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Hepmarodubpocapkoma BbIOyxaromiast

B JIepMAaTONOrM4YeCKOi NMpaKkTuKe. KIMHMYeCKn cnyyan
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AHHOTauuA

Jepmatodubpocapkoma Bbibyxatowwas (Dermatofibrosarcoma protuberans — DFSP) npeactaBnset co6oi me3eHxMMasnbHyto Heonnasuio Gubpoructmo-
LIMTapHOro NMPOUCXOXAEHUA CPeAHeil CTeneHU 3/10KadecTBEHHOCTW. MaToreHe3 DFSP BKoUaeT XpOMOCOMHYIO TPaHC/IOKaLmio, KoTopas NpuBOAUT K
obpa3oBaHuio 6enka CVsAHKWSA, CNOCOOCTBYS POCTY OMYXOJM 3a CYET MOBbILEHHOW BblPaboTKM dakTopa pocTa TpombouuTtos (PDGF). KnnHnueckn Ha-
YMHaeTcA ¢ 6eccMNTOMHON GNOPO3HON Nany”bl AN NAOTHON BAALLKMW, KOTOPaA NOCTEMNEHHO, B TEUEHNE HECKOSbKMX JIET, CTAaHOBWUTCA MHOFOY3/10BOMN
1 aCUMMETPUYHO BbINYK/ION C NpuobpeTeHrem G1oneToBoro unm KpacHo-6yporo otteHka. CTaH4apTOM AMArHOCTVKU ABNAETCA MMCTONOMMYecKoe nc-
cnefoBaHye C BbiABIEHVEM C/1labo OrpaHNMYeHHOro MHPUALTPaTa C MyapoBbIM PYCYHKOM B IepMe, COCTOALLEro U3 NepenneTalomnxca MOHOMOPdHbIX
BEPEeTEHOO6Pa3HbIX KNeToK ¢ Anddy3HbIM oKpalumaaHrem CD34+ npy IMMYHOMMCTOXMMUYECKOM UcciieaoBaHNm. [oTHOe Xvpypriyeckoe ncceyeHne
CUMTAETCA «30/10TbIM CTaHAAPTOM» neyeHus. Habniopgaeman naumeHTka 35 neT C NepBUYHbIM JMAarHO30M GRisiLLeYHON CKepoaepMmnn Habnoganach y
filepmatorora C 3IeMEHTOM B BUE NMOTHOW GNALLKM B MPaBoVi NOAKIIIOUNYHON 061acTy, NPV MOBTOPHOM OCMOTPE Yepe3 rofi OTMEUEHbI He3HauNTE b~
HbI/i POCT oyara v MosBNeHNE aCMMETPUYHBIX MEJTIKUX MIIOTHbBIX Y3J10B, PACMOSIOKEHHDBIX MO ero nepudepun. Mo pesynsraTam rMCTONONMYECKoro n
MMMYHOTMCTOXMMMYECKOTO UCCNejOBaHUI BbiCTaBneH AnarHo3 DFSP, naumeHTKa HanpasneHa K OHKOJOrY AnA MOSIHOTO yAaeHns OnyXonu.
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CASE REPORT

Dermatofibrosarcoma protuberans in dermatological practice. Case report
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Abstract

Dermatofibrosarcoma protuberans (DFSP) is a mesenchymal neoplasm of fibrohistiocytic origin of moderate malignancy. The pathogenesis of DFSP
involves chromosomal translocation, which leads to the formation of a fusion protein that promotes tumor growth due to increased production of
platelet growth factor (PDGF). Clinically, it begins with an asymptomatic fibrous papule or firm plaques, which gradually over the course of several
years become enlarged with the formation of asymmetrical multi-nodular structure of purple or red-brown color. The standards of diagnosis is a
histological examination with the detection of a poor limited infiltrate indermis of a storiform architecture consisting of monomorphic spindle cells
and diffuse CD34+ staining during immunohistochemistry. Complete surgical excision is considered the gold standard of treatment. Clinical case:
female patient, 35 years old with a lesion in the form of a dense plaque in right subclavian area was examined by a dermatologist. The primary
diagnosis was made as "morphea". In a year a slight growth of the lesion and the appearance of small firm nodules asymmetrically along the periphery
were noted. According to the results of histological and immunohistochemistry studies the diagnosis of DFSP was made, the patient was referred to
an oncologist for complete tumor removal.
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sarcoma protuberans — DFSP) npepcrasnsier co60it Me3eH-
XMMaJIbHYI0 HEOIUIasyio (HMOPOIMCTMOLMUTAPHOrO IPOMCXOX-
IeHUs CpefiHell CTelleHM 3/0KadecTBeHHOCTH. CocTasser 0,1%
BCEX 37I0Ka4eCTBEHHBIX HEOIIa3M, 1-6% — Bcex capKoM MATKMUX
TKaHeit 1 18% — Bcex KOXHBIX capkoM [1-3]. HasBanue omyxo-
mm 65110 faHo E. Xoddmanom B 1925 1. DESP perucrpupyercst
IPENMYIIeCTBEHHO B BospacTe 30-40 jieT, yallle y >KEHIVH 1

H epmarodubpocapkoma  BeiOyxatomjasi  (Dermatofibro-

TEMHOKOXXUX. PefiKo BCTpedaeTcst y [ieTelt: B IMTepaType Omu-
caHo MeHee 200 crryyaes [3]. HecMoTpst Ha CXOXKeCTb TEPMIHOB,
mepMaro¢pubpocapkoMa BbIOyXaloljast He MIMeeT OTHOLIEHMA K
repmarodubpome.

DEFSP xapakrepusyeTcs Me[JIEHHBIM POCTOM, MECTHOII
MHBasMell M BBICOKMM DUCKOM peLMAVBa IIOCIe yHaJeHNs
(B 25% cry4aeB pucK peunanBa 4epes 5 1eT), HO HU3KMM PIUC-
KOM MeTacTasyposanus (5%, n3 Hux 1% - B permoHapHble
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mMdarydecKue y3ibl ¥ 4% — ylaJeHHOe MeTacTasNpOBaHue).
daxTopaMy pyCcKa MECTHOTO PeLUAVBMPOBAHUA ABIAIOTCI
HeaJ/leKBaTHasA NepBUYHAA pe3eKILusA, BO3pacT crapie 50 e,
TpaHcdopManya 06braHOro Bapruanra DFSP B dubpocapkoma-
TO3HBII BapuaHT (14-52%). Coob1iaeTcst 0 cry4asx GbICTPOro
poCTa OmyXonu Bo BpeMs 6epeMeHHOCTI. MeTacTasbl peruc-
TPUPYIOTCSI TPEVIMYIECTBEHHO B CIy4YasX MHOTOKPAaTHbIX
MECTHBIX PeLUIMBOB OIYXOIM, PUCK PasBUTHUSA Y[aJIEeHHOTO
MeTaCTa3MpPOBAHMs MOBBIAETCS IpU GUOPOCAPKOMATOZHOM
BapuaHTe ormyxomu (8-29%) [1, 4, 5].

LinToreHeTHdIecKye M MOJIEKY/IAPHBIE MICCTIENOBAHNMA TTOKa3a-
mm, 4to 6onee yeM B 90% ciydae DFSP xapakrepusyeTcs Hasm-
YyeM TPAHCTOKALMY, BKTIOYAIoIeit 06mactyt xpomocom 17 u 22,
t(17;22), ¥ OTIONTHUTENTBHBIX KOMBIIEBBIX XPOMOCOM, COCTOSIIVX
13 YepeyoLXCcs ocnefoBarensrocteit 17(17q22) n 22 (22q12).
®opmuposane t(17;22) IpUBORNUT K CIVAHUIO T€HOB KOJIIare-
Ha I a-Tuma (COLIAI) n cy6bemuumisl B reHa dakTopa pocta
tpombormToB (PDGFp), 4T0 BefleT K MOBBILIEHHO 9KCIIPeCCunt
COL1A1-PDGFf. BriocrmencTBuy HpPOMCXORUT HeNpepbIBHAs
aktyBaims perenropa PDGFf3 TMposuHKMHa3bL, 4TO 3amycKaeTr
npomigepanuio omyxonesbix kiaetok DFSP [1,2-4,6,7].

ITpenmonaraemMeiM ¢axTopoM pucka passutus DFSP saBmsa-
€TCs TpaBMa KOXKI B IIOPKEHHOM MeCTe, BK/II04ast pybelr, Bak-
L[MHALYIO, OXKOT, TATYNPOBKY, YKYCBbI HACEKOMBIX [1, 7].

HauasnbHol1 crafyeit fepMatodubpocapkoMbl ABIeTcA Gop-
MIpOBaHue 6eCCUMITOMHON (prOPO3HOII IAIy/IBI M IIOTHOM
O/IAIKY [[BeTa HOPMA/IBHOM KOXM WM C/IeTKa IMTMEHTHPO-
BAHHOI1, KOTOPas IIOCTEIIEHHO, B TeYeHIe HeCKO/IbKMX JIET, CTa-
HOBIUTCSI MHOTOY3/IOBOJ 1 aCMMMETPUYHO BBIIYKIION C IIPHO6-
peteHueM (prONTETOBOrO MM KpacHO-Oyporo oTTeHka. VIHorma
[EPBUYHBII 37eMEHT MPENCTABIeH aTPOIIecKor OIAIIKOi
¢1omeToBOroO IBeTa, HAIIOMIHAIOLIE CKIePOfIEPMUIO WU Py-
6e11. Bo BpeMs pocTa OIyXO/Iy MOTYT OTMeYaTbCs M3 bA3B/ICHIE,
KPOBOTOYMBOCTD 11 O0Ie3HEHHOCTD. Be3 nedeHust n mpu peny-
muBax DFSP MoxeT JI0KanbHO NMPOHMKATh DIyOke B (acuuio,
peke B MBIIIEYHYIO U KOCTHYIO TKaHb, IHOT/[A METaCTa3UpPOBaTh
B IpyTue OpraHbl Ha IIO3JHUX cTagnAxX [1,4, 8]. TunmmyHpiMM Me-
CTaMV JIOKaNM3aluy ABIATCA TynoBuine (42-49%), BepxHue
KoHe4HoCTH (37%), ronoBa u wmest (13-16%) [1,7-9]. Cyiectsy-
eT IpeAIoIoKeHIe, YTO aKpajIbHas JTOKa/IN3aLVs Yallle BCTpe-
JaeTcA y fieTell, 4eM y B3pocibix [3]. BemencTBue MemmeHHOro
pOCTa BpeMs OT MOSIB/IEHVsI TIEPBBIX K/IMHNYECKNX [IPU3HAKOB
DFSP no nocTaHOBKM [JyarHo3a Ipy JJIMTEIbHOM COXPaHEHUM
cTafyy G/IAIIKY MOXeT COCTAB/IATb MeCSIIbI 1 TOABI [7].

OcHoBa mnarnoctuxy DFSP cocront B marormcronormyec-
KOJI OIleHKe ITIOPa)XKeHHOTO yJacTKa KOXU € MCIIO/Ib30BaHVEM
MHIM3MOHHOI VMM SKCIV3MOHHON OMOICHY C MOCIeAYIOINM
uMMyHorucroxummdeckuM (VII'X) uccnegosanmem.

Ilamozucmonozuueckue npusnaxku. DFSP mnpepcrasiena
IUIOTHBIM MHQWUIBTPATOM B flepMe I/VIIN TIOFKOKHO->KIPOBOIL
krervarke (IDKK) ¢ nedetkumu rpannnamu. B pegkux crydasx
OH OrpaHNYeH TOMbKO AepMoit. Ha craguu 671Ky BBLAB/IAIOTCA
HepaBHOMEPHO pacHpefie/leHHbIe BBITAHYThIE BepeTeHOBUTHbBIE
K/IETKU B BEPXHEll 4acTy AepMbl Oe3 BOB/IeYeHVsI 30HbI [peHia
[8]. B crapguu 06pasoBaHus Y3/I0B MOABIAETCA TUIIMYHAS TUCTO-
JIorMYecKas KapTUHA: MyapOBbIIl PUCYHOK MHPUIBTPATA, Ipef-
CTaBJIEHHBIII BUXPEOOPA3HBIM PACIIONIOXKEHVEM TOHKMX MOHO-
MOP(HBIX BepeTEHOBNIHBIX KI€TOK C HEBBIPAKEHHOI aTUIIMEN
Y CKY[JHBIM WM YMEPEHHBbIM KOJIMYeCTBOM LIUTOIUIa3MbL. SIapa
MOHOMOp(HbIE, OBAJIbHOI WM BBITAHYTON (POPMBI. MMTO3BI
IIPUCYTCTBYIOT, HO HET BBIPaXKEHHO MUTOTUYECKON aKTUBHOC-
TH, IATO/IOTMYECKe MUTO3bI BCTpedaeTcsa pepnko. KomrdecTso
MUTOTHYECKN AEIALIMXCA KJIETOK He IpeBbIIaeT 5 MUTO30B
B 10 momsx 3penus mpu 6onbiiom yBemmdueHnu. Vuunbrpa-
L[Sl OIIYXOJIEBBIMY KJIETKAMJ ITOffKO>KHO-XKMPOBOI K/I€TYATKI
NpUJIAET €/l TUINYHBIA «IYEUCTBI» BUJ, M3-3a CKOIJIEHMIA U
JIMHEIHBIX MPOC/IOeK afUIIOLNTOB CPEyl OMYXOIeBbIX KIETOK,
KOTOpBble OPMEHTUPOBAHbI NApajIeIbHO SMUAECPMUCY (<HUTU
JKEMUyTa», «KKPy>KeBHOI Bufy»). Hekpossl He Tvnm4HBL nmpep-
MaJlbHas TMIepIIasus BCTpedaeTcs penko [1,2,4,7,8,10].
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UI'X-uccneposanme. DFSP nemoHcTpupyeT BbIpaxkeH-
HYI0 paBHOMepHYI IU(DY3HYO IOTOKMUTEIbHYI 3KCIpec-
cuto CD34. Okcnpeccus daxropa XIIla, SMA, Desmin, S100,
Melan A u kepatuHOB oTpunarensHas [1,4,7,8,11].

Ikcnpeccusa CD34 He apnsercsa yHukanpHOM panas DESP.
Jpyrve ommyxo/u, BKIIOYas BepPETEHOBUHO-KIETOYHYIO JIM-
nomy, prubpomsl, pubpommkcomsl u capkomy Karmomry, Taxoke
akcipeccupyoT CD34 [4].

CymiecTByIOT 1 0c00Oble rycTonornyeckre Bapuantsi DESP.
Cpeny HUX BBIAEIAIOT: PrOPOCAPKOMATOSHBDIN, IUTMEHTHPO-
BaHHBI, MUKCOMMIHBIN, TMTAaHTOKIETOYHBINA, 3epHMCTO-KIIe-
TOYHBIIl, CKIEPOTUYECKUII U TIMIAaHTOK/IETOYHYI (pubpob-
nacromy [4,7,8,12].

B gubpocapxomamosnom éapuanme DFSP npucyTcTByroT
oyary (acuMKyIAPHOTO U eI0YHOTO PACIIONOKEHU ATUIINIHBIX
KJIETOK C Be3VKY/LIPHBIMU sAfpaMiL. [IIs1 9TOro BapuaHTa Xapak-
TepHa 60/Iee BBICOKASI MUTOTUYECKAsE AKTUBHOCTb, Y€M B TUIINY-
Hoit DFSP, n yacto HaOmofaeTcss OTCYTCTBME WIM CHIDKEHME
akcrpeccunt CD34. Tpancdopmanust B GpubpocapkoMaTO3HBII
BapMAHT aCCOLMMPYETCS C HOBBILIEHHBIM METACTATHYECKIIM I10-
TeHIaIoM (Jalle BCEro B JIETKIE), a TAKXKe C 60/iee MHTEHCUB-
HBIM JIOKa/JIbHBIM JeCTPYKTMBHBIM POCTOM. JJaHHBII BapuaHT
BCTpedaeTcs MpuMepHo B 1/5 Bcex cmydaeB DESP. Ouens pepxo
DFSP MoxeT TpaHCPOPMIPOBATHCS B IITIEOMOPPHYIO CAPKOMY.

ITuemenmuas oepmamogpubpocaprxoma (omyxonp benuapa)
XapaKTepy3yeTcsi Ha/M4ueM JEeHAPUTHBIX METaHOLMTOB M He-
60MBIIIMY OTIOXKEHVAMY MeTTaHVMHA B IIpefieNiaX TUIIMYHON OITy-
xom. CD34+, SMA-, Desmin-, $100+.

Muxcouonas depmamodubpocapxoma. [JaHHBII BapuaHT
BCTpeYaeTcs PEJKO, IPYM HEM TUIMYHbIE TMCTOTOTMYeCKe
IPU3HAKM BBIABAKTCA TOMBKO OYaroBO U3-3a BBIPAKEHHOI
MUKCOU/HOIT AereHepanuy oyxonn. Knuundeckn mposisisier-
Cs1 JKe/le0OpasHOl KOHCUCTEHIMEN 1eMeHTOB. MIUKCOUITHBDII
KOMIIOHEHT MOXKET BCTPEYaThCA U B APYTUX BapMaHTaX OIMyXO-
m. CD34+, SMA-, Desmin-, S100-.

Tuzanmoxnemounas depmamodubpocapxoma (penkuii Ba-
puaHT). BepeTeHOBU/IHbIE KITETKI COYETAIOTCA C ITIEOMOP(HBI-
MM VI MHOTOSIIePHBIMY TUTaHTCKUMM KneTkamu, CD34+.

Tuzanmoxnemounas pubpobracmoma. Bcrpevaercs npen-
MYILECTBEHHO y fieTell. [MCTOMOrMyYecKy onpee/AoTcs Hapai-
JIe/IbHbIE IYYKM M3BUTBIX MOHOMOP(HBIX BepeTeHOBMIHBIX
KJIETOK, TPYOBbIil KOJIareH, BBIPaXKEHHBI CKIepO3 1 ICEBJO-
BacKy/ISIpHbIe IPOCTPAHCTBA C IJIEOMOP(HBIMI IMTAHTCKIMUI
KJIeTKaMU, OKPY>KaIOIMMM VX U PacIIoNoXeHHbIMU 1M dysHO.
Tenernueckas anomanmusA cxoxka ¢ DESP. CD34+.

3epuucmo-knemounviii éapuanm (BCTpedaeTcad pPeKoO).
B omyxo/y moMuMoO BepeTeHOBVAHBIX KJIETOK MPUCYTCTBYIOT
KJIETKY C 9KCIEHTPUYHBIMU AAPAMU, YETKUMM SAPBIIIKAMIU U
60/IbIINM KOTMYEeCTBOM JIM30COMA/IbHBIX IPaHyIl. XapaKTepHa
nojoxxurenpHas akcipeccust CD34 u ¢daxropa, MHIMOMpyIo-
1[0 HaTypasibHble KIeTKU-Kuepnr 1C3.

Cxnepomuueckuii eapuanm (Bctpedaercs penko). Omyxonn
U3 BEPeTeHOBMJIHBIX K/IETOK Oo/lee 4eM HAIIONIOBUHY IIpefi-
CTaB/IeHa KOJ/UIAT€HOBOI CTPOMOIL, O€HOI K/IETOYHBIM KOM-
noHeHTOM. CD34+.

MoreKynsapHO-TeHeTU4eCKOe TUIIMPOBAHVE MOXKET CIIY>KUTb
Ba)KHBIM JIOTIOJTHUTENbHBIM JMAaTHOCTUYECKUM MHCTPYMEHTOM
B AMArHoOCTHKe fepmarodubpocapkoMsl BeiOyxaromieit. IIu-
ToreHeTndeckn 6omee 90% ciaydaeB DFSP umeror HecOamaH-
crpoBaHHyI0 TpaHcnokanuo t(17;22)(q22;q13) ¢ dopmmpo-
BaHueM rexa cmusiausg COLIAI-PDGEf u BbICOKMM ypOBHEM
aKcrpeccun cyOpenuHunbl B ¢dakropa pocta TPOMOOLMTOB.
dubpocapkoMaTo3Has TpaHCHOPMALMA YACTO CBsI3aHA C yBe-
JMYeHMeM KOJIMYecTBa KOMuMil reHa camsaHus. TecTupoBaHue
Ha TPAHCTOKAIMIO MOXXET ObITh BBIITOIHEHO C UCIIO/Ib30BAHM-
eM rryopecrienTHOI rMOpuaMsanun in situ wm monuMepas-
HOI L[elTHOII peakiuy ¢ obpatHoit TpaHcKpumveir [4]. Moe-
Ky/IpHO-TeHEeTUYeCKOoe IOATBEPXK/IeHNe Pefiko TpebyeTcs B
Kmaccudeckux cnydasx DFSP. Opnako oHO Heo6xopuMo Ipu
OTCYTCTBUM TUIMYHBIX ITATOTVICTONOIMYECKNX IIPV3HAKOB
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CASE REPORT

Ta6nuua 1. AnarHoctuka DFSP

Buoncna (MHUM3MOHHaA/3KCLM3NOHHAA)

Cnabo orpaHnYeHHbl MHGUNLTPAT B EPME C MyapOBbIM PUCYHKOM W3 TOHKMX MNepPXPOMHbBIX MOHOMOPQHbIX
BEPETEHOBUHDBIX KNETOK C HEYETKOM LIMTOMNNa3MON 1 MOHOPOPMHbBIMU AAPaMK, C1aboii MUTOTUYECKON aKTVB-
HocTblo. HunbTpauma MKK onyxoneBbiMy KNeTKaMm C XxapaKTepHbIM AYENCTbIM BUAOM

UIrX-nccneposaHne

CD34+, paktop Xlll-a-, SMA-, Desmin-, S100-, KepaTuHbI-

leHeTuecKoe nccnepoBaHye [BoisiBReHne
XPOMOCOMHOW TpaHcnokaumm t(17;22)]

OT-NUP, FISH

MpeponepaunoHHaa MPT

[na onpepeneHns pacnpoCcTpaHeHHOCTMN OMyxXonu A0 onepaumn

KT rpyaHon knetku

[Mpy BbICOKOM pUCKE METACTasvnpOoBaHWsA WA CUMITOMAaX MeTacTa3npoBaHus

Mpumeyanme. FISH - dnyopecuenTHaa rnbpuansaums in situ; OT-MNLP - nonmepasHas LienHas peakuma ¢ 06paTHON TpaHCKpUNLMEn.

O6bluyHas ¢r1bpPo3Has rmcTMoymTOMa.

CuHOHMM: fepmatodubpoma

MopBapuaHTbI:

a) aHeBpU3MaTMueckas (remocugepoTnyeckasn) GnbposHaa rmcTMoLUToOMa;
6) KneTouyHas prbpPO3Has rMCTUOLMTOMA;

B) aTMNUyHas (NceBgocapkomaTosHas) GrubposHasa ructrounToma

Ta6nuua 2. Knaccudpukauua ¢pnbpobnactHbix, MmopubpobnactHbix n pubporncTuoyutTapHbix onyxoneii (B03, 2018) [4]

[LepmaTtoMunodnbpoma (CMHOHVM: GNALKOBUAHBIV AepMasibHblii GubpomaTos)

SnuTtennongHaa GubposHasa rnctTrounToma

MnekcudopmHasn GubpormcTroumTapHas onyxonb

Nepmatodubpocapkoma BbibyxaroLasn

BbnsawkosugHaa CD34+ gepmanbHas ¢prbpoma

DrbpocapkomaTosHas aepmatopnbpocapkoma BbibyxaioLas

Dubpombl

[uraHTokneTouHan prbpobnacToma

Muodubpoma/mrodprbpomatos

MoBepXHOCTHbIV $prbpomaTos

Y3noBatblii pacymnT

MoBepxHOCTHasA akpanbHas prnbpomMmrKcoma

KoxHasa Mmmkcoma

DFSP nnu ee ¢pubpocapkoMaTo3HOrO BapyMaHTa, a TAKXKe I
CKpMHUHTA MAIVIEHTOB, HY)X/JAIOIIMXCA B Ha3HAYeHNM MMAaTH-
Huba Mesanara (IepOpanbHbBII MHIMOUTOP TUPO3UHKIHASBI,
6mokupyroumit PDGFBR).

IIpegonepanyoHHas MarHUTHO-Pe30OHAHCHAsl TOMOrpadus
(MPT), Xx0Tb U He sAB/IAETCA 0053aTe/IbHOM, MHOTMA BBIITIOIHS-
eTcs Jyis OIlpefleNieHNs paclpoCTPaHEeHHOCTH OIyXonu. B cy-
vyae pubpocapkoMarosHoil nepMaropubpocapkoMbl BbIOyxa-
IOIIelt, a TakoKe IpY Ha/IMYUY CYMIITOMOB, YKa3bIBAIOINX Ha
MeracrasupoBaHue npu oberanoit DFSP, pekomenayior mpo-
BOAUTDH 0A30BYI0 U CEpUITHYI0 KOMIBIOTEPHYIO TOMOTpaduio
(KT) rpynuoit knetkn [12, 13] (tabm. 1).

DFSP moxeT 6bITh OMIMOOYHO AMATHOCTMPOBAHA Yy AeTel
KaK cocypucras Manbdopmarys, Kelnous, sepmarodudpoma,
py6er; min snypepManbHasi KUCTa.

Huddepentmanbhas guarsoctnka DFSP Y B3pOCTIbIX BK/TIOYa-
eT creKTp pMOPO3HBIX OITYXO7Iel COINacHo Kaaccuukarym Bee-
MUPHOIT opranusarmu 3fpaBooxpasenns (BO3) 2018 r. (Tab. 2).

DraBHble OT/IMYMS MEXAY KIETOYHOI fepMarodubpomoit u
DESP 3axmoyaroTca B XapaKTepe U3MeHEeHNI SIMIepMIICa, BbIpa-
>KkeHHOCTH MHPubTpauym gepmbl 1 IDKK, ocobenHOCTSIX pacto-
JIOXKEHVISI OITyXOJIEBBIX KJIETOK M SKCIIPeCcCHM MapkepoB (Tabir. 3).
Xorst B 5% crydaeB KiIeTOYHas gepMaToduOpoma TakKe 3KC-
npeccupyetr CD34+, okpaiBaHye 04aroBoe Vi IATHUCTOE B
OT/I4MEe OT PABHOMEPHON ¥ MHTEHCUBHOI 9KCIIPECCUI JAHHOTO
MapKepa B cIydae epMaTo($huOpoCapKOMbl BBIOYXAIOLEIL.

Hepmamomuopubpoma (DMF). It1o HOBOOOpasoBaHme
BCTpeYaeTcsA MOYTH MCKIIOUUTENIBbHO Yy JKEHIUH VUM JieTell
MY>KCKOTO IIOJIa IO IIOJIOBOTO CO3peBaHMs, TOKa/IU3yeTcs B
cKIagKax Koxu, Ha mee. Kmuanmdecku DMF mpencrasiser
co60i1 TBEpAYIO O/IAIIKY Ha KOXKe C HeM3MEeHEHHOI! IOBEPXHO-
cTb10. Yallle o HOYHbIE TOPAXKEHM PACTYT [IO ONpefie/IeHHO-
ro pasMepa, HO HMKOIZIa He IO[BepPraloTcs 3/10Ka4eCTBEHHOI
tpaHchopmanyy. DMF MoxeT KIMHIYECKM M ITaTOTUCTONIOTH -
yecky HanoMmuHatb DFSP Ha cragum Onamku. [TaBHBIMU OT-
mmuuaAMyu DMF ot DFSP sBnAoTCA NOBBILIEHHOE KOTMYECTBO
U (parMeHTaIusA MACTUIECKUX BONOKOH, CD34-, B 50% cry-
qyaeB — SMA+. JIpyrumu naTorucTonornyeckKumMy IpusHaKaMu
DMEF aBnAroTcA nerkuit akaHTo3 B SIINJEPMIICE, HEYETKO 04ep-
YeHHBIII MHQUIBTPAT U3 IIYYKOB BEPETEHOBUAHBIX OIyXOJIe-
BBIX KJIETOK, IIapaJ/lIe/IbHbIX SIUePMUCY, IPEeNMYIeCTBEHHO
B IpefieNax JiepMbl. VIHOIZIa BO3MOYKHO OYaroBoe MOpaskeHue
nosepxHocTHBIX cnoeB IDKK. IIpuaarku Koy He BOB/IEKAIOT-
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cs. [luromnnasma 671efHO-303MHOMMIbHAA ¢ MOHOMOP(HBIMI,
CJIeTKa BBITAHYTBIMU A/IpPaMU UM Be3UKY/IIPHAsSA C MaJleHbKU-
M sppbimkami [4, 8,7, 10].

Cnextp muddepenumanbroit guarnoctviku DFSP Bxmovaer
taxke gpyrue CD34+ omyxonn.

Ilosepxnocmnas CD34+ ¢Pubpobnacmuueckas onyxonv
(SCPFT) BcTpedaeTtcst y IAIjeHTOB CPEFHErO BO3pacTa B BIJE
MEJJICHHO PAaCTYIlleli, 0ObIYHO 0e300/Ie3HEHHON OMIAIIKM, BO3-
HUKAOLell B IOBEPXHOCTHBIX MATKUX TKaHAX, IpeMMyllec-
TBEHHO HJDKHMX KOHEYHOCTell, 0cOOeHHO B obmactu 6Gempa,
pexe — BEepXHUX KOHEUHOCTe, ATOANII, PEIKO — BY/IbBBL Pas-
Me€pbI ONyXONM BapbupyroT or 1,5 go 10 cM, MeTacTasupoBa-
HIe VI PeLiIAMBbI HOBOOOPA30BaHNs HOCIIE YaTeHNsI 0OBIYHO
He Hab6mopatoTcs. ITarorucronorndeckn SCPFT jokammsyer-
¢ B IMyOOKUX C71osiX fiepmbl U noepxHoctHoit IDKK B Buze
OYepYeHHbIX 0YaroB, 3a4aCTYI0 JIOKA/IIbHO MHMWIBTPUPYIOLINX
cocegane TKaHu. SCPFT cocTouT 13 IIacToB MM My4YKOB Be-
PETEHOBVIHBIX U SIMTEIVIOUSHBIX KJIETOK C OOV/IBHOM 3€PHIC-
TOI WIM CTEKJIOBUIHONM LuTOIrIasMoii. Yacto Habmomaerca
BBIP)KEHHDIIT AIePHBII MOMMMOP(U3M C IMIPUYYAIUBBIMMU, TH-
NIEpXPOMHBIMU S/IPAMM, COTEP>KAIMMM OffHO MM HECKOTbKO
KPYHHBIX sfpbillek. HecMOTps Ha sifepHbIl IOMMMOpGU3M,
OTMeYaeTCsl Ype3BbIYAllHO HU3KAsA MUTOTHYECKas aKTMBHOCTb
(<1 Ha 50 mosest Ipy 6OIBILIIOM YBEMYEHNN), PEIKO — HEKPO3bL.
MoryT oTMe4aTbCsl He3HaUNMTe/IbHAS BOCTIA/INTeIbHAS NHWUIb-
Tpauysa U MeHucThie KneTku. Vimmynorucroxumumdeckn SCPET
Bcerga fuddysHo sxcrnpeccupyet CD34 1 049aroBO, IPUMEPHO B
2/3 cny4aes, — kepatunbl (AE1/AE3). Peakuus ¢ gpyrumu Map-
Kepamy, Takumy Kak Desmin, SMA n S100, HeratuBHas. More-
Ky/IIpHO-TeHeTHYeCKye HapyIIeHys He BBIAB/OTCA [7, 14-16].

Heidipopubpoma oT MUKCOMEHOrO BapuaHTa Aepmarodu-
6pOocapKOMbI OTIMYAETCSI OTCYTCTBMEM MYapOBOTO PUCYHKA,
TIOTIO>KUTENbHOI 9Kcnpeccuelt S100 u konnarena IV [4,7, 8].

Comnrapras pubposHas Omyxomb OOBIYHO BCTPEYAeTCs y
MIOKM/IBIX JIIOiell Ha KOXXe TO/IOBBI, €M U KOHe4HocTel. Omy-
xo7b Ge3bomesHeHHas, pacTeT U MHQUIBTPUPYET OKpPYIKaI0-
Iye TKaHV MeMIeHHO, PUCK MeTacTasupoBaHus Huskmil. Ila-
TOTMCTO/IOTMYECKY BBIABIIAIOTCA XAOTWYHO PacIIONOXKeHHBIE
OKPYIJIble ¥ KOPOTKME BepeTeHOBUIHbIE KJIETKY C Be3UKYILAp-
HBIMU A[[paMy ¥ HE3HAUUTETbHOM UM OTCYTCTBYIOIIEl IIUTO-
JIOTMYECKOJT aTMIVell Cpeny MIMHHBIX, TOHKVUX VI Iapajieib-
HBIX ITy4KOB KoyutareHa. CD34+, CD99+, STAT6+, Vimentin+,
Desmin-, S100- [1, 4, 7, 10].
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Ta6nuua 3. AudpPpepeHuymnanbHan gnarHoctika DFSP

Hosonorusa Marorucronoruns CD34 SMA S$100 Apyrue
He 3aTtparuBaetca snuaepmuc. IndpdysHan nHGUnbTpaLma Aepmbl C Mya-
OBbIM PUCYHKOM U3 3aBUXPEHUIA MOHOMOPHBIX TOHKNX BepeTeHOBUA-
[Lepmatodpurbpocap- p pucy . P o po P A
Koma BhIByxalowan HbIX KNETOK C HU3KOW MUTOTUYECKOI aKTUBHOCTbIO M Hebonbwnm Konu- | AnddysHo + - - -
4YeCTBOM LiMTOMNNa3Mbl, Aflpa KOTOPbIX MMEIOT OBOVAHYIO MW BbITAHYTYIO
dopmy. Avencras nHounsTpauma MXKK. MopaxatoTca NpuaaTKN KoXn
Twnepnnasua anngepmuca. OyaroBas NHPUNLTPALMA B AePMeE. KepaTuh -
KneTouHas CMelLLaHHbI PUCYHOK U3 MYYKOB 1 MyapOB MOHOMOP®HbIX KNETOK ) Ouaroso + ) P‘?enko
nepmaTtoprnbpoma c 6nefjHoN 3031HOGUNBHO LUTONNA3MON; MATO3bl MPENMYLLECTBEHHO .
o ouaroso Desmin+
otcyTcTBYIOT. nddysHas nHdunbTpauma BepxHein yactn MKK
Jlerkuin akaHTo3 B anugepmuce. MiHdunbtpaT 6€3 UeTKMX rpaHuL Npenmy-
LecTBeHHO B NpeAenax aepmbl. [MpnaaTku Koxu He nopaxatotca. Linto-
[Nepmatomuo- o
dnbpoma nnasma 6neAHo-303MHOPMIIbHAA C MOHOMOPOHBIMM, CNIErKa BbITAHY TbIMUN - (50%)+/- - -
VNN BE3NKYNAPHBIMN ManleHbKUMU AApbIWKamu, Aapamu. MosbllweHHoe
KONMYeCTBO U pparmMmeHTaLmA 31acTYeCKNX BOJIOKOH
MoBepxHoCTHas OvaroBas UHGWBTPaLMA B AePME 13 NacTOB WU NMYYKOB BEpPeTeHOBUS-
. M KepaTtuHbl ouaroso
CD34+ $punbpobnact- | HbIX U SNUTENNOUAHBIX KNETOK C 06MNbHON 3epHUCTON 1nun cTeknosug- | AnddysHo + - - «i» B 2/3 Cyuaes
Has onyxonb (SCPFT) HOW LMTOMNNa3Mow. aepHbli nonumopdusm Y
Pbixs10 1 6eCnopAaoYHO pacnosioKeHHaA NPOC/IOKa BEPeTEHOBUAHbBIX Konnaren IV+
. KJIETOK CO CKyAHOW 6r1eAHON LIMTOMNA3MON 1 YASIMHEHHBIMW BOMHUCTbI- Xllla-
Henpodunbpoma YA A u YA OunddysHo + - +
MW AfpaMn CPear MUKCOMAHO-KOSIareHOBbIX BOJIOKOH C BOBNeUeH/eM Sox10+
nNpnaaTKOB KOXW. PacceAHHble TyuHble KNeTku EMA+/-
ConutapHas dupos- YeTKo ouepuUeHHbIi MHOUNBTPAT U3 KOPOTKMX U OKPYITIbIX BEPETEHOBUA- CD99+, STAT6+,
has on zonb P HbIX, 6eCHOPMEHHO PACMONOKEHHDBIX KNIETOK CPpeAn ANNHHBIX, TOHKUX 1 | AnddysHo + - - Vimentin+,
Y napannenbHbIX My4YKOB KonnareHa Desmin-
MyapoBas apxuTeKkTypa, onyxofb C YeTKIMW FpaHnLamm, COCToALLaA 13 EMA+
MepuHeBpoma yap p: yp y: paHunL itt LnddysHo + R ; f
KOPOTKMX BEPETEHOBUAHBIX KNETOK Claudin-1+
bnawkosmaHas MonocoBuUAHbIN NHPUABTPAT B BEPXHUX 2/3 CETYATOrO CNOA fepMbl,
CD34+pepmanbHas COCOYKOBbIN CJIOM AePMbl Y TPUAATKM KOXW He BOBJIEKaloTCA, OuddysHo + +/- - FXllla +/-
dubpoma penko Bosnekaetca KK

B cy4dae HenomHOro MccedeHnsA 06pa3oBaHyA IIPY MATHOCTH-
weckoit 6uorncun DFSP cymecTByeT pyck ommOOYHOI AyarHoc-
THKY KOXXHOJ TIepMHEBPOMBI (OCOOEHHO eC/i HeT KIMHMYEeCKIX
JAHHBIX), YUUTBIBAs CXOXKee CTPOEeH)e 3TVX HOBOOOpasOBaHMI
(MyapoBbIit pUCYHOK HaOmomaeTcsi B 00eyx OMyXO/sX) ¥ IIOo-
noxurenpHyio skcpeccuto CD34. Opnako mpu IepuHEBpOMe
BBIAB/IACTCA XOPOIIO OYepYeHHasd, 4acTo B (opMe KOMOKO/IA
OIIyXO7Ib, COCTOALIASA 13 KOPOTKIX, BEPETEHOBUHBIX K/IETOK, KO-
TOpbIE MOTYT VIMETb SIUTE/IMONAHYI0 MOP(O/IOTIIO, BCeTa OTMe-
vaeTcsi monoxurtenbHas skcrpeccusi EMA n Claudin-1.

Brnawxosuonas CD34+ oepmanvhas dubpoma (Menanbo-
HOIOROOHAsA [iepMajibHasA [EHAPOLMTApHAasd TIaMapToMa -
MDDH), nobpokadectBerHast Heomnasust us CD34-mo3utus-
HbIX JICHAPUTHBIX KIeToK. JnddepeHinanbHas IuarHocTuka
JaHHBIX OIIyXOJIeil 0COOEHHO 3aTPyJHEeHa Ha CTagyy O/IAIIKY
DESP. ITatorncronornyeckn kak MDDH, Tak u DFSP xapak-
TEPUSYIOTCSI MyapOBBIM PUCYHKOM C TIOTIOCOBVIHBIM MH(UIb-
tpaTtoM 13 CD34+ BepeTeHOBUIHBIX K/I€TOK U PeKMMU MUTO-
samiu. B To >xe Bpema MDDH undunprpupyer 2/3 ceT4aToro
C7104 JIepMbl, He BOBJIEKas COCOYKOBBIN C/IOJi, PEIKO 3aTparu-
Baet IDDKK, He mopaxkaeT npuaaTku KOXu, COCY/Ibl U HEPBBI,
BO3MOYKHA IIPUMEChH TYYHBIX K/IeTOK. [loBepXHOCTHbIE OITyXO-
nesble kneTk MDDH nmeroT BepTuKanbHy0 OpMEHTALMIO 110
OTHOIIIEHMIO K SIMJEPMICY, a 6oree ITyOOKye KIeTKH — ro-
pusonTanpHyw. VIIX-nccnenosanue, 3a MCKII0YEHNEM CIy4Ya-
B IIOIoXKMTENbHON peakuuy ¢ ¢pakropom XIIla n oyaroso ¢
SMA, nenndpopmaTuBHO Hpu npoBefeHnu anddepeHIaib-
HOJI IMaTHOCTVKIM MeX/Y 9TUMM onyxonamu [7, 8, 17].

Jleuenne DFSP sakmoyaeTcss B XUPYPIUYECKOM yHa/eHUMN.
VneanbHBIM BapMaHTOM yHa/leHVs HeOOIbIIOI OIyXO/M C He-
YeTKMMM TPaHMIIAMM, OCOOEHHO B KOCMETHYECKV 3HAYMMbIX
00671acTsIX, AB/SIETCs IPYMEHeHNe MUKPOrpaduIecKoil Xupyp-
ruu Mooca (MMS) - Xxupyprudeckoii TeXHUKM, obecreynBa-
Iollell MOMHBIA KOHTPOMb TMCTOMATONOTMYECKUX TPAHUI] BO
BpeMsA oIlepaluy C coXpaHeHMeM TKaHeit. MMS npepnmouTu-
TelbHee IIMPOKOTO JIOKAbHOTO MCCeYeHMs, MocKonbKy DFSP
MOXeT MMeTb HellpeficKadyeMble CyOKIMHNYECKe TPaHMIIbL.
Ecmun MMS HepocTymHa, a TAaKXKe B C/Iy4ae KPYIHOI OITyXO/u
BBITIO/THAETCA €€ IIMPOKOe JIOKa/bHOE MCCeYeHNe C 3aXBaTOM
3/J0POBOJi KOKI Ha PACCTOAHMM 2—4 CM OT €€ BU3ya/IbHbIX I'Pa-
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Hu [1,2-4,8,11,18]. Cpeprsis yacrora perupusa DESP nocre
MMS Bapbupyer B nipefienax 1,3-6%, moce MmMupoKoro uccede-
HUA C 3aXBaTOM 3/I0pPOBOI KOXM — 13-49%. YunThiBasg HUSKMIA
PUCK peranBa, ocobenHo npu mokanusanyy DFSP Ha ronose
u 1mee, MMS cunraeTcs MeTOAMKOIL Borbopa [18-20].

ITpy KpymHBIX MOPaKEHUAX IPOBefeHNe IpefonepanuoH-
HOIt MPT HeoOXomMMo [yisi OLeHKM IUIOLaf) HOPaXXeHMs U
IUTAHMPOBAHMS XMpyprudeckoro BMemarennctsa [13]. ITo-
CKOJIbKY MeTacTasMpOBaHIe OIyXO/IM B IMMQaTHIeCKIe Y3IIbl
BCTpeyaeTcs KpallHe PefKo, pernoHapHasA MMMQOFUCCEKIN
He peKOMeHyeTcA.

B cnyyasx DFSP, koTopble He IOAJAIOTCA XUPYPIUYECKOMY
JIEYEHUIO ¥3-3a KPYIIHBIX Pa3MepOB OIIyXOJIM, MHOXECTBEH-
HOCTMU MOpaXKeHMs, MeTaCTa3MPOBAHNUA, PELUAMBOB VN PUC-
Ka KOCMEeTMYEeCKMX 1/WiM (PyHKUVMOHATbHBIX HapyIIeHWI, y
B3POC/IBIX IAIVIEHTOB IPUMEHAETCS TePaINsi MMaTHHNIOA Me-
3umaroM [4, 6,21, 22].

VIMatuH16a Me3WIaT KOHKYPEHTHO MHIMOMpPYeT CBA3BIBAHME
aneHosuHTpudocdara ¢ penenropom PDGFp, TeM cambiM 3a-
MeJyIsIeT aKTUBHOCTD TUPO3MHKIHASbIL, CIOCOOCTBYET aIrloNTo3y 1
OTpaHMYMBAET POCT OIyXO/. ITalueHTbl ¢ Ha/MM4IMeM TPaHCIIO-
Karyu t(17;22) [eMOHCTPUPYIOT GOMIbIINIT OTBET HA VIMATHHUO
IO CPAaBHEHMIO C TalyeHTamu 6e3 Hee, I, CTIEOBATEIbHO, CKPM-
HVHT Ha 3Ty TPAHCTOKALIO CIEfyeT IPOBOANTD [0 HAdYama Te-
pamm. Ilo6ounere adpdexTsr MMaTHHMOa Me3WIaTa BKIIOYAIOT
IVICIIeTICUYecKye ABJICHNUSA, OTeKN, YCTaoCTh, aHEMUIO U CBIMb.
ITpOpO/KUTENIBHOCTD TEPAIIM BapbHpPYeT: HEKOTOpPBIE JICTOY-
HMKI PEKOMEH/YIOT B CPeTHEM 6 MeC Tepamnny, HO IIpu HeoOxo-
IVIMOCTH KypC JIedeHUsI MOXKeT OBbITb MpofieH. PekoMeHpyeTcst
HEeBBICOKasl HavyajIbHasl 03a uMatuHuba Mesmara — 400 mr/cyt
B CBSI3) C MEHbIIEI YaCTOTON PasBUTHsI IOOOYHBIX IPPEKTOB.
ITpu otcyrcTBUM 3ddexra 03y HOBBIMIALT A0 600-800 Mr/cyT.
HecMoTps Ha HOMOXNTENbHBI 3G eKT IpK Tepalny UMaTVHN-
6a MesNIaToM, JAHHBIII [TperapaT IPYMEHsIeTCs JINILIb B KadecTBe
HeOa/TbIOBAHTHOI TEPAINI B IIPEOIEPALYIOHHOM IIePHOfE C I10-
CTIERIOLVIM IIOHBIM YAa/IeHneM omyxonu [3,6,21,22].

B xauecTBe a/IbTepPHATUBBI IIPY HeollepaOeIbHBIX WM pery-
IVIBUPYIOMMX OIMYXOJMAX MOXET TaK)Ke IPUMEeHAThCA TydeBas
Tepamus, a afbIOBAaHTHOE OOIyYeHMe MOXXET CHMU3UTb PUCK
PasBUTHSI MECTHOTO peryuuBa (Tabm. 4).
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CASE REPORT

Ta6nuuya 4. Mogxoapbi K neueHuto DFSP

JInHna Tepanun Moaxopn
1-a Mukporpaduueckas xupyprus Mooca
25 LLinpokoe nokanbHoe ncceyeHme C OTCTYNOM OT Kpaes
onyxonu ot 2 o 4 cm
3-a MmatuHnba mesunat: 600 Mr/cyT 6 Mec
Jlyuesas Tepanusa

Puc. 1. ConutapHblii ouar B npaBoil NoAKno4YnYHoOu obnacru.

Puc. 2. B cpegHux n riy6oKux otaenax gepmbi (6e3 BoBneueHmns
NOBEPXHOCTHBIX OTAENOB) BUAHbI paspacTaHUA BepeTeHOBNA-
HbIX KNIeTOK, OPMEHTUPOBaHHbIX NapanienbHo 3Nugepmmncy
(oKpacka reMaTOKCUAVHOM 1 303MHOM, X50).

BcnencTBue pucka passuTusa MecTHoro penyausa DFSP ma-
LMEHThI HY)XX/AIOTCS B TIJATeIbHOM KIMHIYECKOM Habmoze-
HUM IIOC/Ie 3aBeplieHus jaedeHus. Puck peumpusa Hambosee
BBICOK B II€pBbIe 3 TOfla ITOC/IE JIEYEHN, TI03TOMY HALXEHTOB
crenyeT 06CmeRoBaTh KX ble 3—6 MeC B TedeHye 9TOrO BpeMe-
HI U TI0 KpaliHell Mepe eXXerofHO B JaTbHeIIeM.

O6mmit nporxHos npyu DFSP 6maronpusarHsii: 10-meTHsA
BBDKIMBAaeMOCTDb cocTaBisaeT 99,1%. [lamueHTsl ¢ MeTacTasaMm
SKUBYT B CpPeflHEM OKOJIO 2 JIeT IOC/Ie MTOCTAaHOBKM [IMarHosa.
BbICOKMIT MUTOTUYECKUIT MHTEKC, HETPOMITHAA paca, My>KCKO
IIOJI ¥ PACIIONIOXKEHME OIYXO/IY Ha FO/IOBE, 1iiee ABIAITCA (ak-
TOpaMu pucka 6ojiee BBICOKMX IIOKa3aTeseil cMepTHocTH [1].
[Ipyrie oC/IO>KHEHMs CBSI3aHBI C OCTEONEePALIOHHbIM pyOile-
BaHUEM ¥ KOCMETIYECKIM AeeKTOM.

Knuamaeckmii cnyyait. [Tanyentka [, 35 e, o6parmiacs x
IIePMATOJIOTY C >Kajo6aMy Ha MOSBIeHNEe ONMHOYHOro 6e360-
JIe3HEHHOTO YIUIOTHEHUsI B IIPAaBOIl MOAK/IIOYNYHOI 06/1acTy,
noABMUBILIErocs 2 rofia Hasag. OT MOMEHTA MOAB/IEHNS IEPBbIX
IIPU3HAKOB 32 YKA3aHHBIN IIPOMEXYTOK BPEMEHM OTMEYAJIC
MeJI/IeHHBIIT pocT obpasoBanus. Ha ocHOBaHMM KIMHIYECKNX
[aHHBIX [€PBOHAYA/IBHO YCTAHOBJIEH NUATHO3 «OJIslleqHast
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Puc. 3. PaspactaHusa BepeTeHOBUAHDIX K/IeTOK C 0BanbHbIMMN

1 U3BUTBIMM AAPAMM B FMy6OKNX OTAeNax AepmMbl C Nepexofom
Ha MXKK. AgunouuTsbl B BUAe A4eeK pacnonarailoTca cpefm onyxose-
BbIX KJIETOK; NOC/IefjHME OKPY»KaloT U CAABNMBAIOT NPUAATKN KOXN
(noToBble xene3bl; OKpacka reMaToKCUANHOM 1 3031HOM, X100).

v ;Jh_ ‘3‘? o)

>

o

Puc. 4. Bonbluee yBennyeHne AUCTasbHOro Kpas onyxonu
(oKpacka reMmaTOKCUNMHOM 1 303MHOM, X200).

CKJIEpOiepMIsI» ¥ PEKOMEH/IOBaHO Hab/IIofleHNe § lepMaTosIo-
ra 2-3 pasa B rog. Yepes rop mocie mepBUYHOrO 0OpaIeHIs
OTMeYeH He3HAUUTE/IbHBII OeCCHMIITOMHBI POCT 9EMEHTa C
U3MeHeHNeM ero Mopdoornyecknux npusHakos. I[Ipu ocMoT-
pe: odar HempaBWIbHOI (OPMBI C HEYETKMMMU TIPaHUI[AMU
4X6 cM, IVIOTHBI Ha OILLYTIb, KpacHO-(p1o/IeToBoro IBera, ¢
ACUMMETPUYHBIMY BbIOYXAIOLUIMMIU MHYPATUBHBIMY Y37I0Ba-
ThIMK 06pa3oBaHUAMIU 110 Iepudepun (puc. 1). ObIexnnHn-
YecKue aHa/Iu3bl B IIpefieniax HOpMbL. PekoMeHj0BaHa 6MoIICHs
TIOpa>kKEHHOM KOXI.

JlaHHbIe MAaTOIMCTOIOTMYECKOTO MCCIefoBaHuA. B 6uomnTa-
Te KOXI SIMJIEPMIC He M3MeHeH. B cpemHux u rmy6okux or-
menax pepmbl (6e3 BOB/IeYEHMsI MTOBEPXHOCTHBIX OTHENOB), C
nepexopioM Ha IDKK, umeroTcs paspacTaHuss MOHOMOP(QHbIX
BEPETeHOBUIHBIX KJIETOK C OBAJIbHBIMU U M3BUTBIMU SAPaMU
1 YMEPeHHBIM KOMYEeCTBOM LIMTOIIa3Mbl, KOTOPble OpMEHTH-
POBaHbI [Tapa/UIe/IbHO SIuAepMucy. Mectamu KieTky 06pasyioT
3aBUXPEHUA. MuTo3bl CAVHNYHBIC. rpaHI/II.II)I OITyXOJ/I1 HE€YET-
K1e. AUIIonuThl IpoKcuManbHbIX oTaenoB IDKK pacmonoxe-
HBl B BUJIe AYENCTON CTPYKTYPbl CpelM OIyXOJEBBIX K/IE€TOK
(puc. 2-5). Haunsle MI'X-uccnegoBanust: auddysHoe oxpa-
muBanne CD34++ (puc. 6), Desmin-, SMA-, S100-, CD68-,
Melan A-, Ki-67 - 8%. YcraHOB/IeH fyuarHos: gepmarodubpo-
capKoMa BbIOyxarolast, K/TacCudecKuit BapyaHT. [laiyenTka Ha-
IIpaB/IeHa K OHKOJIOTY ISl y/la/IeHNs OITyXOJIN.
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Puc. 5. BepeTreHOoBUAHDbIE K/IETKN ONYX0NM C U3BUTbIMU AApaMu,
MOHOMOpP}HbIe, C yMePEHHbIM KOIMYECTBOM LIUTON/Ia3Mbl.
AZVnounTbl B BULE AYeeK pacnonaratTcsa Cpean OnyxoseBbix Kie-
TOK (OKpacKa reMaToKCUAMHOM U 303MHOM, X400).

SR T e
v E ~ \b, \ fr

Puc. 6. UT'X-peakuusa c aHtTutenamm K CD34. Otmevaetcs audoys-
HasA NONOXMTeNbHaA peakLma B KneTkax onyxonm (x100).

3akniouyeHune

KnvHndeckuit cmydaii JeMOHCTPUPYET CIOKHOCTb IIOCTAHOB-
ki auarHosa DFSP nepmaTosioroM npu IepBUYHOM OOpalijeHnn
Ha cTajyy O/LIIKIL. BaXXHBIMY acIieKTamyt SIB/ISTIOTCS HAOTIOfieHe
3a TALMEHTOM B AMHAMIUKe U (QUKCHPOBaHNEe M3MEHEHNI B KIIU-
HIT9ecKoll KapTuHe. [Tpy COMMTapHBIX MHAYPATUBHBIX 9/IeMEHTAX,
HAIIOMMHAIOLVX CKIIEPOfIepMIIO, CTIefyeT IPOBOAUTD AnddepeH-
L[MJIBHYO AMATHOCTUKY C (prOPOrncTOnMNTaPHBIMY OITYXOJISIMIA,
B TOM 4MCJIe C iepMaTo(huOpOCapKOMOI BbIOYXAIOLIIelt, a TakxKe
apyrumy CD34-1031 TUBHBIMY OITYXO/IIMI, € 00513aTe/IbHBIM B3sI-
TieM 6uorncun u ganpHeimM VII'X-nccregosannem.

PackpbITite HHTepeCcOB. ABTOPBI AeKIapUPYIOT OTCYTCTBUE
ABHBIX 1 IOTEHIIMATbHBIX KOHQIUKTOB MHTEPECOB, CBA3aHHbBIX
¢ my6nuKalyert HacTosIIIel CTaTbH.
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