOBOM KJI€TYaTKe.
I nyouna uneaszuu no bpecnoy

[TapameTtp, onpenensemMplil IPU MUKPOCKOIMYECKOM HCCIIETOBAHUH C
MpUMEHEHUEM MOP(POMETPUU — MPSIMOTO U3MEPEHUS TITyOUHBI MHBA3HH
OIyXOJIEBOU TKAHU, BBIPAXKEHHON B MUJUIMMETPAX.

O6a napamerpa 00J1a/1aI0T 3HAUUTENBLHOM MpecKa3aTebHON cuiioi. Tak, npu
ypoBHe nnBa3uu 1o Kmapky-1l 10-netHsas BeokuBaemMocts coctaisieT 90%, a mpu
ypoBHe V — cHmkaetcs 10 50%. [[nutenbHbie HAOII01€HUS MTO3BOJIUIIN ClIENIaTh
BBIBOJIBI, YTO JAX€E B MPEAEaax OJHOTO YPOBHS UHBA3WHA MOKHO BBIJICIIUTD
MAMEHTOB C MTPUHLUMINAIBHO pa3InyHbIM Nporuo3om. Hanmpumep, B yposens 11
o Knapky nonaayT naiuueHTsl ¢ ryOuHoN nHBa3uu ot 1,5 MM 10 3 mMm. [Ipu sTom
MporHoctTuyeckni nokasaresnb no Knapky I onpenenser 10-neTHio0



BBDKMBAEMOCTh paBHYIO 80%. [Ipu oneHke no bpecnoy mporHos ajs maueHToB ¢
uHBazuei 1,5 mm coctaBut — 82%, npu uuBazuu 3,0 mm — 70%
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