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Jllepmatodpubpoma (moOpokadecTBeHHAss (GUOpPO3HAS THCTH-
OLINTOMA) OTHOCHUTCS K JJOOPOKa4eCTBEHHBIM HOBOOOPA30BaHHU-
SIM KOXKH, XapaKTepH3YIOUMMCS MEIJICHHBIM POCTOM H CIIO-
COOHOCTBIO K MeTacTasupoBaHuio. [latoreHes 3Toil Heoma3nuu
HEHM3BECTEH, HO PsJI aBTOPOB OMNHCHIBAIOT CBSI3b C THUCTOTCHE-
THYECKUMH TIPEKANMLIIPHBIMA M3MEHEHMSIMU. 3a4acTyio OITy-
XOJIb XapaKTepH3yeTcs: T0OPOKaYeCTBEHHBIM MTOBE/ICHUEM, XOTSI
JUISL Hee THITUYHO YacTOe PelHIUBUPOBAHMUE, JTaKe NPU Pau-
KalbHOM XHpyprudeckoM jedeHnu. Cirydan MeTacTa3upOBaHUS
9THUX OIyXoJied BrepBble onucansl B 1979 . d. DHIMHIEpoM B
KypHaine «Cancer». C Tex IOp B Mupe 3aperucrpuposaso 10
CITy9JaeB ¢ MOXOXKHM arpecCHBHBIM TE€UeHHMEM y AeTei. Beumy
PEAKOCTHU ATOJIOI'MH, CTAaHAAPTHI JICUEHUA OTCYTCTBYIOT, a IIPO-
THO3 SIBJIICTCSl HEOoIpeseNieHHbIM. Hamu mpencraBieH KIMHH-
YeCKHid clydail MeTacTazupyoomen 1epMatohudpomMel y 1eBOY-
ku 13 5eT ¢ kpaiiHe arpeccuBHbIM TeueHueM. [Ipu mepBuuHOMN
JIMaTHOCTHKE BBISBJICH y3€l B oONacTu Oenmpa ¢ MeCTPyKIUCH
MIPUIISKAIUX KOCTHBIX CTPYKTYp, MPOPACTaHHEM B pPETHOHAp-
HBIC J'IPIM(baTl/ILlecKI/Ie y3JbI U HaJIU4YUEM My.]'l])TI/I(bOKaJ'IbHOFO
METacTaTHYECKOr0 MOPAKSHUSI JICTKHUX.
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Dermatofibroma (benign fibrous histiocytoma) is classified
among benign skin neoplasms that typically demonstrate
slow growth but retain metastatic potential. While the
precise pathogenesis of this tumor remains unclear, some
researchers have proposed an association with histogenetic
precapillary changes. These neoplasms generally exhibit
benign biological behavior, though they are notably prone to
frequent recurrence even following radical surgical excision.
The first documented cases of metastatic dermatofibroma
were reported by F.M. Enzinger in 1979 in the journal
Cancer. Since this initial description, only 10 additional cases
demonstrating similarly aggressive clinical behavior have been
recorded worldwide. The exceptional rarity of this condition
has precluded the establishment of standardized treatment
protocols, and prognostic predictions remain uncertain. We
present a particularly aggressive clinical case of metastatic
dermatofibroma in a 13-year-old female patient. Initial
diagnostic evaluation revealed a primary tumor nodule in the
thigh region accompanied by destruction of adjacent bony
structures, invasion into regional lymph nodes, and multifocal
metastatic lesions in the lungs.
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BBenenune

Hepmarodubpoma (D) — mobOpokayecTBeHHAs
OIlyXOJIb ME3EHXUMAaJIbHOH NPHUPOBI, XapaKTepHu3y-
IOIIAsACS BO3MOXKHOCTBIO TIOPAKEHHS TOIKOXKHBIX
CTPYKTYp M TIYyOOKMX MSTKHX TKaHeil. Hambonee
9YacTO JaHHAsl MaToJOTUsl BCTPEYAETCsl y JKEHILUH,
a TPEeUMYIIeCTBEHHas JIOKaJu3alus TIpolecca —
HIDKHHE KOHEUHOCTH. THIIMYHBIM MPOSBICHUEM
JIepMaToUOPOMBI SIBIISIIOTCS. MEAJICHHO PAaCTYIIHE
OJIMHOYHBIC Namybl. KiTmHUuecKre BapuaHThbl BKITFO-
Yal0T TMTaHTCKHUE, aTpo(UPOBAHHBIC W IMOJIMIIOBUI-
HblEe OmyXxoJiu. buonorust nepmatopuOpoM Hoka He
sicHa. B 1979 . @. DHuMHrep onucan «aHruoMaro-
UJIHYIO 3JI0KaUeCTBEHHYHO (PUOPO3HYI THCTHOIUTO-
My» KaK HOBYIO HO30JOI'MYECKYIO €IMHUILy CO CIIO-
COOHOCTBIO K MeTactazupoBanuio [1]. Hekortopsie
aBTOPBI YTBEPIKIAIOT, YTO ITO PEAKTUBHBIC OIYXOJIH,
OKpY’KEHHbIE KOJUTar€HOBBIMH BOJIOKHAMM M BOCIIa-
JUTENILHBIMA KOMIIOHEHTaMH. Jlpyrue CuuTarT uX
3JI0KQYeCTBEHHBIMU HOBOOOPA30BaHUSAMH, MOCKOJIb-
Ky OIyXOIIM MpHU MOP(OJIOrHIECKOM HCCIIEIOBAHUU
JIEMOHCTPUPYIOT BBICOKYIO KJIETOUHOCTb, SIACPHBIN
NOMUMOP(PU3M M HHOTAA BBICOKMH MHMTOTHYECKHH
unHjekc [2]. B Hame#t pabote mpeacTaBieH KIMHUYE-
CKHH CIy4ald, MOATBEP)KIAIOMINN, YTO aepMaTohu-
Opoma o00najgaeT KIMHUKO-MATOMOP(OIOrHYECKIM
pa3HooOpas3ueM, B T. 4. METACTATUUECKUM MOTEHLH-
anoM. [locTaHoBKa AMarHo3a BBI3BIBACT CIOKHOCTH,
B CBSI3M C YeM JMArHOCTHKA TAaKKe JIOJDKHA BKIIFO-
4yaTh B ceOsl M3y4eHHWEe T'CHETHYECKOro Mpoduis ¢
LENbIO BBISIBICHUS! TMOTEHIMAIBHBIX XPOMOCOMHBIX
abeppanmii  3JIOKAY€CTBEHHOW  epMaTo(GpuOpOMBL.
Hecmotpst Ha mMmerommecst B nuTeparype padoThL,
CTaHJAPTU3UPOBAHHOTO TMOJIXO/IA K TEparuy BCe elie
He cylecTByeT. [lepBUYHO-IMCCEMUHUPOBaHHBIM
MPOIIECC U MPOrPECCHpPOBaHUE 3a00JICBaHUS B BUJIC
METACTaTUYECKOr0 MOPaXKEHHUsI IUM(PATHIECKUuX y3-

JIOB W JIETKHX XapaKTepH3yeTcsi HeONaronpusTHBIM
MIPOTHO30M W HEBO3MO)KHOCTBIO KOHTPOJSI Haja OcC-
HOBHBIM 3a00JIEBaHEM BBULy HU3KOW UyBCTBHUTEIb-
HOCTH JTOW OITyXOJIM K XUMHOTEPAInH.

Kannnuecknii caydaid

ITaumenTka, 13 net, HanpasieHa B kiIuHUKY Ha-
YYHO-HCCIIEIOBATENILCKOTO MHCTUTYTa JIETCKOM OH-
Kojorun W remaroiornv um. JI.A. JlypHoBa B mioHe
2024 1. Ilpu nocrymiennu oOpaiaer Ha cedsi BHU-
MaHHE PE3KOe YBEJIUYEHHE B 00bEME JICBOM HUKHEH
koHeyHoctd. IIpu ocmotpe (puc. 1) mpouecc Ho-
CUT HECUMMETpUUYHBIN Xxapakrep. Ha nepeaneil mo-
BEPXHOCTHU JIEBOTO O€pa ¢ MEepexoioM Ha IaxOBYIO
o0nacTe ClieBa BH3YaJIH3UPYIOTCSI MHOKECTBEHHBIC
y3JIbl, BIIasHHbIE B KOXY B BHIE HECMEIIAeMOIo
KOHIJIOMepara JIePeBsIHUCTON TUIOTHOCTH. BombimH-
CTBO 2JIEMEHTOB HE BBIJEIISIOTCS HaJl TIOBEPXHOCTHIO
KOXH, OTAEJIbHBIE 00pa30BaHUs BHICTYHAIOT B BUJE
chepbl 1 nonycdepsl. Y3ibl OKPYIIIBIX OYepPTaHUH,
IJIOTHOM KOHCHUCTEHINH, C DIAAKON MOBEPXHOCTEIO.
Hexoropble sneMeHThI ¢ M3bS3BICHHEM Ha MOBEPX-
HOCTH, IOKpPBITBI I'eéMOpparnyeckoi Kopkoi. ILIer
Y3JI0B BapbUpPyeT OT PO30BOT0 10 OOpaoBO-(HoIIe-
ToBOTO, pazmepsl — ot 0,5 mo 1,5 cMm B auamerpe.
[Ipu manpmarun y3is1 6e300ne3HeHHbIe. JleBas HIDK-
HSISl KOHEYHOCTh yBEJIMYEHa B 00beMe (OKPYKHOCTh
nmeBoro Oempa w rojeHM — 64 W 43 cM COOTBeT-
CTBEHHO; OKPYXXHOCTbh NpPaBOro Oeapa W TOJIEHH —
46 1 37 cM COOTBETCTBEHHO) 3a cyeT nuMdocrasa u
00beMHOT0 00pa30BaHUsI MATKUX TKaHEW JIeBOTo Oe-
apa. OnpenensieTcsi MOMHAsE KOHTPAKTypa CrUOAHMs
KOJIGHHOTO CycTaBa ciesa. [Ipu aBmxeHuH, a Takxe
IIPY JAJUTEBHOM HAXOXKACHUH B OJHOM TIOJIOKEHHU
OTMEYAIOCh TPUCOEANHEHHE OO0JEBOr0 CHHIPOMA,
M3-3a YEero NalMeHTKa HAXOAUTCA B BBIHYXICHHOM
CHJISTYEM TIOJIOKCHUH.

Puc. 1. IlepBuuHbIi oyar mpu MOCTYIJICHUH
Fig. 1. Primary tumor foci at presentation
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Puc. 2. MPT nepBuuHOro ouara: B MSTKHX TKaHSIX JICBOTO Oenpa ONpENeisIOTCs MHOJKCCTBEHHBIC Y3JIOBbIE 00pa30BaHMS M JIOMOIHUTEILHBIC
TKaHU 0e3 4ETKUX KOHTYPOB ¢ Au(dy3HBIM XapaKTepoM pOCTa; MAaKCHMAJIbHBIC pa3Mephbl Y3JIOBbIX obpasoBaHmii — 6,2 x 2.8 x 53 cm (B
KOX€ M MOJIKOXKHO-)KHPOBOIl KJIETYaTKe JEBOro Oeapa 10 MepeHe-JIaTepaabHON TOBEPXHOCTH), OMpEaeisieTcss HHOMIbTPALHs OIM3IeKaIix
MBILIII]
Fig. 2. MRI of primary lesion: The soft tissues of the left thigh demonstrate multiple nodular masses and additional diffuse tissue growth
with ill-defined margins. The largest nodular mass measures 6.2 x 2.8 x 5.3 cm (located in the skin and subcutaneous fat of the left thigh’s
anterolateral surface), with evident infiltration of adjacent muscles

|

Puc. 3. KT OI'K: B 000uX JIerKHX OHpENenstoTcsi o4aru U (hOKyChl YIUIOTHEHUS JIETOYHOW TKAHM OKPYTJIOW ()OPMBI C HEUYETKMMH JIyYHCTHIMU
KOHTYpaMH paszMmepamu oT 3 MM 10 3,4 cM
Fig. 3. Chest CT: Both lungs show multiple round pulmonary nodules with irregular, spiculated margins, ranging in size from 3 mm to 3.4 cm

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2025.



DOI 10.37469/0507-3758-2025-71-4-OF-2256

L

a

Puc. 4, a. [IDT/KT ¢ ""F-®I' — nepmaropudbpoma jieBoro Geipa
C BOBJICUCHHMEM MATKHMX TKAHEH M JICBOH MOJB3JOMIHON KOCTH.
MeracTaTHYecKoe IOPAKECHHE MaXOBO-OCIPEHHBIX JIMM(ATHICCKHIX
Y3JIOB, JIETKHMX, MATKMX TKaHEH NpaBoil roseHu
Fig. 4, a. 18F-FDG PET/CT: Left thigh dermatofibroma with
soft tissue involvement and left iliac bone infiltration. Metastatic
involvement is noted in the inguinal-femoral lymph nodes, lungs,
and soft tissues of the right shin

Taxke oOTMeuaeTcsi KOTHUTUBHBIA JCQHIINT,
HapylIEHUE 3MOLMOHAJIBHO-ITOBEICHYECKUX PEeaK-
Ui U u30bITouHas macca tena 80 Kr mpu pocrte
165 cm.

W3 aHamMHe3a HW3BECTHO, YTO MaHH(eCcTalus
3aboneBanuss Bo3HUKIa B 2021 ., korma mosiBH-
JUCh NepuoJuYecKre OoJiM B JIEBOM HMKHEH Ko-
HEYHOCTH, HEOOJbINas MPUIYXJIOCTh U JIOKAJIbHAS
TUIIEpEMUs], KOTOpbIE OBIIM PACLEHEHBl KaK YKYC
Hacexkomoro. C centsdpst 2022 1. oTMeuanaoch yBe-
TudeHrne oO0bema Oelmpa W TOSBICHHE OOBEMHBIX
o0Opa3oBaHMH B MSITKMX TKaHSIX JIeBOro Oenpa.
B ampene 2023 1. manmeHTKa HaxoJuJach Ha 00-
cienoBaHuu B xupypruyeckoM otaeneHuu B JII'Kb
uM. H.®. Ounarosa, rae Obuia 3amono3pena ¢u-
Opo3Ho-)kmpoBas cocyauctas anomanus (FAVA)
nepegHei rpynmsl Mblun Oenpa. [ns yrouneHus
JquarHo3a ObUla TIpOBeJieHa OTKpbITas OWOICHs
HOBOOOPa30BaHUH KOXH C MOCIEAYIOLIMM MOJe-
KyJSIpHO-T€HETHUYECKUM HCCJIeI0BaHUEM — COMa-
THYECKHX ITaTOTCHHBIX BapwaHToB B TeHe PIK3CA
HE BBISBIICHO.

[TarmenTka Oblyla HampaBieHa HAa KOHCYIIBTAIHIO
B HUU nerckoil OHKOJIOIMM M I'eéMaTOJOTUU UMEHU
akagemuka PAMH JI.LA. JlypuoBa (nanee — HUU
J0I). Ilo pe3ynsraTam KOMILIEKCHOTO OOCIIE€AOBa-
HUs (puc. 2—4) y NanueHTKH ObUTH BBISIBIICHBI: 04a-
T JTUTUYECKOU JIECTPYKIIMU B TOJB3A0LIHON KOCTU
ClleBa, a TAaK)Ke MHOXXECTBEHHBIC OYard OKPYyIIIOn
(dhopmbl pazmepamu oT 3 MM 10 3,4 cM B 000uX
JeTKUX. YYWUTHIBas JaHHbIE KOMIUIEKCHOTO oOcie-
JOBaHHWS Ha TEPBBIA IulaH B auddepeHHnaIbHO-
JMAarHOCTUYECKOM Psiy BbICTYyIal OOJBIION CIIEKTP
BBICOKOArpecCUBHBIX CAPKOM MATKMX TKaHEH C BbI-
COKMM METaCTaTUYECKUM IMOTEHIIHAIIOM.

Puc. 4, 6. MIP (mpoexunsi MakcuMainbHO#l uaTencuBrocty) $F-OA [IDT/KT
Fig. 4, 6. F-FDG PET/CT MIP (maximum intensity projection)
Puc. 4, B. CoBmemiennbiii akcuanbubiii cpe3 [IDT/KT ¢ “F-OI" (kenTbie CTPEIKH OTMEYAIOT OIMyXOJIEBbIE O4ard C IeTepOreHHON
AKTUBHOCTBIO B JIETKHX).
Fig. 4, B. Combined axial '*F-FDG PET/CT section: Yellow arrows mark tumor foci with heterogeneous activity in the lungs.
Puc. 4, r. Comentennbiii akcuanbublii cpe3 [IIT/KT ¢ "F-OL (kearble CTPEJIKH YKa3bIBAIOT HA JIECTPYKTHBHBIN OIYXOJEBbIH O4Yar B JIEBON
TIOZIB3/IOIIHON KOCTH).
Fig. 4, . Combined axial *F-FDG PET/CT section: Yellow arrows indicate a destructive tumor focus in the left iliac bone.
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C mmarHocTHYecKOW menpio B ycmousix HUU
JOI" 11.06.2024 1. OblIa BBINOJNIHEHA OHOICHUS
00BEMHOrO 00pa30BaHMsI MITKUX TKaHEH JIeBO-
ro Oenpa. Ilpm MakpOCKOTMH YHAJICHHBIX TKaHEH
(MHOXXECTBEHHBIEC (PparMeHTHl KOXKH ¢ MaKCHMallb-
HBIM pazMepoM — 2,5 X 2 X 1,5 cM) Ha CepUIHBIX
paspes3ax ONpenessiioTcsl y3j10Bble 00pa3oBaHuUs
OenecoBaro-ceporo npera (puc. 5 — OHJAHH-TIPH-
JIO’)KCHHE).

IIpy MuKpockonmuu OMNpeAensieTcss OINyXoib
MMyYKOBOTO CTPOCHHMS, PACIIONAraromiascs IMperMy-
mecTBeHHO B jaepme. Kierounslii cocrtaB (puc. 0,
a—€ — OHJIAWH-TIPUJIOKEHHE) TPEACTABICH MOHO-
MOpP(HBIMH KJIETKaMHU BEpeTeHO00pa3HOW (GOpMEI C
OOMJIBHON 303WHO(DUIBLHON IMUTOIUIA3MOM U BBITS-
HYTBIMHU SIIPaMH C MEJIKO3EPHHCTBIM XPOMAaTHHOM
0e3 npusHakoB Hekposza. Onpenensercs 10 4 ¢puryp
muTo3a B 10 momsax 3penus. Kpaii pesexiuu mpo-
XOIOUT TIO TKAaHH OITyXOJIH.

Jnst yTouHeHMsi IuarHo3a OBLIO TaKke Mpo-
BEICHO HMMMYHOTMCTOXMMUYECKOE HCCIECIOBaHUE.
B xnmerkax omyxonu BblsiBieHa auddy3Has IKc-
npeccus CD163 (puc. 7, a — oOHIAlH-TIPUIIOXNKeE-
Hue), ¢okanpHas skcnpeccust CD34 (puc. 7, 6 —
onnaitH-nipunoxkenne). [Ipu atom sxcnpeccus S100,
SOX10, MITF, HMB45 ne oOHapykeHa.

Takum 00pazoM, HOBOOOpa3OBaHHE MSTKHX TKa-
Hell y manueHTKu ObUIO PACLEHEHO KaK KJIeTOYHas
nepmaropudpoma. [lpu manpHeiimeM HaOmOICHUH,
no naHHsM KT opraHoB rpyaHoil KiIeTkH, B 000uX
JIETKUX OMPENENAIOTCS o4ard M (OKYChl YIUIOTHE-
HUSI JIETOYHON TKaHU OKPYIIOH (DOPMBI C HEUETKH-
MM, JIyYUCTBIMU KOHTYpaMH pa3Mepamu OT 3 MM 0
3,4 cm. C 1enbio Moucka MOJEKYJISIpHBIX MHIIEHEH
JUTST BOSMOJKHOTO Ha3HAYEHHs TapTeTHOW Teparnw,
25.06.2024 1. nanueHTke ObLIa BBIIOJHEHA TOpa-
KOCKOTIMUECKasl pe3eKius S6 JeBoro JErKoro ¢ Io-
CJICAYIOIIUM TE€HETHYECKUM HCCIICIOBAHUEM IIOITY-
YEHHBIX 00pas3IoB.

Ha mepBom sTame npoBOAWIOCH ONpEECHHE
TpaHcnokauuii reHoB ALK n ROS1, metonom FISH ¢
ucnionszoBanueM mpod ALK Gene Fusion Detection
Kit m ROS1(6q22) Gene Fusion Detection Kit. Tax-
e OBLIO BBIIIOJHEHO HMMMYHOTHCTOXHMHYECKOE
uccneaoBanue TpaHciaokauuit NTRK ¢ ucmnosb3o-
BaHueM kioHa antuten ERP17341 na mnardopme
Ventana GX. 1o maHHBIM MOJEKYIIpHO-TEHETHYE-
CKOTO TECTHPOBAHMS, B OITyXOJIEBBIX KIIETKaxX HC-
CJIeMyeMOTo Marepuana TPaHCIOKAIuu TeHOB ALK
n ROSI He oOHapyXeHBI, B KIETKaX TaKXe OTCYT-
ctByeT skcnpeccus panTRK (puc. 8 — ommaitn-
TIPUIIOKCHHE).

Ha BropoM »sTame numarHOCTUKM Ouomarepua
MAIMeHTKH OBUI HamlpaBieH Ha KOMILIEKCHOE Te-
HoMHOe mpoduiupoBanne (FMI) — mnaroreHHBIX
KJIMHUYECKH 3HAYMMBIX BapUaHTOB B HCCIIETYyEeMbIX
reHax He OOHapyKeHO, MUKPOCATEeJUINTHOH HecTa-
OounbHOCTH He BbLIBIEHO (MSS-craryc), Huzkas

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2025.

MyTtanuoHHas Harpy3ka (TMB — 2 myraunn/M6),
PD-L1-neraruBnas omyxomp (CPS — 30, TPS
score — 5 %).

Bb110 BBISIBIIEHO HECKOJIBKO BAPUAHTOB C HEOIIPE-
JICTICHHBIM KIMHUYECKUM 3HadeHueM (tadm. 1 —
OHJIAWH-TIpIIIOKeHNE). HU ofauH 13 mepedyrncieHHbIX
BapHAaHTOB HE ONKCAH B TKaHU JepMaTohuOpoM u/
Wi gepMaropuopocapkom.

Ob6cyxaeHue

Hepmaropuodbpoma (JJP) — omHo u3 Hambonee
9acTo BCTPEUAIOMIUXCS JOOPOKAYECTBECHHBIX 00-
pazoBaHuil Koxku. Mopdosornueckue BapUaHThI
nepMaTopuOpoM pa3HOOOpPa3HBI: TEeMOCHACPHYIC-
CKas, SMUTENNOIHAs, aTpouuecKas, KeJIOWIHas,
JUXEHOWIHAs, aHEBPU3MOINIOJ00Has, MUKCOUIHAs,
kinetouyHas, arunuuHas. CormacHo knaccuduka-
UM BecemMupHON OpraHu3anuu 31paBOOXPAHEHUS
(BO3), mepmarodubpoma OTHOCHTCS K TpYIIIe
¢uOpo3HBIX, (GUOPOTUCTHOUUTAPHBIX U TUCTHO-
OUTApHBIX omyxojel. CWHOHUMOB Jaepmarodu-
OpOMBI MHOXXECTBO: «IUIOTHas (huOpoMa KoKW,
«TUCTHOLIMTOMAY, «CKIEPO3HUPYIOMasi TeMaHTHO-
May, «puOpPOKCaHTOMay», «y3EJIKOBBIH CyO3mmuep-
MaibHBIH (uOpo3». PaHee cumTanoch, 4TO JeEp-
MaTopuOpomMa SBISETCS HEOIyXOJEBBIM, a TOYHEE
PEaKTUBHBIM KOXXHBIM 3a00JI€BaHHEM, OIHAKO TOT
(hakT, YTO HEKOTOPBIC CIydaW AepMaTOPUOPOMBI
(0COOCHHO KJIETOYHBIM, aHEBPU3MONOAOOHBIH U
ATUIWYHBIA BapHUAHTHI) SIBISIOTCS TOTEHIUAIBHO
PELUANBUPYIOIIMMH HOBOOOPAa30BaHUSIMHM, KOTO-
pBle MOTYT JOCTHTaTh 3HAUUTENBHBIX pa3MepoB
U JEMOHCTPHUPOBATh XapakKTep 3JI0KaueCTBEHHBIX
OMyXoJIel, TMOATBEPAMI MHEHHE MOp(dosoroB u
OHKOJIOTOB O Pa3lIUYHBIX, KaK MOP(OIOTrHIECKUX,
TaK M KJIMHUYECKHX OCOOCHHOCTSIX IAHHOTO 3a-
OoneBanus. B MupoBOW nuTepaType ONHCAHO
HECKOJIBKO COTEH CJIy4yaeB arpecCUBHOW MeTa-
cTazupymoueil aepMaropuOpOMBbI, OJHAKO MpEH-
MYIIIECTBEHHO BO3HMKAIOIIEH y B3POCIBIX JIOJEH
[3]. B pabore L.A. Doyle [4] cpenu 16 namueH-
TOB C arpeccHBHON JepMaToGuOpomoii Tosibko |
MAUEHT — PeOCHOK 3 JIeT ¢ IepBUYHBIM 0YaroMm B
MSTKHAX TKaHAX HIKHEH KOHEYHOCTH M C MeTacTa-
TUYECKUM MOPAXKECHUEM MaXOBBIX JIMM(ATHIECKUX
y3JI0B.

Hamu nipoBesieH aHaIM3 JIUTEPATypHBIX JaHHbBIX.
B nacrosimee Bpemst 3apeructpupoBano 10 ciyya-
€B arpeccUBHOH JiepMaroGuOpOMBbI C MeTacTa3aMu
Pa3InYHBIX JIOKAJIM3alKi, HO Hanbosiee yacTo — B
nuMdaTtryeckue y3nbl U Jerkue (Tabm. 2 — oH-
TMaWH-TIPWIOKEHUE). DTH CIIydau IEeMOHCTPHUPYIOT
ONpeaesieHHOE KIMHUYECKOE CXOJACTBO: IE€PBOHA-
YanbHask OIyXOJIb KOXKM pa3BUBAJIACh Y TMAI[ICHTOB
B MOJIOJOM BO3pacTe, a BTOPUYHbIC HU3MEHEHUs B
JIETKUX OBUTH Paclo3HaHBI TOJIBKO IMOCIE JUTUTEIb-
HOTO JIAaTEHTHOTO NEpUOJA.
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I'pynna wuccinenoBareneil moj  pyKOBOACTBOM
D. Li mpemmaraer xmaccuduimposBats P Ha
IpyIIbl BBICOKOTO M HU3KOTO pHCKa, Ha OCHOBa-
HUM JaHHBIX BBICOKOYACTOTHOIO YJIBTPA3ByKOBOI'O
WCCJIEIOBAHUs C LIEJIbI0 TUIAHMPOBAHUS JICUCHUS U
naoOmonerns. K moxazaremssm [P BBICOKOTO pH-
CKa, M0 MHEHHUIO aBTOPOB, OTHOCHUTCS INTyOMHa
MOpaKEeHUs, BOBJICUCHHE TIOAKOKHBIX TKaHEeH W
TeTEPOTEeHHBIN CHTHAJI 3XOreHHOCTH [5]. B Hamem
HAOJIIOACHUH Y MAUEHTKH B THIEPIXOT€HHBIX XO-
POIIO BAaCKYISIPU3MPOBAHHBIX MATKHUX TKaHAX Je-
BOro Oezipa ONpenessitoTcsl Y4acTKH IOHM)KEHHON
9XOT€HHOCTH C HEYETKUMHU KOHTYpaMH pa3Mepamu
33 x 23 MM — 30 % 30 mm. IIpu stom B marono-
TMYECKON MpoLecC BOBJIEUEHBI HE TOJIBKO MOJKOXK-
Hbl€ TKAaHU, HO U Ko)ka. Bc€ BblenepeuncieHHoOe
MO3BOJISIET OTHECTH NMAlUEHTKy K rpynne J1d BbI-
COKOTO METacCTaTHYECKOTO pHCKa.

[lo mamaeim B.C. Gleason, Hambomnee pacmpo-
CTpaHEHHOW aHaToMuYeckoi nokanuzauueit 1P siB-
nstoTesl KoHeuHocTH (58 %), ronosa u mest (22 %),
3HauuTeNbHO peke D BeTpewanuch B obnactu Ty-
sopumia (11 %), myOOKMX MSTKHX TKaHSIX 3a0pro-
IIMHHOTO IPOCTPAHCTBA, CPEIOCTEHHS WM Tasa
(9 %) [6]. IIpu >Tom B 41 % ciydaeB B THCTOJIOTH-
YecKOM KapTHHE HaOII0AaIich MOHOMOpP(QHBIC Be-
pereHooOpa3Hble KIETKU, KaK U B HAIIEM KIMHHYe-
CKOM HaOmroneHuu. MeauaHa KOJIMYECTBa MHTO30B
coctaBmia 3 B 10 monsx 3peHus, 4To KOPpEIupyeT
¢ HammMHu pe3ynsratramu (4/10 monsx 3peHus), He-
KpO3 BBISIBJICH JIUIIb Y ABYX U3 69 manuentoB. [lpu
MMMYHHOTUCTOXUMUYECKOM uccienoBanuu y 40 %
MManreHToOB oTMeueHa 3kcrpeccuss CD34. Y marmmeit
MAIMeHTKH Takxke HaOiromanack nuddys3Has dKc-
MpeccHs JaHHOTO MapKepa Kak B MEPBHUYHOM, Tak
U B METACTaTUYECKON OITyXOJIH.

Mankertz u coaBt. [7] npemiaraiot 3 KpuTepHs,
KOTOpbIE MOTYT YKa3blBaTb Ha Pa3BUTUE arpecCHB-
Holi nepmatouOpombl (PUOPO3HOH T'HCTHOLUTO-
MbI): (A) — BHE3AIMHOC W3BA3BICHHE W KPOBOM3-
mustHie B anuaepmuc; (b) — ycKopeHHBIH pocT
nocie Tmepuofa CTaOWIM3ald WM  MEIJICHHOTO
pocra; (B) — Hanuuue COMSHHSA WIM NEPECTPOil-
KM XpOMOCOM TIPU MOJIEKYJIIPHO-TEHETUYECKOM HC-
CJICZIOBaHUU.

Meracrassl npu JId BcTpeyaroTcss peako, HO
OTIMYAIOTCSl arpeccUBHBIM TeueHueM. B 1996 r.
Colome-Grimmer u Evans [8] cooOmmiu o mep-
BBIX JIByX CIIy4asX METAacTa3sUPOBAaHUSA KIIETOYHOMU
(¢uOpO3HON THCTHOLMTOMBI B PETHOHAPHBIE JIMM-
¢daruyeckue y3nel W B Jierkue. B uccnenoBanumn
L.A. Doyle [4], Obuto BKIIOYEHO 16 TAIIHEHTOB
¢ 1® n noxoperHoHaNbHBIMU WJIN OTAAJIEHHBIMU
MeTacTa3aMi, KOTOpBhIE BO3HHKIM udepe3 17 mec.
(0—-180 mec.) mociie TOCTAaHOBKM JHWarHo3a. AHa-
JIOTUYHO W B HAllleM cllydae y MallMeHTKH caTell-
JUTHBIE y3€JIKH B OONAacTH MEPBUYHONW OIYXOJIH
BO3ZHUKJIM yepe3 7 MecC., a OTAAJIEHHbIE MeTacTa3bl

ObLTH BBISIBIICHBI B 00omX JieTkuX depes 21 mec.
ToCJe TOSBICHHS IMEPBBIX CUMNTOMOB. MMMmyHO-
TUCTOXUMHYECKOE W THUCTOJIOTHYECKOE HCCIENO-
BaHHWE NEPBUYHON OIMyXOJW W MeTacTaza OBLIH
HUJICHTUYHBIMU.

IIpu reHeTHYEeCKOM HCCICIOBAHUU TKAHHU JAep-
MaropuOpoM MOTYT OBITH OOHAPYKEHBI CIVSTHHS
ICHOB, KOJUPYIOIIUX MeMOpPaHOaCCOIUUPOBAHHBIC
oenku (moporanud, CD63 u LAMTORI) ¢ reHamu,
KOJUPYIOIUMU 130(opMbl MpoTenHKUHa3el C —
PRKCB wn PRKCD [17]. Tak, naipumep, N. Takeda
U coaBT. onuckiBatoT ciusinue CD63 u PRKCD B
TKaHU MeTacTaszupyrolleil aneBpusmarnueckoit D
[9]. B apyrux paborax MpUBOIUTCS ONMHCAHHE CIIH-
staust TeHOB CARS-ALK [10], LAMTORI-PRKCD n
NUMAI-SFMBTI [11]. G. Bohelay u coaBt. omu-
ceiBatoT cinusgHue reHoB EWSRI-ATFI u EWSRI-
CREBI y nereii ¢ aHrMoMaro3Hoil (HhuOpo3HOW TH-
ctuoruTomMoi [12]. OgHako B HamreM HaOTIONCHHUH
y MalMeHTKU HE OBUIO BBISBJICHO MOJOOHBIX T'€HE-
TUYECKUX aHOMaJuil.
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OCOOCHHOCTEH M TEpaneBTHYECKUX PEKOMEHJIAINH,
C IETBI0 JallbHEHIeH pa3paOboTKu CTaHIAPTU3UPO-
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nepMatouOpOMBI.
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