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PE3IOME

IMepBuunblii Auddy3HbIH JenToMeHrHrea bHbli MenanonnTo3 (IIJJIM) — peakoe omyxoneBoe MOpaKeHHE 1IeH-
TpanbHOi HEPBHOM CHCTEeMBbI, Xapakrepusyromeecs quddy3Hoi HHOUIbTpAIMEil MIATKMX MO3TOBBIX 000JI0YEK
MeJarOIUTAPHBIMY KJI€TKaMU Oe3 SIBHOW MHBA3UM B MAPEHXHMY TOJIOBHOTO Mo3ra. JlmarHocTuka 3aboieBaHHs
MPEJCTABISAET CIOKHOCTh B CBSA3M C HECTIENM(HYHOCTBIO KIMHUYECKOW KAapTHHBI U OTCYTCTBUEM YETKHX HEil-
POBH3YalM3al[MOHHBIX KPUTEPUEB, UTO TpeOyeT MpoBeaeHHs MOP(OIOTHUECKOTO U MMMYHOTHCTOXUMHUYECKOTO
HCCIIeI0BAHUH JUIS OKOHUATENIbHON BepH(UKALINH THATHO3A.

B cratbe npencTaBieH KIMHUYECKUH cilydali manyeHTa ¢ porpecCUpyOIUMHI HEBPOJIOTHUECKUMU HAPYIIEHUSIMU,
JMarHOCTUYECKUMH CIIOKHOCTSIMH U IOCTMOpTanbHOU Bepudukanuei [1JJIM. Onucans! kiroueBble qudepen-
[HaTbHO-JUAarHOCTUYECKHE ACTIEKThI, 0COOCHHOCTH MOP(OIOrNIECKOro CTPOCHHS OIyXOJIU U €€ HMMYHOTHCTO-
xumudeckui npoduis. Taxke npencTaBieHb! JaHHBIE HEHPOBU3YaIH3al[MOHHBIX NCCIIEI0BAHUHN, IEMOHCTPHPYIO-
IIMe XapaKkTepHble M3MeHeHws1, conpoBoxkaaronme [1JJIM. OnucaHHbIN ciydail AeMOHCTPUPYET HEOOXOIMMOCTh
MEXIUCHUIIIMHAPHOTO NOAX0/a IPU BEICHUHU ITALUEHTOB ¢ XPOHUYECKUMHI MEHUHI€aIbHBIMU ITOPaXKEHUSAMU He-
YCTaHOBJICHHOM THOJIOTHH U TIOMYEPKUBACT 3HAYUMOCTh JAIBHEHIINX MCCIEJOBAaHUI B 00JIaCTH MOJICKYJISIPHOM
JIUarHOCTUKU M NOTCHLIUAIBHBIX TEPaleBTUUECKUX CTPAaTErHi.

KuroueBble ciioBa: nepBuuHblil 1uddy3HbIH MEHUHTCaIbHBIN MENTaHOLUTO3, HEHPOBU3yaaH3alys, HMMYHOTH-
CTOXHUMUSI, TATOMOP(OIOTHs

KondaukTt unTepecoB. ABTOPHI JEKIAPUPYIOT OTCYTCTBHUE SIBHBIX M MOTEHIMAIBHBIX KOHQ)INKTOB HWHTEPECOB,
CBSI3aHHBIX C ITyOJIMKanuel HaCTOSMIEH CTaThH.

Hcrounuk ¢puHaHCHPOBAaHUSA. ABTOPBI 3asBIAI0T 00 OTCYTCTBMM (PMHAHCHPOBAHMUS IIPU IPOBEACHUH HCCIIENIO-
BaHUAL.
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HaOmronenne. broanemensv cubupckou meduyunvl. 2025;24(3):179-186. https://doi.org/10.20538/1682-0363-
2025-3-179-186.
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the central nervous system: clinical case
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ABSTRACT

Primary diffuse leptomeningeal melanocytosis (PDLM) is a rare neoplastic lesion of the central nervous system,
characterized by diffuse infiltration of the leptomeninges by melanocytes without apparent invasion into the brain
parenchyma. Diagnosing the disease is challenging due to its nonspecific clinical presentation and the lack of clear
neuroimaging criteria, necessitating morphological and immunohistochemical studies for definitive verification.

This article presents a clinical case of a patient with progressive neurological impairments, diagnostic challenges,
and postmortem verification of PDLM. The key differential diagnostic aspects, the morphological structure of
the tumor, and its immunohistochemical profile are described. Additionally, neuroimaging data are provided,
demonstrating characteristic changes associated with PDLM. The presented clinical case highlights the
necessity of a multidisciplinary approach to managing patients with chronic meningeal lesions of unknown
etiology and underscores the importance of further research in molecular diagnostics and potential treatment
strategies.
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BBEAEHUE

[epBudHBIE JENTOMEHUHTCANBHBIE MEJTaHOIUTAP-
Hble HOBoOOpa3oBanus (IIJIMH) npencraBnsror coboit
TeTEPOTEeHHYIO TPYIITY YPE3BBIYAHHO PEIKUX OITyXOJeh
neHTpanbHoi HepBHOU cucteMbl (ITHC), obnamarommx
VHHUKAJIHHBIMHA THCTOJOTUIECKUMH W MOJCKYISIPHBIMA
XapaKTePUCTHUKAMH, KOTOPBIC TNPHHIIUIHAIGHO OTIIH-
YalOT MX OT JAPYTUX MENAHOIMTApHBIX WIA IHTMEH-
THUPOBAHHBIX TOPAXEHHUH, BKIIOUas IepeOpaibHBIE U
JICITOMEHHUHT €AIbHBIE METacTa3bl MEJTaHOMBL. OTMHIC-
MHOJIOTHYECKHE TI0KA3aTeIH BCTPEYAEMOCTH JAaHHOMN
TpYIIBI HOBOOOPAa30BaHMH B OOIIEH MOMyJISAINH JI0 Ha-
CTOSIILIETO BPEMEHU HE YCTAHOBJICHBI B CBA3M C OTCYT-
CTBHEM PENPE3CHTATUBHBIX KOTOPTHBIX HCCIEIOBaHUH,
a KIMHUKO-OMOJIOTMYECKHE CBEJICHMS O TaTOreHe3e U

€CTECTBEHHOM TeUeHHHU 3a00JICBaHUS KpalHE JIMMHUTHU-
poBansl [1].

[JIMH IHC wMerT THUCTOTEHETHYECKOe MPOHC-
XOXIECHUE U3 MEJIAHOLIUTOB, KOTOPBIE SABJISIOTCS EPU-
BaTaMK HEPBHOTO T'PEOHS M B Mpollecce SMOpUOreHe3a
MUTPHUPYIOT B JIENTOMEHHHTealibHbIe 000104KH [2]. Co-
IJIACHO aKTyaJdbHOW Kiaccupukanmu omyxoned L[HC
Bcemuproit opranmzanuu 3apaBooxpaneHus (BO3)
2021, naHHas HO30JIOTUYECKAs TPYIa MaHUPECTUPYET
100 B BUJIE COMIUTAPHOTO OTTPAHUIEHHOTO U 0OBEMHO-
ro JIENTOMEHUHTeaIbHOTO 00pa3oBaHus, 1100 B hopme
T} dy3HONH/MYyTbTH(POKANEHON  JIENITOMEHUHT €aNbHON
JUCCeMUHAIIHH.

B nacrosimee Bpems BO3 auddepennupyer yetbipe
KaTeropuu NEepBUYHBIX MEIAHOLMTAPHBIX MOpaKeHUI
HHC: MeHuHreanbHblii MEIaHOLMTO3 M MEJIaHOMATo3,
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MeNaHOIIUTOMA (JOOPOKAYCCTBCHHAS/HU3KOH CTETIeHU
3JI0KQ4E€CTBEHHOCTH) U MEHUHI€aJibHas MeJIaHoMa (3J10-
KayeCcTBEHHAas), KaXAasg U3 KOTOPBIX XapaKTepHU3yeTcs
crenu(pIIecKUMH 0COOCHHOCTSIMU KITHHIYECKOTO Tede-
HUSl, IOTEHLMATIOM MaJIUTHU3ALUU U, COOTBETCTBEHHO,
MIPOTrHOCTUYECKUMU TTOKa3aTesiMu [3].

IlepBuunblii  1udQy3HBIH  JENTOMEHHHTCATbHBIN
menanonuto3 (ITJJJIM) xapakrtepusyercs auddys3Hoit
nponudepanreil THCTOIOTHYECKHA TOOPOKaYeCTBEHHBIX
JIENTOMEHUHT€aJIbHBIX MEJIaHOIMTOB Oe3 SBHON HMHBa-
3UM B HEHpPOMApeHXUMY, B TO BpeMsl Kak NEepBUYHBII
nuddy3HBI MeTaHOMAaTO3 MPENCTaBIIseT co00i arpec-
CHUBHYIO JTUCCEMUHAIMIO THUCTOJIOTUYECKH aTUIMHYHBIX
WINA 3J0KaYeCTBEHHBIX MEJIAaHOLIMTOB Yepe3 JIeNToMe-
HUHrealbHble 000JI0YKY C MHBa3HEH B TKAHb FOJIOBHOTO
Mo3ra [3]. DnuaeMuoIIoTuuecKne JaHHbIE CBUICTEINb-
CTBYIOT, YTO MEHUHI€aJbHbIE MEJIIAHOLUTOMBI AUArHO-
cTupyroTcs ¢ 9actotort 1 ciydait Ha 10 MitH HaceneHus
B TOJI, TOT/Ia KaK roJj0Bas 3a00J1eBaeéMOCTh MCHUHT €aJTh-
HBIMH MenaHoMmamu coctasiser jumb 0,005 ciydas Ha
100 TeIC. HaceneHus [4].

[TpuHIMOHATBHON IUATHOCTHYECKOW mpobieMoit
JUTSL KIIMHUITUCTOB U MTaTOMOP(OIIOTOB MpH TaHHBIX TO-
pakeHHsAX sBIsIeTCs audQepeHaabHas AHarHoCTH-
ka ITJIMH ¢ meracTarudeckoi MeIaHOMOM U APYTUMH
IMUTMEHTUPOBAHHBIMY NepBUYHbIMU omyxomsimu [THC.
JlaHHBIH acTieKT UMeeT KPUTUUECKOE KIMHUYECKOEe 3Ha-
YeHue JJIs ONpeNesIeHus MPOrHo3a U BeIOOpa alleKBart-
HOI TepameBTHYECKOU cTpaTeru [5, 6]. AuarHoctuue-
CKUH alnroputMm ocloxHsercs teM, uyro [1JJJIM moxer
MaHA(ECTHPOBATh MIMPOKAM CIIEKTPOM Hecrenuduie-
CKUX CHMIITOMOB, BKJIIOUYas HEe(aqruIecKHuii CHHAPOM,
TOILLHOTY, PBOTY U CyIOPOKHBIE IPUCTYIIBI (IIPEUMYILIE-
CTBEHHO BCJIEJCTBHE Pa3BUTUSA OOCTPYKTHUBHOM T'MIpO-
nedannn), M3MEHEHHsI IICUXUYECKOro CTaryca M oda-
TOBYIO HEBPOJOIMYECKYIO CHUMIITOMAaTHKYy, YTO YacTo
IIPUBOAUT K ITOCTAaHOBKE JAHMArHo3a METOAOM HCKIIoue-
Hus [7, 8].

ITJIJIM, kak u Apyrue nepBUYHbIC HOBOOOPa3OBaHHUS
ITHC, o6yamaeT XapakTepHBIMH HEHpPOBU3YyaIH3alMOH-
HeIMH TatrTepHaMu. [Ipm KommbloTepHON TOMOTrpaduu
(KT) menanonuTapHble OMYXOJNH BU3YaJTH3HPYIOTCS Kak
THIIEPJICHCHBIE O0pa30BaHUsl C THUIWYHBIM KOHTPACT-
HBIM yCHJIEHHEeM. MarHuTHO-pe30HaHCHas ToMorpadus
(MPT) obecnieunBaet OoJiee AETaIbHYIO BU3YaTH3alIHIO,
JEMOHCTPUPYSl TUNEPUHTEHCUBHOCTh IMOPAXKEHHH Ha
T1-B3BeIICHHBIX N300PaKEHUSIX U U30- WU TMIIOUHTEH-
CHBHOCTb Ha T2-B3BemIeHHBIX H300pakeHMsX. OmHAKO
nanaple MPT mo3BosstOT JAMIIb NPENION0KUTh METaHO-
IUTAPHYIO PUPOJy HOBOOOpa3oBaHwsl, HO He nuddepeH-
IUPOBATh MEPBUYHYIO OMYXOJb OT BTOpu4HOH [9, 10].

HecMmoTps Ha cymecTByrommii apceHan IUarHOCTH-
YeCKHX METOJIOB, MOpP(OIOTHYECKOe MCCIeIOBaHHE

OITyXOJIEBOM TKaHH C NMPUMCHEHHUEM HMMYHOTHCTOXU-
MHYECKUX METOIAMK OCTAeTCS 30JIOTHIM CTaHIAPTOM
BepH(UKAIIMK TIEPBUYHBIX MEITAHOLUUTAPHEIX HOBOO-
opazoBanwmii [ITHC [11]. CBoeBpeMeHHas B TOYHAS JHA-
rHoctuka [TJIJIM kputudeckn BaskHa [T OTIPEACTICHUS
TEpaneBTUIECKON TAKTUKU U MPOTHOCTHYECKOH OIEHKH,
VYUTBIBas TIOTCHIMAIBHYIO BO3MOXXKHOCTH MAallUTHH3a-
uu 100pOKaYecTBEHHBIX (POPM U OOIIYIO TEHACHITUIO K
HEeOIaronpusITHOMY UCXOAY IpH Tu(Py3HOM XapakTepe
nopaxkeHnus. OTHAKO OTCYTCTBHE CTaHAPTU3UPOBAHHO-
r'0 MOJX0/1a K JICUEHHIO JIENIaeT BHIOOP TAKTUKU BEICHUS
MAIUeHTOB KpaiHe ciokHbIM [12, 13]. Usydenue xiu-
HUYECKHUX CITy4yaeB, TAKUX KaK MPeICTaBICHHBIA B CTa-
ThE, CIIOCOOCTBYET Jy4YllleMy MOHMMAaHUIO OCOOEHHO-
cTeil TeyeHus 3a00sIeBaHus, AMATHOCTUKHU U BO3MOXKHBIX
MTOJIXOTOB K TEPAInu.

KAMHUYECKUN CIYYAH

[Tanment H., 48 ner, mocTynun B NeXypHBIA cTa-
[HOHAp B COCTOSHHU CPEIHEH CTETeHH TSHKECTH C I0-
TUMOP(HON KIMHHYECKOW KApTHUHOW, BKIIOYAFOIIEH
MIPOTPECCUPYIOIIYIO CTa00CTh B HIKHUX KOHEYHOCTSIX,
TeHEepaIM30BaHHYIO aCTCHHIO, 3pUTENIbHBIC HApYIICHUS,
nedanrnIecKuil CHHAPOM ¢ MPEUMYIIECTBEHHOH JTOKa-
TU3anuel B JIOOHOHM 00JacTH U IEPBUKAIITHIO.

Amnamue3s 3a0oneBanus. [[e0roT 3a001eBaHMS OTMeE-
yeH B Hadane sHBaps 2024 r., koraa BIEpBbIE BOSHUKIN
BBIIIICyKa3aHHBIE CUMITOMBI. [lallMeHT camMoCTOATENb-
HO MHHULMUPOBAT AUATHOCTHMYECKUI MOUCK, BBHITIOJIHHI
MPT ronoBHOro Mo3ra u eHHOro 0T/Aesa I03BOHOYHH-
Ka, 10 pe3yJIbTaTaM KOTOPOH OBbLIIN BBISIBIIEHBI IPU3HAKU
YMEPEHHO BBIPOKEHHOH BHYTPEHHEH 3aMeCTHTEIbHON
rugpouedaui U JIereHepaTHBHO-TUCTPOPUIECKIE U3-
MEHEHUs MEHHOTO OTAeda MO3BOHOYHHUKA (IIPOTPY3Us
mucka C6/C7, apTpo3 YHKOBEPTEOpPAIBHBIX U AYrOOT-
POCTUATHIX CYCTABOB, CIIOHIMJIE3, ACHMMETPHS I03BO-
HOYHBIX apTEPHIA).

[Tocne HeapPEeKTHBHON MOMBITKH CaMOJICUSHUS C
MIPUMEHEHHEM HECIeIM(PUIECKUX TeparmeBTHUECKIX
Cp€aCTB, MalfUCHT 6LI.]'I TMEPBUYHO T'OCIIUTAIIU3UPOBAH B
HEBpOJIOTHYECKOe OoTAeneHue. [lo 3aBeplieHnd craiu-
OHapHOTO OOCJEOBaHUS W JICYeHHs OBbLIT yCTAaHOBJIECH
JIMarHo3: «MurpeHb 0e3 aypbl C BEereTaTUBHBIMHU MPHU-
CTYNaMH U PEIKUMH TMPHUCTYIIAMU CPEAHEU TSIKECTH».
OpHako Ha3HAa4YeHHAas MIPH BBINKMCKE TePAIus TakKe OKa-
3anach He3(h(HEKTUBHOM, MOTOKUTETBHON JUHAMUKU HE
HAOJII0IAJIOCE.

B nmanpHeiimeM KIMHAYECKash CHMIITOMATHKA IPO-
rpeccupoBaia ¢ MOSBICHHEM IUILIONUH, TOITHOTEI, CH-
CTEMHOT'O TOJIOBOKPYKCHUS, HApaCTaHIEM HIDKHETO I1a-
pamapesa, MpUBEANIETO K 3HAYUTEILHOMY OTPaHIHUCHHIO
JIBUTAaTEJIbHONM aKTUBHOCTHU. 1Ipu 3TOM rumeprepmude-
CKHH cHHApPOM oTcyTcTBOBall. [larueHT ObUT TOCTIHTA-
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JIM3HPOBAH C PA3BEPHYTON KIMHUYECKON KApTUHOW B
WH(EKINOHHOE OTACIEHHE, TIe MOCIe HCKITIOYCHHUS HH-
(hekmoHHO# ATHONOTHH 3a00JIeBaHUs OBbLT MepeBelieH
B CIEIUATN3NPOBAHHBIN HEBPOJOTHUECKHHA CTAI[MOHAP
JUISL OTIpenesyieHus NanbHelmenl TeparneBTUIecKoil Tak-
THKH 1 TIPOBECHUS IIa3Madepesa.

IIpn mepBHYHOM HEBPOIOTHYECKOM OCMOTpPE OBLI
BBISIBJICH KOMIIJICKC HEBPOJOTHYCCKUX HapymeHHﬁI
HWDKHUH BsUIBIN Maparapes3, CEHCOpHbBIE pacCTpOMCTBa,
nepudepruecKkuii mape3 JUIEBOrO HEpBa U MPHU3HAKU
OynnrbOapHoTo cuHApoMa. Ha oCHOBaHUM JaHHBIX aHaM-
He3a U HEBPOJIOTHUYECKOTo cTaTyca Obu1 chopMyTupoBaH
MpeaBapUTENbHbIH Auaruo3: «OcTpas BocHaauTelbHas
JEMUCITUHU3UPYIOIIAst MOJTHHEHPONATHS C BSUTBIM TETPa-
nape3oM (B BEpXHUX KOHEYHOCTSIX — JIETKOHM CTENEHH, B
HIDKHUX — BBIPQ)KEHHBIM), JIECBOCTOPOHHUIA TPO30mape3
JIETKOW CTETIeHH, HaYaJbHbIC MPOSBICHUS OyIH0apHOTO
CHHIpOMA, 03 peCTIMPaTOPHBIX HAPYIICHHNY.

B mepuon mpeObiBaHUS B HEBPOJIOTHMYECKOM CTa-
MOHAape TMalueHTy ObUI0 TPOBEJEHO MOBTOPHOE
MPT-uccnenoBanue rojloBHOr0 M03ra, KOTOpPOE BbIs-
BUJIO CJIEAYIOIIME MAaTOJOTHYeCKHe WU3MEHEHUs: TpH-
BEHTPUKYJISIPHAsT CHMMETPUYHAS OTKPBITas/HOPMO-
TEH3WBHAsl TuApouedanis, mopakeHue MO30JUCTOrO
TeNna, CHMMETPUYHOE IMOPAKEHHUE TEKTOCIMHAIBHBIX
TPaKkTOB (B paMKaX JETCHEPATHBHOTO IpOIlecca WIH B
HCXO0/Ie TOKCHYECKOTO MOpaKeHUs), a TaKkKe M3MEHe-
HUS MATKOM MO3TOBOII 000J0YKH 0a3aIbHBIX OTAEJIOB

TOJIOBHOI'O MO3ra, XapakKTEpHbIC JIA JICOTOMCHHUHIHUTA

(puc. 1-3).

Puc. 1. MynsrucnupaibHas KOMIIbIOTEpHass ToMorpadus ro-
JIOBHOTO MO3Ta.

AxkcuansHoe T1 m300pakeHHE TOJOBHOTO MO3ra IMocie BBe-
JICHUSI KOHTPACTHOTO BellecTBa. Hanuunme MENnKuX y4acTKOB
MoBbIIeHNs MP-CHrHama oT MITKOH MO3roBoii 000JI04KH, 00-
Jiee BBIPOKCHHBIC B 3aTHUIOYHON 00JIaCTH, CyKEHHE KOHBEKCH-
TAJIFHOTO JMKBOPHOTO MPOCTPAHCTBA, PACIIMPEHUE OOKOBBIX
JKETYIOUKOB B pPAMKaX MPOSIBICHUH rHpoLehamnu

HecmoTpst Ha MpOBOAMMYIO KOMIUIEKCHYIO KOHCEp-
BAaTHBHYIO TEPANMIO, COCTOSHUE MAIMEHTa XapaKTepu-
30BaJIOCh HEYKJIOHHOM OTpHUIATENbHON TUHAMUKOMN U Ha
18-e cyTt rocrnuranu3anuy Ha (GOHE HMPOrpecCHPYIOLIe-
0 HEBPOJIOTMYECKOr0 AeQUUUTA HACTYNUI JIeTaTbHbINA
HCXOZ.

Puc. 2. MynsrucnupaibHas KOMIbIOTEpHAsE TOMOTpadus ro-
JIOBHOT'O MO3ra.

Caruttansusle T1 u3o0paxkeHus IMIEHHOro oTHena U BEPX-

HE-TPY/JHOTO OT/eNIa TI03BOHOYHMKA 10 M IOCJEe BBEICHUS

KOHTPAcTHOIO BemiecTBa. Hamuuue ydacTKOB IMOBBILIEHHS

MP-curnana or HEpaBHOMEPHO YTOJIIEHHON MATKOM MO3-

rOBOHl 00OJIOYKM CIHMHHOIO MO3Tra, 0ojiee BBIPaXKEHHOE Ha
YPOBHE BEpXHE-TPYJHOTO OTAEa

Puc. 3. MynsrucnupaibHas KOMIbIOTEpHAsE TOMOTpadus ro-
JIOBHOTO MO3Ta.

AxcunanpHoe T1 m3o0pa)keHue TOJIOBHOrO MO3ra W CaruT-

tanbHOe T1 M300pakeHHe MICHHOro OT/ea MO3BOHOUHHKA,

BBIIIOJIHEHHBIE T10CJIE BBEIEHHSI KOHTPACTHOTO BEILECTBA.

Hanmare MHOXECTBEHHBIX y4acTKOB MOBEIIIeHHsT MP-cur-

Halla OT MSATKOI MO3roBOii 000JIOUKH T'OJIOBHOI'O H CIIMHHOTO
MO3Ta
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3aKTIOYHUTENBHBIN KIMHIYECKUH THarH03 ObLT cdop-
MYJIHPOBaH CIEAYIOMNM 00pa3oM: « XpOHHIECKHUH JIeTI-
TONMAXVMEHUHTUT HEYTOYHEHHOH STHOJOTUH, IPOrpec-
CHpPYIOIlee TEUCHNE C TOPaKCHHEM UEpEITHBIX HEPBOB
(IByCTOpOHHEE MOpaKEHHE 3PHUTENBHBIX, ITa30]BHTa-
TCJIBHBIX, OTBOIAAUINX HCPBOB, MOPAKCHHUE JIMIEBOTO
HepBa clieBa); OyipOapHBIC PaccTpOICTBA; BSUIBIA Te-
Tpamnapes ¢ NpEeUuMYyILIECTBEHHBIM IOPAXKECHUEM HUXHUX
KOHEUHOCTEN».

NMATOMOP®O/IONMYECKOE
MCCIEAOBAHME

Ha ayToncuu npu rccie/joBaHUU B 001aCTH JaTepatb-
HOW OOPO3/BI TOJIOBHOTO MO3Ta ¢ paclpoCTpaHEeHHEM Ha
MOTIepeYHbIe BUCOYHBIE U3BMIIMHBI MEXY JIOOHOH U Te-
MEHHOW IONsIMH ObIJIO OOHApY)KEHO W3MEHEHHE IIBeTa
MO3TOBBIX 000JI0Y€K 0 KOPUUHEBATOTO MOIYIPO3payHO-
ro TYCKJIOTO OTTEHKa C 00X CTOPOH, 0OYCIOBIEHHOTO
HaJMIHEM MHO)KECTBEHHBIX NMUTMEHTHBIX 0Opa30BaHHU.
AHaJOTUYHBIC H3MEHEHHUS OPEICISUTUCE B MATKOH MO3-
TOBOH 000JIOUKE B 30HE IIepexo/ia IPOIOITOBATOr0 MO3Ta
B CITMHHOM, a TaKKe B 00JaCTH MO3KEUKA.
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@®parMeHTEI MO3TOBBIX O00OJOYEK W3 OIHCAHHBIX
YYacTKOB OBUTH B3ATHI Ul MOCIEIYIOIIEr0 MHKPO-
CKOITMYECKOTO MCCIIEA0BaHMsA, B PE3yNbTaTe KOTOPOTO
O0HapyKEHO TOTAJIFHOE MOPAXEHHUE MITKOH MO3ro-
BOM 000J109KH 32 cueT qudy3HO pacTymeH OImryxoi,
IIPECTAaBICHHOW KPYIHBIMH U CPEOHUMH SIUTENINO-
I/IZ[HO—HOZ[O6HI)IMI/I NOJIMTOHAJIbHBIMHU, OKPYIJIBIMU H
OBaJIbHBIMH KJICTKaMH. OHyXOHeBLIC KIICTKU XapaKTe-
PU30BAIUCH HAIMYUEM S03MHO(MMIBHON IUTOIIA3MBL,
OTHOCHUTEJIBHO MOHOMOP(HBIMHU SIIPAMHU € IIBIOYATHIM
XPOMAaTUHOM U OTUETIUBO ONpEACIAEMbIMU MEIKUMU
OKPYTJIBIMH 303MHO(QUIBHBIMU  siipbIkamMu. OTiau-
YUTEIFHONH OCOOCHHOCTBIO SBIAJIOCH HAJMYHE B IIH-
TOILUTa3Me OOJBIIMHCTBA OITyXOJEBBIX KJIETOK TPaHyIl
KOPUYHEBOTO IUTMEHTa. B cTpykType HOBOOOpa3o-
BaHMUs OINPENCIUINCh YYaCTKH MHKPOAIbBEOISIPHO-
ToO CTPOCHUA. MuTtoTHuyeckass aKTUBHOCTH OITYyXO0JIn
ObUTa HU3KOH, PErHCTPHPOBANUCH 1-2 (urypsl Mmu-
to3a Ha 10 momeit 3penust mpu x40/0,65. Hexporu-
YCCKUC H3BMCHCHUS TKaHU OTCYTCTBOBAJIM, HWHBA3UU
OIIyXOJIEBBIX KJIETOK B HEeHpomapeHXUMy OOHapyKeHO
He ObuIo (puc. 4).
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Puc. 4. IepBuunslii quddy3HbIIT MEHUHTI€aIBHbIH MEIAaHOLUTO3 MATKOM MO3roBoil 06onmouku (Mukpodorto). Msrkas Mo3roBast
obomnouka audGdy3HO HHOUIBTPHPOBAHA MENKOKICTOYHOH OMyXOJbI0 C HAJTMYHEM B YAaCTH KIICTOK IPaHyJI MUTMEHTA KOPHIHEBOTO
ugera. OKpacka reMaTOKCHIMHOM U 303MHOM: @ — x4/0,10; b — x10/0,25

MMMYHOTUCTOXMMMUYECKOE
M MO/IEKYNIAPHO-TEHETUYECKOE
UCCNEAOBAHUE

Hdns BepuumKkanmuy THCTOTEHE3a HOBOOOpPA30Ba-
HUS MO3TOBBIX 000JIOYEK OBIJIO MPOBEACHO HMMYHO-
THCTOXMMUYECKOE HCCIEIOBAHUE C HCIIOIH30BaHHEM
aBTOMAaTHUYeCKOTO MMMyHocTelHepa Leica Bond Max
(Iepmanusi). B omyXoseBBIX KJIETKax OINpeneisuiach
IMO3UTHUBHAA DJKCIIPECCUSA MCEJIaHOLMUTAPHBIX MapKEpOB
SOX10 (xmon EP268, Cell Marque) n Melan A (kion
A103, Dako). Unnexc nponudepaTHBHON aKTUBHOCTH,

ompeneieHHbld ¢ momorblo Ki-67 (ko SP6, Cell
Marque), cocraBmn 2% B OOJbBIIEH HYACTH OIyXOJIH
(puc. 5). JlonoaHHUTENBHO OBLIO MTPOBEACHO MOJICKYJISP-
HO-TEHETUYECKOE UCCIICJIOBAHNE Ha HATMYNE MyTAIlUU B
reHe BRAF, xoTopasi XapakTepHa AJisl psiia MEJIaHOIIH-
TapHBIX HOBOOOPa30BaHHH.

PesynpraTel uccnenoBaHHS TOKa3ald OTCYTCTBHE
AaKTUBUPYIOIUX MyTauuil BRAF, 4T0o UMEET OIpeeIICH-
HOe 3HaveHue i auddepeHInanbHON JMarHOCTHKY U
MMOHUMaHUS MOJIEKYJISIPHOTO MTATOT€He3a JaHHOTO HOBO-
oOpa3oBaHus. YUYUTHIBas OTCYTCTBUE Yy IallMeHTa Me-
JAHOLIUTAPHBIX HOBOOOPA30BaHUI AKCTpaKkpaHUAJIbHON
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JIOKAITM3alliK, KOTOpPhIE MOIJH OBl PacCMaTPUBATHCS
KaK MepBUYHBIA odar, Audy3HbI XapakTep Mmopake-
HUSI MATKOW MO3TOBOH 000JI0OYKH 0€3 WHBA3WH OIMYyXO-
JIEBBIX KJIETOK B HEHPOIAPEHXUMY U PE3YJIbTAThI UMMY-
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HOTUCTOXMMHYECKOTO U MOJIEKYJISPHO-T€HETHYECKOTO
HCCIICIOBAHUM, THCTONOTMYECKHHA THIT OIyXOJH ObLI
BepH(DHIIMPOBAH Kak MepBUYHBINA U (y3HBIN JienToMe-
HUHT€AIBHBIA METaHOIIUTO3.

Puc. 5. IMMyHOTHCTOXHMHYECKOE OKpAIIMBaHUE 00Pa3I0B TKAHN MITKOH MO3rOBOH 00OJIOUKH C OMyXOJbl0. IMMYHOTHCTOXUMH-

YECKOe UCCICI0BaHKEe: a — MO3UTHBHAs saepHast skcnpeccus SOX10 B kinetkax omyxonu, x4/0,10; b — NO3UTHBHAS LUTOILIA3MA-

TH4eckas skcrpeccuss Melan A B kiieTkax omyxoinu, x10/0,25; ¢ — no3utuBHas siaepHas skcrpeccus Ki67 B eTMHUYHBIX KIIETKaX,
x10/0,25

NATO/IOFOAHATOMUYECKUA ANATHO3

OcHoBHoe 3a0oneBanue. IlepBuunblil andy3HbIH
MEHUHI€AJIbHBII MEaHOIMTO3 C MOpPaKEHUEM MSITKOMN
MO3roBOH 060J109KH 000UX MOJTYIIAPU TOJIOBHOTO MO3-
ra, MpoJONrOBaTOr0 MO3Ta, MOCTa M MO3XKEuKa, LIeH-
HOT'O CEIMEHTa CIIMHHOIO MO3ra, MOPaXKCHUEM dYepell-
HBIX HEPBOB (ABYCTOpPOHHEE MOPAKEHHE 3PUTENIBHBIX,
IJ1a30BUraTeNbHBIX, OTBOJSIIMX HEPBOB, MOpPaKCHHE
JHUIIEBOTO HEpBa clieBa); OyianOapHBIE PacCTPOUCTBA,
BSUIBIHA TeTpamape3 (110 JaHHBIM HCTOPUU OOJIC3HN).

OcnoxHeHus. TPHUBEHTPUKYIISIpHAs CUMMETpPUYHAs
OTKpBITass HOPMOTEH3WBHas THApouedanus (JaHHBIE
MPT). BHyTpuOOJIEHUYHAS TOTAIbHAS MTOJIMCETMEHTAp-
Hasi JABYCTOPOHHSS (HUOPUHO3HO-THOWHAS TTHEBMOHUS
¢ abcuemupoBanueM. Cericuc. OcTpasi ceplie4HO-COCy-
JucTasds HEOJOCTAaTOYHOCTH OCTpaH JAbIXaTCJIbHAs1I HEIO0-
CTaToYHOCTb. OTEK TOJIOBHOI'O MO3Ta.

ComnyTtcTByronye 3aboieBaHus. ATEPOCKIEpO3 aop-
ThI, aTepockiepoTuyeckue Oysimku [I-1V Ttunos pac-
MPOCTPaHEHHOCTHIO 10 30%.

OBCYXXAEHME

[NAJIM mnpencraBnsier coOOH penkoe MaTOIOTH-
yeckoe cocrosHue LIHC, xapaxrepusyroumieecs Iud-
(by3HON MHPWIBTPAIIUEH MATKUX MO3TOBBIX O00JIOUEK
MEJIaHOLUTAPHBIMUA KJIETKaMu Oe3 sSBHOW WHBA3UU B
MapeHXUMy TOJIOBHOTO Mo3ra. OnuCcaHHBIA HAMH KIIH-
HUYECKUH CIydail C JICTAIBHBIM HCXOJOM JIEMOHCTpPHU-
pyeT CYIIECTBEHHBIC JUAarHOCTUYECKHUE CIOXKHOCTH,
MOTYCPKUBACT 3HAUUMOCTh U HEOOXOJUMOCTh MYJIBTH-
JMUCIUTUTAHAPHOTO TTOAX0/1a TIPU BEJCHUH IAalMEHTOB C
MIPOTPECCUPYIOIIEH HEBPOJIOTHIECKOW CHMITOMATHKON

HesicHoTO reHe3a. Kimmanueckas manudecranus [11JIM
XapakTepu3yeTcss Hecnenn(puIecKod CHMITOMATHKOM,
BKJIIOUAIOIIEH medanrnieckuii CHHAPOM, MPOTPECcCHpy-
IOLYI0 MBIIIEYHYIO CJIa00CTh, HAPYLIEHUS 3pUTEIbHON
(yHKIUH, KOTHUTHBHBIE PAacCTPOICTBA U CYHZOpPOKHEBIE
IIPUCTYIIBI.

B mpencraBneHHOM HaOMIOAEHUHM OTMEYANIOChH IIO-
CTCIICHHOE HapacTaHHe HEBPOJOTHYECKOW CHUMITOMA-
TUKWA, WMUTHPYIOIICH pa3jnMyHble HEBPOJIOTHUECKUE
3a00NeBaHMsl, B YACTHOCTH JIEMHEITUHU3UPYIOIIYIO
MOJMHEUPOIIATHIO, YTO OOBSACHSAET 3HAYMTEIBHYIO 3a-
JEpKKY B BEepUPHUKAIMM OKOHYATEIHHOTO JMarHo3a.
MarHuTHO-pe30HaHCHas ToMorpadus ¢ KOHTPacTHBIM
YCUJICHHEM MO3BOJIWIIa BU3YalM3UPOBATh IAaTOJIOTHYE-
CKHE M3MEHEHUS, XapaKTepHbIe AJIS JIENTOMEHUHIeallb-
HOTO TIOPaKEHUsI, OTHAKO TS(HUHUTHBHBIA JHATHO3 OBLI
YCTAHOBJICH JIMIIb MPH MATOMOP(OIOTHIECKOM HUCCie-
noBaHWH. J[aHHOE OOCTOSTENBCTBO CBHUACTEIBCTBYET O
JUMUTUPOBAHHBIX BO3MOXKHOCTSIX COBPEMEHHBIX METO-
JIOB HEHpOBU3yalu3aluy B TU(GepeHIIHATLHOW aHra-
THOCTUKE TEPBUYHBIX MEAHOIMTAPHBIX HOBOOOpa3o-
Banuii [IHC, uro cornacyercst ¢ JaHHBIMU JTUTEPATYPHI
[14, 15].

[MoctMopTansHOE MaToMOp(OIOTHIECKOe HCCIIE0-
BaHue BepuduumupoBano AudGPy3Hyr0 HHOUIBTPAIHIO
MSITKOM MO3roBOM OOOJIOUKHM ITHUTMCHTHPOBAHHBIMH
KJIETKaMH ¢ HHU3KOH NponuepaTUBHOW aKTHBHOCTHIO.
[IpuMeHeHHe WUMMYHOTUCTOXMMHUYECKHX  MapKepoB
SOX10 u Melan A 1mo3BONMIO C BBICOKOW CTEHEHBIO
JIOCTOBEPHOCTH HACHTU(PHUIMPOBATH MEIAHOLUTAPHYIO
MPUPOJLy HEOIJIACTUYECKUX KJIETOK, a HU3KUN HHIEKC
nponudepatuBHoil akTuBHOCTH Ki-67 (<2%) cBunue-
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Cyyan us KAMHUYECKOM MPaKTUKK

TEIECTBOBAJ O POPMAITEHO TOOPOKAUYSCCTBEHHOM OHOIIO-
TUYECKOM MOTEHLUAJIE OITyXOJIH.

B nmpomecce muddepeHansHOl  THArHOCTUKA
paccMaTpUBaJIMCh MeTacTaTUYecKas MeJaHoMa, Jell-
TOMEHUHI€aJIbHBI KapLIMHOMATO3 M MEJaHOTHYEeCKas
actporuToma. OTCYyTCTBHE TEPBUYHOTO MEJIAHOIUTAP-
HOTO ouara 3KCTpaKpaHHUaJIbHOW JIOKAIM3allMi U WHBa-
3UBHOTO POCTa B MapEeHXHWMY TOJOBHOI'O MO3Ta, TAKKe
HU3Kasg MHUTOTHYECKas aKTUBHOCThH MO3BOJMIIN HCKIIIO-
YHUTh 3J10KaYeCTBEHHBIC HEOTUIa3Uu 13 TuddepeHranb-
HO-JIMarHOCTUYECKOro psna. IIporHoctuyeckas oreHka
npu IIJIJIM ocrtaercs HeompeaeaeHHON BCIEACTBUE
PEAKOCTH MATOJIOTHH U Ae(pULINTa TAaHHBIX O €CTECTBEH-
HOM TedeHuHu 3abojeBaHuA. B 3ToM ciyuae, HecMOTps
Ha OTCYTCTBHE KJIACCHUYECKHX TMCTOJIOIMYECKHX NpH-
3HAKOB 3JI0Ka4eCTBEHHOCTH, HAaOJII0AaJI0Ch arpecCUBHOE
KIMHUYECKOE TeUeHIe, HanOoJee BEPOSTHO AeTCPMIHNI-
pyromuMu (haKTOpaMH MPOTPEeCcCHPOBAHIS 3a00JICBaHUS
SBUITUCH AU Py3Has HHOUIBTPAIMS MATKHX MO3TOBBIX
000J109€eK 1 OCIEAYIOIIee Pa3BUTHE BTOPUIHOM THAPO-
nedanuu.

TepaneBTrUeCKHe TOIXOABI K BEJICHUIO MAIUCHTOB
¢ IIJIJIM orpaHuuYeHbl OTCYTCTBHEM I1aTOr€HETHUYECKHU
00OCHOBAaHHBIX METOJOB JeueHus. B HayuHoil nute-
patype IOKYMEHTHPOBAaHBI CIydyau NPUMEHEHUS XH-
PYPTHYECKOTO JICUEHUS MPH JIOKAIM30BAaHHBIX (opMax
3a00JeBaHMA, a TaK)Ke€ BOSMOKHOCTH XMUMUO- U PaHo-
Tepanuu Npyu MAIWTHU3ALUU, OJHAKO 3((EKTUBHOCTH
JAHHBIX TE€PaNeBTUYECKUX MoJanbHOCTel npu auddys-
HBIX popmax [1JJJIM ocraercst qucKyTabenbHOM U Tpe-
OyeT nanbHEHIIero u3y4eHus.

3AR/IIOMEHUE

IIpencraBneHHbIN KIMHUYECKUN Cilydail akLEHTUPY-
€T HEOOXOJMMOCTh BKJIFOUCHHUS MepBHYHOTO IUpy3-
HOTO MEJIAaHOIIUTO3a B QJITOpUTM IubdepeHIHaIbHOII
JUArHOCTUKHU Yy MALMEHTOB C XPOHUYECKUMHU MEHHHIC-
QIBHBIMH NOPAXECHUSIMA HEYCTaHOBJICHHOM 3THOJIOTHU.
CoBpeMEHHBIE METOAbl HEWPOBU3YyaNU3allMM HMEIOT
OIPEEICHHYI0 JUArHOCTUYECKYIO LEHHOCTb, OIHAKO
He 00J1a1al0T JOCTaTOYHOM CIIeIM(PUIHOCTBIO 1JIs1 BEpU-
(huKalMu OKOHYATENIBHOIO AUArHO3a, KOTOPBIH JOKEH
0a3nupoBaThC Ha KOMIUIEKCHOM MOP(OJIIOTHIECKOM H
UMMYHOTUCTOXUMHUYECKOM HUCCIIEI0BAHUM.

IlepcieKTUBHBIMM ~ HANpaBICHUSMH  AadbHEHIINX
UCCIIEI0OBaHUH MPEACTABISIOTCA U3yYEHHUE MOJIEKYJISp-
HO-TeHeTHueckux xapakrepuctuk [1JJJIM, yto moren-
[IUATLHO MOJKET CIIOCOOCTBOBATh pa3padOTKe WHHOBA-
LUUOHHBIX JHarHOCTHYECKHX IOAXOJOB W TapreTHBIX
TepaneBTU4eCKUX crTparteruil. HakorieHue u cucrema-
TU3alus JaHHbBIX O JAaHHOM peKOU IIaTOJIOTHUHU B paMKax
MHOTOIIGHTPOBBIX HCCIICIOBAHUI MO3BOJSAT ONTHMHU3HU-
pOBaTh JUATHOCTUYECKUE AJITOPUTMBI U TEpareBTHUC-

CKHE MOAXO0/IbI, UYTO MOKET YIYULIUTh NPOTHO3 MalleH-
toB ¢ ITJIJIM.
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