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Jllepmatodpubpoma (mo0pokadecTBeHHAs (HUOpPO3HAST THCTH-
OLINTOMA) OTHOCHUTCS K JJOOPOKa4eCTBEHHBIM HOBOOOPA30BaHHU-
SIM KOXKH, XapaKTepH3YIOUIMMCS MEIJICHHBIM POCTOM H CIIO-
COOHOCTBIO K MeTacTa3upoBaHuIo. IlaTtoreHes 3Toil Heolutazuu
HEHM3BECTEH, HO PsJI aBTOPOB OMNHCHIBAIOT CBSI3b C THUCTOTCHE-
THYECKUMH TPEKAMMIIIPHBIMA M3MEHEHUSIMU. 3a4acTyio OIIy-
XOJIb XapaKTepH3yeTcsl T0OPOKAaIECTBEHHBIM MMOBEICHUEM, XOTSI
JUISL Hee THITMYHO YacToe PeIlMIUBUPOBAHMUE, JaKe NMpU Paju-
KalnbHOM XHpyprudeckoM jedeHnu. Cirydan MeTacTa3upOBaHUS
STHUX OIlyXoJIed BepBble onucansl B 1979 . d. DHIMHIEpOM B
KypHaine «Cancer». C Tex IOp B Mupe 3aperucrpuposaso 10
CIIydJaeB ¢ MOXOXKHM arpecCHBHBIM TE€UEHHEM y AeTeil. Beumy
PEAKOCTHU ATOJIOI'MH, CTaHAAPTHI JICUEHUSA OTCYTCTBYIOT, a IIPO-
THO3 SIBJIICTCSl HEOIpeNeNieHHbIM. Hamu mpencraBieH KIMHH-
YeCKH cly4all MeTacTazupyoomei 1epMatohudpoMsl y 1eBOY-
ku 13 5et ¢ kpaiiHe arpeccuBHbIM TeueHueM. [Ipu nmepBuuUHOMN
JIMaTHOCTHKE BBISBICH y3eJ B o0nmacTu Oenpa ¢ IeCTPyKIUCH
MIPIIICSKAIUX KOCTHBIX CTPYKTYp, MPOPACTaHHEM B pPETHOHAp-
HBIC J'll/lM(baTl/I'-leC](I/le y3Jbl U HaJIUYUEM MyHbTI/I(I)OKaJ'[bHOl"O
METacTaTHYECKOr0 MOPAKEHUSI 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.

Keywords: dermatofibroma;
metastatic lesion; children

For Citation: Olga M. Romantsova, Ekaterina E.
Zelenova, Khayale A. Aleskerova, Denis B. Khestanov, Elena
V. Sharapova, Tatyana S. Belysheva, Anastasiya A. Lovenger,
Elena V. Mikhaylova, Svetlana R. Varfolomeeva. Aggressive
dermatofibroma with metastatic lesions of the lymph nodes,
lungs, and bones. Description of the clinical case. Literature
review. Voprosy Omkologii = Problems in Oncology. 2025;
71(4): 896-903.-DOI: 10.37469/0507-3758-2025-71-4-OF-2256

morphology; malignancy;

D4 Kouraktel: PomanioBa Onbra MuxaitioBHa, o.romantsova@ronc.ru

* YacTh WMIOCTPATHBHOTO MaTephaia CTaThi pasMelleHa Ha caiite B OHiaiH-npuioxkenuu https://voprosyonkologii.ru/index.php/journal/article/view/4-25-Aggressive-Dermatofibroma

896

BOMPOCbI OHKOJIOTUWN. 2025;71(4)


https://www.teacode.com/online/udc/61/616.5-006.6.html
https://voprosyonkologii.ru/index.php/journal/article/view/4-25-Aggressive-Dermatofibroma
mailto:o.romantsova@ronc.ru

KJIMHUYECKMUI CITYHAM / CLINICAL CASE

BBenenue

Hepmaroduodpoma (D) — nobpokadecTBeHHAs
OITyXO0JIb ME3eHXMMAaJIbHON TPUPOIBI, XapaKTepH3y-
FOIIAsICSl BO3BMOXKHOCTBIO TIOPAXKEHUS TOJKOKHBIX
CTPYKTYp M TDIYyOOKHMX MSTKHX TKaHeil. Haumboree
4acTo JaHHAs TaTOJIOTHSI BCTPEYAeTCs Y JKEHIIWH,
a TIPEeUMYIIECTBEHHAs JIOKAJTU3alMs Ipolecca —
HIWKHAE KOHEYHOCTH. THUIHYHBIM TPOSBICHUEM
JiepMarouOPOMBI  SIBIISTFOTCSI MEJICHHO PaCTyIIUE
OJIMHOYHBIC Tarysbl. KimnHndeckre BapuaHThl BKITIO-
YarT TUTAaHTCKUE, aTpOQHUPOBAHHBIC W TIOIUIIOBH/I-
HbIe OMyXoiH. buosorust nepMaropuOpoM Mmoka He
sicHa. B 1979 . @. DHuuHrep onucan «aHruoMaro-
UJIHYIO 3JI0KaYE€CTBEHHYIO (PUOPO3HYIO TMCTHOLUTO-
My» KaK HOBYIO HO30JOTHYECKYIO €IMHHILy CO CIIO-
cOoOHOCTBIO K MeTactazupoBaHuio [1]. Hexotopsie
ABTOPbI YTBEPIKIAIOT, YTO 3TO PEAKTUBHBIC OIYXOJIH,
OKpYKEHHBIE KOJUTAar€HOBBIMH BOJIOKHAMHU W BOCIIA-
JIUTEJbHBIMM KOMIIOHEHTaMHU. J[pyrue cuMTarT ux
3II0Ka9€CTBEHHBIMH HOBOOOPa30BaHHUSIMH, ITOCKOIb-
Ky OIYXOJIM MPU MOP(OIOTUIESCKOM HCCICTOBAHUU
JIEMOHCTPUPYIOT BBICOKYIO KIIETOYHOCTH, SAECPHBIN
MOMUMOP(H3M ¥ WHOTJA BBICOKUH MUTOTHYECKUI
uHzAeKC [2]. B Hamei paboTte mpeacTaBieH KIMHAYE-
CKUH Ciy4aid, MOATBEpP KIAIOIINN, 4TO AepMmatodu-
Opoma o0OnagaeT KIMHUKO-MATOMOP(OIOrHYECKUM
pa3zHooOpaszmeM, B T. 4. METaCTaTHYECKUM TIOTECHIIU-
anom. [locraHoBKa uarHo3a BBI3BIBACT CIIOKHOCTH,
B CBf3M C Y€M JIMArHOCTHKA TAKKE JIOJKHA BKJIIO-
4yarh B ce0s M3y4YeHHE TeHETHYECKOTO MPOQUIsS C
LEJIbI0 BBISIBJICHHS MOTEHIIMATBHBIX XPOMOCOMHBIX
abeppammii  3JTOKQYEeCTBEHHOW  JepMaTo(HOPOMBI.
HecMmorpst Ha umeromuecss B JiuTeparype paOoThl,
CTaHJAPTU3UPOBAHHOTO MOJX0A K TepaIiy BCE €IIIe
He cymectByeT. [lepBHYHO-IMCCEMUHUPOBAHHBIM
NpoIIecC M MPOrPECCUpOBaHUE 3a00JICBaHUSI B BUJIC
METACTaTHYECKOTO TOPAXKECHUs JTUM(aTHIECKUX Yy3-

JIOB U JIETKUX XapaKTeph3yeTcsi HeONaronpusTHIM
MIPOTHO30M U HEBO3MOKHOCTBIO KOHTPOJS Hajx OcC-
HOBHBIM 3200JICBAaHUEM BBHJly HU3KOW UYBCTBUTEIIb-
HOCTH DTOW OITyXOJIN K XMMHOTEPAITUH.

Kiannuveckuii ciay4daii

[TaumenTka, 13 net, HanpaieHa B KIMHUKY Ha-
YYHO-HCCIIEIOBATENILCKOTO MHCTUTYTa JIETCKOM OH-
Kojioruu u remarosiorud uM. JI.A. JlypHOBa B HIOHE
2024 1. Ilpu nocrtymieHnu oOpainaer Ha ceds BHU-
MaHHe PE3KOe yBEIHUCHHE B 00bEME JICBOM HIDKHEH
koHeyHoctu. IIpu ocmorpe (puc. 1) mpouecc Ho-
CUT HECUMMETpUYHbIN Xapakrep. Ha nepenneil mno-
BEPXHOCTH JIEBOTO Oezipa ¢ MEepexooM Ha MaxOBYIO
o0nacTe ciieBa BH3YaJM3HPYIOTCS MHOKECTBEHHBIC
y3/bl, BIAsHHbIE B KOXKY B BHMIE HECMEIIAEMOIO
KOHIJIOMepara JIepeBsIHUCTON TIOTHOCTH. bonprma-
CTBO 3JIEMEHTOB HE BBIJICNISIOTCS HaJl TOBEPXHOCTHIO
KO)KH, OTAENbHBbIE 00Opa30BaHUs BHICTYNAIOT B BUAE
chepbl ¥ noycdepsl. Y3Jbl OKPYIVIBIX OYSPTaHUH,
IUIOTHOM KOHCHCTEHIIWH, C TIIAAKOW MOBEPXHOCTBIO.
Hexoropble sneMeHTHI ¢ M3bS3BICHHEM Ha IMOBEPX-
HOCTH, IOKpBITBI T'eMopparndeckoi Kopkoi. ILlser
Y3JI0B BapbUpyeT OT PO30BOrO 10 OOpaoBo-(Hose-
ToBOrO, pazmepsl — ot 0,5 mo 1,5 cMm B aumamerpe.
[Tpu manpnamum y3:161 6e30071e3HeHHBIC. JIeBas HIK-
HSISl KOHEYHOCTh yBEJIMYeHa B 00beMe (OKPYKHOCTb
nmeBoro Oempa u ronmeHM — 64 W 43 CM COOTBET-
CTBEHHO; OKPYXHOCTb NpaBoro Oexpa M TOJICHU —
46 1 37 cM COOTBETCTBEHHO) 3a cyeT JuMdocTasa u
00beMHOTO 00pa30BaHUsI MATKUX TKaHEW JIeBOTO Oe-
npa. OnpenensieTcsi MoiHas KOHTPAaKTypa CruOaHus
KOJIGHHOTO CycTaBa ciesa. [Ipu npmxeHuu, a Takxe
NpU JJIUTETBHOM HAXOKACHUH B OAHOM TIOJIOKEHHH
0TMEYaoch TPHCOCIHHEHHE OOJEBOrO CHHIpPOMA,
M3-3a YEero MalMeHTKa HAaXOAWTCS B BBIHYKICHHOM
CU/ITYEM TIOJOKEHHH.

Puc. 1. IlepBuuHBIil O4ar mpu MOCTYINICHUH
Fig. 1. Primary tumor foci at presentation
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Puc. 2. MPT nepBuuHOro ouara: B MSTKHX TKaHSX JIEBOTO Oelpa ONpENersIOTCS MHOXKCCTBEHHBIC Y3JIOBBIE 00Opa30BaHHS M JOMOJIHUTEILHBIC
TKaHU 0e3 YeTKUX KOHTYPOB ¢ Au(dy3HBIM XapaKTepOM pOCTa; MaKCHMAJbHBIC pa3Mephl Y3JI0BBIX obpasoBaHuii — 6,2 x 2,8 x 53 cm (B
KOXE M TOJKOXKHO-KHPOBOH KJIETY4aTKe JICBOr0 Oeapa 10 MepeJHeTaTepanbHOil MOBEPXHOCTH), ONMPEACISCTCS NHGUIBTPALMS OMH3IeKAIINX

MBI
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 000MX JIETKUX ONPEIEISIOTCS 04aru U (hOKYChl YIUIOTHEHHs JITOYHOW TKaHU OKPYTJIOH (OPMBI ¢ HEUETKUMHM JIyYHUCTHIMHU
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
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Takxke oOTMeYaeTCsl KOTHUTHUBHBIM Jeduiur,
HapyIICHUE SMOIMOHAIBLHO-TTOBEICHYCCKUX pPeak-
M W n30bITOYHAsE Macca Tesna 80 Kr mpu pocTe

\.. 165 cwm.
" M3 aHaMHe3a M3BECTHO, 4TO MaHM(ecTalus
™~ 3aboneBanus BoszHHMKNIAa B 2021 T, Korjga MOSBHU-

JUCh Nepuogudeckue Ooyin B JIEBOM HMDKHEH KO-

HEYHOCTH, HEOONbIIas MPUIYXJIOCTh U JIOKAIbHAs

TUIIEPEMHUs], KOTOpbIE OBIIM PACLEHEHBl KaK YKYC

Hacekomoro. C centsa6ps 2022 1. oTMeuanaoch yBe-

nrueHne o0bema Oelpa W TMOSBICHHE OOBEMHBIX

oOpa3oBaHUi B MSATKMX TKaHSAX JIEBOro Oenpa.

B amperne 2023 r. manMeHTKa HaXoAwiach Ha 00-

ciegoBaHuu B xupypruueckoM otnenenun B II'Kb

um. H.®. ®unarosa, rae Obuta 3amomo3peHa Qu-

Opo3Ho-xkupoBas cocynuctas aHomanus (FAVA)

nepegHei rpynmnsl Ml Oenpa. [ns yrounenus

nuarHo3a Oblla TPOBEAEHA OTKpHITas OWOTICHUS

HOBOOOPa30BaHUN KOXKH C IOCIEAYIOUIMM MOJe-

KyJIpHO-TEHETUYECKUM HCCJIeI0BaHHEM — cOoMa-

THYECKHUX MATOTCHHBIX BapuaHTOB B TeHe PIK3CA
\"'.i HE BBISIBJICHO.

) [TarmenTka Oblya HampaBieHa HA KOHCYIBTAIHIO

B HUMW nerckoil OHKOJIOIMHM M I'€éMaTOJIOTUH UMEHU

akagemuka PAMH JILA. JlypuoBa (manee — HUU

JOI). Tlo pesymprataMm KOMIUIEKCHOTO 0OCIEnoBa-

Hus (puc. 2—4) y NanueHTKH ObUIM BBISBICHBI: OYa-

T JJUTUYECKOW JIECTPYKIIMU B TOJB3/AO0IIHON KOCTH

ClIeBa, a TAaKK€ MHOXXECTBEHHBIE O4Yard OKPYIIIOH

Puc. 4, a. TIDT/KT ¢ "F-O/I' — xepmaropuGpoma sieeoro Gexpa  hopmpl pasMepamu OT 3 MM 10 3,4 cM B 060MX

C BOBJICUEHHMEM MSTKMX TKAHEH M JIEBOW ITOJB3/IOIIHON KOCTH.
MeracTtaTu4eckoe MOpakeHHe MaxoBO-OeIPEHHBIX JTUM(ATHICCKUX JIETKUX. YYMThIBas JIaHHbBIE KOMILIEKCHOTO obce-

a

y3JI0B, JIETKUX, MSATKMX TKaHEH MpaBoil ToJIieHH IOBaHUA Ha HCpBLIP'I wiag B }Z[I/Iq)(bepeHHI/IaHI)HO-

Fig. 4, a. 18F-FDG PET/CT: Left thigh dermatofibroma with 6 o
soft tissue involvement and left iliac bone infiltration. Metastatic ANarHOCTHYIECKOM PNy BBICTYIIAI OJ'IBIHOI/IUCHEKTp
involvement is noted in the inguinal-femoral lymph nodes, lungs, BBICOKOAIrp€CCUBHBIX CAPKOM MATKHUX TKAHCU C BbI-

and soft tissues of the right shin COKHM METAaCTaTUYECKUM IOTECHIIMAJIOM.

Puc. 4, 6. MIP (mpoexuusi MakcumMainbHoit uaTencuBroct) $F-OA [IDT/KT
Fig. 4, 6. "F-FDG PET/CT MIP (maximum intensity projection)
Puc. 4, B. CoBmemiennbiii akcuainbubiii cpe3 [IDT/KT ¢ “F-OI" (xenTble CTPEIKH OTMEYAIOT OIyXOJIEBbIE OYarn 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-O (kearble CTPEIKH YKa3bIBAIOT HA JECTPYKTHUBHBIN OIYXOJEBbIH OdYar B JICBON
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 mmarHocTudeckoi menpio B yciousix HUN
JOI' 11.06.2024 1. Oblua BBINOJHCHA OHOICHUS
00BEMHOTO 00pa3oBaHMsI MITKUX TKaHEH JIeBO-
ro Oenpa. Ilpum MakpOCKOTMH YHTAJICHHBIX TKaHEH
(MHOXKECTBEHHBIE (ParMEHTHl KOXKH ¢ MAaKCUMaJlb-
HBIM pazMepoM — 2,5 X 2 X 1,5 cM) Ha CepHiHBIX
paspe3ax ONpenessiloTCsl y3J0Bble 00pa3oBaHUs
OenecoBaTo-ceporo nBera (puc. 5 — OHIAWH-TIPU-
JIOKCHHE).

[Ipy MHKpOCKONIMM  ONpeneNsieTcsl OIMyXOib
MTyYKOBOTO CTPOCHMS, PACIIONAraroIascs IMpenMy-
miecTBeHHO B jepme. Kierounselit cocrtaB (puc. 0,
a—€ — OHJIAHH-TIPUJIOJKEHUE) TPEACTaBIeH MOHO-
MOp(MHBIMH KJIETKAMHU BepeTeHO00pa3Hoi (opMEI ¢
OOMJIBbHON 303WHO(DHMILHON IMTOILIA3MOM U BBITS-
HYTBIMH SIpaMH C MEJIKO3EPHUCTBIM XPOMaTHHOM
0e3 nmpu3HaKkoB Hekposza. Onpenensercs 10 4 ¢puryp
muto3a B 10 momsax 3penus. Kpail pesexkuum mpo-
XOIWT IO TKaHHW OIMYXOJIH.

Jns yrouHeHWs auarHo3a OBIIO TakXke Ipo-
BEICHO MMMYHOTHCTOXMMHUYECKOE HCCIIEeIOBaHHE.
B kmerkax omyxonu BblsiBieHa anp@y3Has 3Kc-
npeccus CD163 (puc. 7, a — OHJIaH-TIPUIIOXKE-
Hue), gokanbHas skcnpeccust CD34 (puc. 7, 6 —
onnaiH-npunoxkenue). [Ipu atom sxcnpeccus S100,
SOX10, MITF, HMB45 ne o0HapyxeHa.

Takum 00pazoM, HOBOOOpa30BaHME MSTKHX TKa-
HEeH y MalyeHTKu ObUIO PACLEHEHO KaK KIIETO4YHas
nepmaropudpoma. [Ipu naneHeiinieM HaOOACHUH,
o nanaeiM KT opranoB rpyaHoil kKieTku, B 000uX
JIETKUX ONPENENAIOTCS o4ard M (OKYChl YIUIOTHE-
HUS JICTOYHOH TKaHW OKpyriod (opmbl ¢ HEUETKH-
MH, JIyYUCTBIMH KOHTYpaMH pazMepamH OT 3 MM 10
3,4 cm. C 1enblo MoucKa MOJEKYJISIPHBIX MHILIEHEH
JUTST BO3MOXKHOTO Ha3HA4YeHHs TApTeTHOW Teparuw,
25.06.2024 r. manueHTKe ObUIA BBITIOJHEHA TOpa-
KOCKOTIMUECKas pe3eKkinus S6 JeBoro JErkoro ¢ Io-
CJICAYIOIINM T'€HETHYECKUM MHCCIICIOBAHUEM IIOJTY-
YEHHBIX 00pas3IloB.

Ha mnepBom »3Tame mnpoBOOWJIOCH ONpenesieHHUE
Tpanciokauuit reHoB ALK u ROSI, metonom FISH ¢
ucnonszoBanuem 1npod ALK Gene Fusion Detection
Kit m ROS1(6g22) Gene Fusion Detection Kit. Tax-
’)ke OBUIO BBIMIOJIHEHO HWMMYHOTHCTOXHMHUYECKOE
ucciieoBanue Tpancinokauuii NTRK ¢ ucmnosib3o-
BaHueM kioHa antuten ERP17341 na mnardopme
Ventana GX. [lo nmaHHBIM MOJEKYISPHO-TEHETHYE-
CKOTO TECTHPOBAHUs, B OIyXOJEBBIX KJIETKaxX HC-
CIIeMyeMOro Marepuana TPAHCIOKaluu reHoB ALK
n ROSI He oOHapyXeHBI, B KIETKaX TaKXe OTCYT-
ctByer 3kcnpeccus panTRK (puc. 8 — oninaiin-
TIPIIIOKCHHUE).

Ha Bropom sTame OuarHOCTHKH Ouomarepual
MalMEeHTKH ObUI HAanpaBlIeH Ha KOMIUIEKCHOE TIe-
HOMHOe mpodunupoBanne (FMI) — maroreHHBIX
KIIMHUYECKH 3HAYUMBIX BapUaHTOB B HCCIIEAYEMBIX
reHax He OOHapy>KeHO, MUKPOCATEJUIMTHOM HecTa-
OounbHOCTH He BbIsiBIeHO (MSS-craryc), Huzkas

900

MmyTanuoHHas Harpyska (TMB — 2 myrauun/Mo),
PD-L1-neratruBras omyxomp (CPS — 30, TPS
score — 5 %).

Bb110 BBISBICHO HECKOJIBKO BAPHAHTOB C HEOIIPE-
JEeNICHHBIM KIMHUYECKUM 3HaueHueM (tabm. 1 —
OHJIAWH-TIpIIIOKeHNE). HU oauH U3 mepedrciIieHHbIX
BApPMAHTOB HE ONHCaH B TKaHU JepMaropudpoMm u/
win aepMaroGpuopocapkoMm.

O6cy:xkneHue

JA® — omao m3 Hambojee YacTO BCTpEUaro-
MMXCSl 100POKAUYEeCTBEHHBIX O0OPAa30BaHUM KOXKU.
Mopdodonornueckue BapuaHTbl JepMaTopuOpom
pa3HooOpa3Hbl: TreMocCHIepUUYecKas, SIUTEIHOA-
Has, aTpoduyeckasi, KeJOWAHAs, JUXCHOWIHAs,
aHEeBPU3MOIIOJO0HAas, MMKCOUJHAsA, KJIETOYHAs,
arunuuHasg. CornacHo knaccupukanuu Bcee-
MHUPHOUW opraHuzanuu 3apaBooxpanenus (BO3),
nepmaroubpoma OTHOCHTCS K rpymme Gudpos-
HBIX, (UOPOTUCTHOLMTAPHBIX M TUCTHUOIMTAP-
HBIX omyxojiell. CUHOHHMOB IepMaToPuOPOMBI
MHOJKECTBO: «IUIOTHasi (GUOpoMa KOXW», «TH-
CTHOIIUTOMAaY, «CKJICPO3HUPYIOIas TeMaHTHOMay,
«(pUOpOKCAaHTOMa», «y3EJIKOBBIH CyO3MuaepMalib-
Hblii  GubOpo3». Panee cuuranoch, 4To Jaepma-
TouOpoMa SBISIETCS HEOMYXOJEBBIM, a TOYHEE
PEaKTHBHBIM KOKHBIM 3a00JI€eBaHWEM, OJHAKO TOT
(hakT, 9TO HEKOTOPBIC CIIydaw IepMaToGuOpOMBI
(0COOEHHO KJIETOYHBIH, aHEBPU3MOIOMOOHBIH U
ATUNHWYHBIA BapHaHTHI) SIBISIOTCS MOTEHIIMAIBHO
PELUAMBUPYIOLIMMH HOBOOOPa30BaHUSAMHU, KOTO-
phle MOTYT AOCTHraTh 3HAYUTENBHBIX PazMepoB
U JIEMOHCTPHUPOBATh XapaKTep 3J0Ka4eCTBEHHBIX
OIIyXOJIeH, MOATBEpAHSI MHEHHE Mop(donoros u
OHKOJIOTOB O Pa3JIMYHBIX, K&K MOP(POIOTUUYECKUX,
TaK U KIMHUYECKUX OCOOCHHOCTSAX NAHHOTO 3a-
OoneBanus. B MupoBoil smTeparype OmHMcaHO
HECKOJIBKO COTEH CJIy4yaeB arpecCUBHOH MeTa-
cTazupyromei aepMatoGuOpOMbI, OJHAKO MPEH-
MYIIECTBEHHO BO3HHUKAIONIEH Yy B3pOCIBIX JIIOAEH
[3]. B padore L.A. Doyle [4] cpenu 16 marueH-
TOB C arpeccuBHOU jaepmaTouOpomMoil Tosibko |
HaUeHT — peOeHOK 3 JIeT ¢ MEePBUYHBIM 0YaroM
B MSTKUX TKaHSIX HI)KHEH KOHEYHOCTH U C Me-
TAaCTaTHYECKUM MOPAXEHHEM IaXOBbIX JTUMQaTH-
YECKHUX Y3JI0B.

Hamu npoBenieH aHaIu3 JUTEPAaTyPHBIX JaHHBIX.
B nacrosimee Bpems 3apeructpupoBano 10 ciyuya-
€B arpecCUBHON JepMaropuOpPOMbI ¢ MeTacTa3aMu
Pa3JIMUHBIX JIOKAJIU3alKi, HO Hanboyiee 4acTo — B
nuMpaTrdeckue y3nbl U Jerkue (tabm. 2 — OH-
TaRH-TIPUIIOKEHUE). DTH CIIydaw IEeMOHCTPUPYIOT
OTIpEIeNICHHOE KJIMHUYECKOE CXOJCTBO: IEPBOHA-
yanpHas OIMyXOJb KOXKM Pa3BUBANACh Y IAIUCHTOB
B MOJIOJJIOM BO3pacTe, a BTOPUYHBIC M3MEHEHHS B
JIeTKUX OBUTH PaclOo3HaHBl TOIBKO MOCIE JUIUTEIb-
HOTO JIAaTEHTHOTO INEpHOJA.
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I'pynna wuccienosareneil moj pyKOBOJACTBOM
D. Li npemmaraer xnaccudumupoBats P Ha
TPyHIbl BBICOKOTO M HU3KOIO pUCKa, Ha OCHOBa-
HUU JAHHBIX BBICOKOYACTOTHOTO YJIBTPA3ByKOBOTO
HCCIIEI0OBAHUS C 1IEJIbIO TJIaHUPOBAHUS JICUEHUS U
Ha0Omonenns. K moxkasarensam JId® BeICOKOTO pH-
CKa, [0 MHEHHMIO aBTOPOB, OTHOCHUTCSA IiIyOMHA
MOpaKeHUs, BOBJIEUEHHE TMOAKOKHBIX TKaHEH H
TEeTEPOTEHHBIN CHTHAJI 3XOreHHOCTH [5]. B Hamem
HaOJIONEHNH Y MAalUEHTKH B THIIEPIXOT€HHBIX XO-
pOIIO BACKYISPU3UPOBAHHBIX MATKHX TKaHIX Jie-
BOro Oeapa OmpenessitoTcsl Y4acTKH IMOHM)KEHHON
9XOTE€HHOCTH C HEYETKMMHU KOHTYpaMHu pa3Mepamu
33 x 23 mm — 30 x 30 mm. IIpu stom B maroio-
THYECKOH IMPOIecC BOBJIEUYEHBI HE TOJIBKO MOJIKOXK-
Hble TKAaHH, HO U Koka. Bc€ BblmIenepedncieHHoe
MO3BOJISIET OTHECTH MAalUUEeHTKy K rpynmne J® BbI-
COKOTO METacTaTH4eCKOTO PHCKa.

ITo mamaeiM B.C. Gleason, Hambomnee pacmpo-
CTPaHEHHOW aHaTOMUYeCcKOH Jiokanu3auuent [P sB-
nstoTes KoHeuHoctH (58 %), ronosa u mest (22 %),
3HauUnTeNbHO pexke [P BeTpevanuch B o0nacTu Ty-
nosuia (11 %), myOOKMX MSTKHX TKaHSX 3a0pro-
LIMHHOTO TPOCTPAHCTBA, CPEJOCTCHHS WM Tasa
(9 %) [6]. Ilpu >ToM B 41 % ciy4yaeB B THCTOJIOTH-
YECKOM KapTHHE HaOIIoAaauch MOHOMOP(HBIE Be-
peTeHooOpa3Hble KIETKH, KaK U B HalleM KIMHHYe-
CKOM HaOmroneHuu. MeauaHa KOJIMYECTBa MHUTO30B
cocraBuwia 3 B 10 mosisx 3peHusi, 4To KOPpEInupyeT
¢ HamuMHu pesyabraramu (4/10 monsx 3peHws), He-
KpO3 BBISBJICH JUIIb Y ABYX U3 69 mauuentos. Ilpu
MMMYHHOTUCTOXUMUYECKOM HccienoBanuu y 40 %
MareHToB oTMeueHa skcrupeccuss CD34. Y namrei
MalMeHTKN Takxke HaOmonanack auddysHas skc-
npeccus aHHOTO Mapkepa Kak B MEPBUYHOW, Tak
1 B METACTaTUYECKOH OIyXOJH.

Mankertz u coasr. [7] npemnarator 3 KpuTepus,
KOTOpbIE MOTYT YKa3blBaTb Ha Pa3BUTHE arpeccHB-
HOU nepmatopuOpombl (PUOPO3HOH THCTHOLMTO-
MBbI): (A) — BHE3AIMHOE HW3BS3BICHHE W KPOBOM3-
nusaue B anuaepmuc; (b) — yckopeHHBI poct
rociie Tepuoja CTa0WIN3aldy WIA MEIJICHHOTO
pocra; (B) — Hanuuue cOMsHMS WIM NEPECTPOIi-
KH XpOMOCOM TPH MOJEKYJIIPHO-TE€HETHUECKOM HC-
CJICZIOBaHUU.

Meracrassl npu P BCTpedarOTCs pPELKO, HO
OTJIIMYAIOTCS arpeccHBHBIM TedeHHeM. B 1996 r.
Colome-Grimmer u Evans [8] cooOmwim o mep-
BBIX JIBYX CIIy4asX MeTacTa3supOBaHUs KIIETOYHOMU
(uOpO3HON THCTHOLUTOMBI B PETHOHAPHBIC JHM-
(darnueckue y3nbl U B Jerkue. B wuccienoBanun
L.A. Doyle [4], Obuto BKIIFOUYCHO 16 TanMeHTOB
¢ I® ¥ NOKOpErHoHANbHBIMH HJIM OTJAJICHHBIMU
MeTacTa3aMH, KOTOpbhle BO3HHMKIHM uepe3 17 mec.
(0—-180 mec.) mocie MOCTAaHOBKH JHMAarHo3a. AHa-
JIOTUYHO W B HAIIeM cllyyae y MalMeHTKH carel-
JUTHbIE Y3€JKU B OOJIAaCTH NEPBUYHOW OIYXOJIU
BO3HMKIJIM uepe3 7 Mec., a OTAAJIEHHbIE METacTa3bl

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2025;71(4)

ObLIM BBISIBJICHBI B 000MX JIeTKMX uepe3 21 Mec.
MOCJIe TIOSIBICHHS TEPBBIX CUMITOMOB. MMMyHO-
TUCTOXMMHYECKOE U THUCTOJIOTHYECKOE HCCIen0-
BaHWE TIEPBUYHON OMyXOJHM W MeTacTaza ObUIH
UJICHTUYHBIMU.

[Ipun reHeTHYEeCKOM HCCICIOBAHWU TKAHH JEp-
MaTopuOpOM MOTYT OBITH OOHAPYKEHBI CIUSHHS
TCHOB, KOAUPYIOUIUX MEMOPaHOACCOIMUPOBAHHBIC
oenku (momoruianud, CD63 u LAMTORI) ¢ reHaMu,
KOJUPYIOIIUMU u30(opMbl MpoTerHKUHA3bl C —
PRKCB wn PRKCD [17]. Tak, napumep, N. Takeda
U coaBT. onuckiBatoT ciustaue CD63 u PRKCD B
TKaHW MeTacTazupyroleil aneBpusmarnueckoit (D
[9]. B apyrux pabotax MpUBOIUTCS OMHCAHWUE CIIH-
staust TeHOB CARS-ALK [10], LAMTORI-PRKCD wu
NUMAI-SFMBT! [11]. G. Bohelay u coaBt. omu-
cbiBatoT cnustnue reHoB EWSRI-ATFI w EWSRI-
CREBI y nereil ¢ aHrmoMaTo3HOM (puOpo3HOM TH-
cruoruToMor [12]. OmHako B HalleM HaOIIOACHHH
y MalUCHTKU HE OBLJIO BBISBICHO MOJOOHBIX T'CHE-
THUYECKUX aHOMAJIUH.

BriBoaBI

Mertacrazupyromas  nepmatopuoOpoma — 3I10-
Ka4eCTBEHHOE HOBOOOpa3oBaHUE, KpalHEe peKo
BO3HMKAIOUIEE B JETCKOM Bo3pacte. I3-3a HU3KOU
4acTOTHl BCTPEYACMOCTH METACTaTUYCCKUX (POopM
nepMatopuOpOMBI WX YacTO HEMpaBWIBHO IHa-
THOCTUPYIOT, M OOIIENPHU3HAHHBIX PEKOMEH Al
M0 WX JMArHOCTUKE M JICUCHHIO HE CYIIECTBYET.
HeoOxoaumbl oOIIMpHBIE KIMHUYECKUE UCCIIEI0Ba-
HUS, BKJIIOYAroyMe B cebsg aHanmu3 0a3bl JaHHBIX
C TOAPOOHBIM OIMMCAHWEM TATOMOP(OIOTHUECKIX
O0COOCHHOCTEH M TEpaneBTHUSCKUX PEKOMEH/IAIINH,
C MENbI0 JaNbHEHIel pa3paboTKu CTaHIAPTU3HPO-
BaHHBIX TPOTOKOJIOB JICYCHUS METACTaTU3UPYIOICH
nepMaroGuOpOMBI.
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Yuacmue asmopoe
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Jlosenrep A.A., Muxaiinosa E.B. — komnekuus wntoctpa-
THBHOTO MaTepuana ¢ KOMMEHTapHsIMU;

Bapgonomeea C.P. — Hay4yHOe M JMTEpaTypHOE pENAKTH-
pOBaHHE CTaTBU.
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