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Buibyxalowan pepmatodpubpocapkoma
Napbe-Q®eppaHa: nog Mackou pybua

E.10. Beptuesa, J1.H. KalomoBa, A.E. bobroBa
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AHHOTALMA

Boibyxatowian nepmatodmbpocapkoma [lappe—QeppaHa — pefikas Me3eHXUManbHasA onyxonb GubporucTmoumUTapHoro re-
He3a, cpefHe/ CTeneHW 3710Ka4eCTBEHHOCTW, C HU3KOM 4acTOTOM MeTacTa3vpOoBaHWA, NaTtoreHe3 M 3TMONOMMA KOTOPOWA
[0 KOHUA He ACHbl. KnnHMyecKana KapTWHa, Ha KOTOPOW OCHOBLIBAETCA [AMarHo3, NpeAcTaBnieHa BAALIKON WM nanynoi
MAOTHOM KOHCUCTEHUMM KpacHO-KOPWUYHEBOrO LiBETa, KOTOPaA BMOCNEACTBUM MOCTENEHHO CTaHOBUTCA 60NE3HEHHBIM Y3-
JIOM, MHOT Aia C N3bA3BAEHWUAMM. [UCTONOrMYecKoe UccnefoBaHMe onpeaenaeT UHPUILTPAT C MyapoBbIM PUCYHKOM B JepMe
B BM[e BEpPETEHOBMIHbIX KNETOK ¢ AMd¢y3HbIM OKpawwmBaHueM CD34+ npu MMMYHOrMCTOXMMKUYECKOM aHanuse. JleyeHune
BblbyxaloLLielt fepMaTodmbpocapKOMbl NpeiCTaBIAET CePbE3HYI0 NPo6aeMy B CBA3M C BLICOKOW CKNIOHHOCTBIO K peLamBaM
nocne yaanexuna. OnucaHHble B MTepaType MeTOAbI BKIKOHAKT LUMPOKOE UcceyeHne, onepauuio no Mocy, xummoTtepanuio,
Ny4yeByl0 Tepanuio 1 TapreTHoe fieyeHne NPOTUBOOMYX0eBbIM MHIMEUTOPOM NPOTEUHTUPO3UHKMHASDI.

B pabote npepacTaBneHo cobcTBeHHOe KnMHMuecKoe HabniogeHne nauueHTa c Bblbyxalowlen aepmatodubpocapkomon
[apbe—DeppaHa, y KoTOporo owwMbKa B NOCTAHOBKe AMarHo3a TOMbKO MULLb BU3YaNnbHbIM METOLOM U HEMpaBUNbHO Bbl-
bpaHHaA TaKTMKa NeYeHns NPUBENM K YXYALLEHMIO KOKHOMO npouecca. MHTepec A4aHHOMO KAMHWUYECKOro Cly4an 3aKmioya-
eTCA B TPYAHOCTM MOCTAHOBKW [MarHo3a npu nepBU4YHOM 06paLLeHnm, COKHOCTY AudepeHLmanbHom U Moponoruye-
CKOM ANArHOCTUKM.
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Case report

Dermatofibrosarcoma protuberans:
Under the mask of scar

Ekaterina Yu. Vertieva, Lyailya N. Kayumova, Anna E. Bobkova

|.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

ABSTRACT

Dermatofibrosarcoma protuberans (Darier—Ferrand) is a rare mesenchymal tumor of fibrohistiocytic genesis with moderate
malignancy and low incidence of metastasis, the pathogenesis and etiology of which remain unclear. The diagnosis is based
on the clinical picture of a reddish-brown dense plaque or papule that gradually becomes a painful node with ulceration.
Histological examination reveals the infiltrate with a moire pattern in the dermis in the form of fusiform cells with diffuse
CD34+ staining during immunohistochemical analysis. Treatment of dermatofibrosarcoma protuberans (Darier—Ferrand) is
a serious problem due to the high tendency for recurrence after removal. The methods described in the literature include
extensive excision, Mohs surgery, chemotherapy, radiation therapy and targeted treatment with an anticancer protein-tyrosine
kinase inhibitor.

The authors present their own clinical observation of a patient with dermatofibrosarcoma protuberans (Darier—Ferrand) in
whom a diagnostic error by only visual method and an incorrect treatment led to the worsening of skin process. The interest
of this clinical observation lies in the difficulty of diagnosis during the initial visit, in the complexity of differential and
morphological diagnosis.
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JEPMATOOHKOSON A

AKTYAJIbHOCTb

Bribyxatowan gepmatopmbpocapkoMa (BOC) Hapbe—
(eppaHa — pefKaA Me3eHXUMasbHaA 0MyXoJlb MAKUX TKa-
Hel, noparkaioLLas fepMy, NOOKOKHO-HUPOBYI0 KNETHaTKY,
B pefKMX cy4anx — Mblwubl 1 dacumm. B 2013 rogy BOC
nepeHeceHa BceMupHoi opraHu3aumen 3apaBooXpaHeHus
U3 OMYXONEN KoM B KNacCUPUKALMIO OMyxonen MArKMX
TKaHen [1]. Ha eé ponio npuxogutca 1-6% Bcex capkom
MATKMX TKaHen M 18% Bcex KOMHbIX capkoM. ExkerogHas
3abonesaeMocTb coctaBnAeT ot 0,8 o 4,5 cnyyaes Ha 1 MiiH
Hacenenus. Bctpeyaetcs B nioboM BospacTe, npenMylle-
ctBeHHO B 30-50 nieT, KaK y MyXKUMH, TaK U *eHWWH [2, 3].

Cpeom dakTopoB pucka passutua BIIOC npepnonaraiot
MOBPEMKOEHNE KOMM, BKIKYAA XUPYPrUYecKuUe paspesbl,
TpaBMaTUYeCKMe paHbl, pybLbl, MHBEKLMW, OXOMU, TaTyu-
POBKM, YKYCbl HACEKOMBIX [4—6]. HecMOTpA Ha HU3KMI pUCK
MeTacTasMpoBaHusA, MOryT bbiTb 0OHapyHKeHbI BTOPUYHbIE
0Yaru onyxofeBoro pocta (B nérkux v Koctax) [7, 8]. Mme-
I0TCA JaHHbIe 0 CNly4anx BbICTPOro pocTa Heonnasum Bo Bpe-
Ms 6epeMeHHocTu [9, 10].

Onyxonesbin reHes BIO®C fo KoHua He AceH, OfHa-
KO BbIfIBfIEHa TpaHCnoKauma B obnactu xpomocom 17
u 22, t(17;22) ¢ ¢opMMpOBaHMEM reHa CAUAHWA Konjare-
Ha | a-tuna (COLTAT) v cybbeauHuubl B reHa gaktopa poc-
Ta TpoMbouuToB (PDGFP). TnbpuaHbIn 6enok npeobpasyeT-
CA B 3penblii paKTop pocta TpoMbouuToB. B cBA3M C TeM,
yto GubpobnacTbl copepaT peLenTop K 3TOMy ¢aKTopy
poCTa, NMPOMCXOOMT HEMpepbiBHAA aKTMBaLWA peLienTopa
PDGFB TMpO3MHKMHA3bl, YTO 3amycKaeT nponaundepaumio
onyxoneBblx knetoxk BO®C [11].

KnuHWyeckan KapTWHa npefcTaBfieHa nanynod wuim
bNAWKON 6e3 CYOBLEKTUBHBIX OLLYLIEHWIA LBETa KOXM
WNU KpacHo-Kopu4HeBOW OKpacku. Obpa3oBaHWe noKa-
nmsyetca vawe Ha tynosuwe (50%), KoHeuHocTsax (35%),
a TakrKe B obnactu ronosbl v wew (15%) [3, 12]. Co BpeMe-
HeM BO3MOMHa TpaHcdopMauma BNALKM B aCUMMETPUYHO
BbINYKMbIA Y3€/, KOTOPbIM MeAJIeHHO PacTéT U MOMKeT [o-
cturatb 3-7 cM u bonee. B npouecce pocta onyxonu Moryt
BO3HMKaTb M3bA3BJIEHWE, KPOBOTOUYMBOCTb M BbIParKeHHbIN
60neBo CUHOPOM.

BAOC xapaKTepu3syeTcA ynopHbIM POCTOM C acMMMe-
TPUYHBIMU KOPHEBUAHLIMU BbLICTYMNaMM, KOTOPble HEBO3-
MOMHO BW3yanu3upoBaTb, B CBA3M C 4YeM 3Ta OMyXOjb
CK/IOHHA K MEeCTHbIM peLuauBaM, ocobeHHo nocne yaane-
HuA [3].

[narHo3 MoxKeT bbITb 06HapYKeH Cly4ariHo, HanpuMep,
Mocsie XMPYPruyeckoro UCCEYEHUA KIMHUYECKM [06poKa-
UEeCTBEHHOr0 3neMeHTa. [lepMaToCKoNMYecKue MpU3HaKM
BOOC HecneumdmyHbl U npeacTaBrieHbl 06UMbHBIMU U3-
BUTLIMW COCYAAMM, NO3TOMY AR NOATBEPHAEHUA AMarHo-
3a HeobXx0AMMO 0MMpaTbCA Ha [aHHbIE TMCTONOrMYECKOro
U VMMYHOTUCTOXMMUYECKOTO UCCeoBaHUA: MOHOMOp®-
HaA nponudepauma BepeTeHO06pa3HbIX KNETOK ¢ GopMu-
POBaHMEM «MyapOoBbIX CTPYKTYP», HEBbIPAKEHHOW aTUNMel;
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yMepeHHasa MUTOTUYECKas aKTUBHOCTb; rNyboKas UHOUIb-
TpauwmA B BUE COT B NMOAKOMKHYI0 MMPOBYIO KNeT4aTky (npu
TUCTONOrMYECKOM UCCNEAO0BaHUM); MOMOMKUTENbHAA 3KC-
npeccva CD34, BUMeHTVMHA M oTpuuaTenbHaA 3KCMpeccua
daktopa Xllla (Mp1 MMMYHOrMCTOXMMUYECKOM UCCNefoBa-
Hum) [4, 13].

BblenAnT HeCKONbKO TUCTONOMMYECKUX BapUaHTOB
BO®C, cpeau KoTopbiX pedKWin arpeccuBHbIN Gpubpocap-
KOMaTO3HbIM C BbICOKMM METacTaTUYECKUM MOTEHLMANoM,
MUKCOMOHbIA — C OereHepaumeit OnyxXonm, NUrMEHTHbIN
(onyxonb begHapa) — ¢ HanMuMeM AeHOPUTHBIX MENaHoLM-
TOB, MUOMTHbBIA — C NponudepaLmnen MUOHTUMANbHBIX 3ne-
MEHTOB, 3€PHUCTO-KNETOYHBIA — C 6OMbLINM KONIMYECTBOM
NIM30COMarnbHbIX FPaHyf B KNETKaX, CKNepoTUYeCcKUn —
C KonyareHoBoM CTPOMOW. [MraHToKneTouHanA aepMarodu-
bpocapKoMa xapaKTepu3yeTcA HanuuMeM BepPeTEHOBUOHbBIX
KNETOK B COYETaHUM C NJIEOMOPOHBIMUA U MHOOSAEPHBIMM
FUraHTCKUMU KneTkamu. [uraHTokneTouHas dubpobnacto-
Ma BCTPeYaeTCA Yallle y AeTer, MMeET CXOXy Mopdosoruio,
XPOMOCOMHyI0 TpaHcnoKaumio u CD34-no3utmeHocTb [14].

[nfa nonHoW KapTuHbl 3aboneBaHuA MoXKeT noTpebo-
BaTbCA MOJIEKYNAPHO-TEHETUYECKOE TWUMUpOBaHWe, Mo-
3BONAIOLLEE OMPefenuTb NONUMOPQHbIE TEHOMHblE N0-
Kycbl 4N1A JanbHewwero nogbopa Hanbonee afexkBaTHOM
[NA KOHKPETHOro Cilyyan cxeMbl neveHua [15].

OuddepeHumansHaa gmarHoctvka BOOC npoogutcA
C TakuMK 3aboneBaHMAMM, KaKk LepMaToMuodmbpoMa, no-
BepxHocTHaA CD34+-dumbpobnactuyeckan onyxonb, Helpo-
dubpoma, bnAwkomaHaas CD34+-gepmanbHaa ¢ubpoMma.
Tak, onA pepmatoModmbpoMbl XapaKTepHbl MOBBILLIEHHOE
KOMIMYECTBO U parMeHTaLMA N1aCTUYECKNUX BOIOKOH, CD34-,
MHOrda aHTUTena K rnafgKor Myckynatype (SMA+), 6enky
S100-. Mpu nosepxHocTHoM CD34+-dubpobnactuyeckom
ONyX0/M 0TMeYaloTCs ALEepHbIA NONMMOPGU3M, HU3KaA MU-
TOTUYECKanA akTUBHOCTb, CD34+, KepaTuHbl AE1/AE3. bnAaw-
KoBupHasa CD34+-pepManbHan dubpoMa u BOOC Ha ctagum
BNALWKM XapaKTepu3ylTCA MyapoBbIM pUCyHKOM, CD34-
MO3WUTMBHOCTbIO, OHAKO B MEPBOM Cilyyae HEOoMmasuA He 3a-
TparMBaeT COCOYKOBBIN CIOW AepMbl, MOAKOMKHO-HUPOBYIO
KMeTyaTKy, Npuaatkm Koxu. HempodmbpoMbl passuBatotca
13 HepBHbIX 060104eK NepUdepUYECKMX HEPBOB, 06HapYHK-
BaioTcs y 60-90% 60nbHbIX HEMpOdUOPOMATO30M, COCTOAT
W3 BbITAHYTBIX IEMMOLMTOB (LUBaHHOBCKMX KNETOK), NpU 3TOM
MyapOoBbI PUCYHOK OTCYTCTBYET, XapaKTepHa NoMOHMUTENbHAA
akcnpeccua CD34 1 S100 [13, 14, 16, 171.

JleyeHne BKNIOYAET LIMPOKOE WCCEYEHME OMYX0-
nK, NpeanoyTeHne oTaaétca xupyprm no Mocy (Mohs).
Mpv peumamsupyioLLen, HeonepabenbHOW MM MeTacTa-
Tyeckon BIOC y B3pocnbix NPUMEHAIOT XMMUOTEPANMIO
u/vnun nyvesyto Tepanuio [18, 19]. B HacToAwee Bpems
B KauecTBe TapreTHoW Tepanuu UCnosb3yeTcA nepoparb-
HbIA UHIMOWUTOP NPOTEMHTUPO3UHKMHA3LI UMaTUHMba Me-
3unat — NpoTMBOONYXO0/EBbIN Mpenapat, NogaBAAoLLMI
nponudepauuio U UHAYLMPYIOLLMIA anonTo3 KNeToK. Maum-
eHTbI C HanIM4MeM TpaHcnoKaumu t(17;22) nydiue oTBeyvaloT
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Ha MMaTUHMG NO CpaBHEHWIO C NaumeHTamu 6e3 TaKoW
TPaAHCNOKALMK, B CBA3W C YeM CreflyeT NPoBOAUTL CKpU-
HWHI Ha [aHHYI FeHeTWYecKylo MyTauuio A0 Havana Te-
panuu [20]. Hanbonee yacTbiMM No6OYHBIMU 3QdEKTaMH,
CBA3aHHLIMKU C Tepanuend UMaTUHWOOM, ABMAKTCA AWC-
nencuA, 0TEKMU NepuopouUTanbHOM 061aCTU U HUMKHUX KO-
HEYHOCTeM, aHeMMA, CY[opPOru MbllL, Cbinb. [pu Henepe-
HOCMMOCTM NpenapaTa ero HayasibHas [03a MOMeT ObiTb
CHUMKEHa, NpU He[0CTaTOuHON 3DHEKTUBHOCTU — YBESU-
yeHa. AgbloBaHTHOe 06nyYeHMe CNOcoBCTBYET CHUMEHUIO
pUCKa MecTHoro peumamea [21].

[o onepauuu BbINONHAIOT MarHUTHO-PE30HAHCHYIO TO-
Morpaduio ANA OLEHKW pacrmpoCTPaHEHHOCTM OMYXOMK.
TwarenbHoe AuHaMU4eckoe HabniofeHue B TeveHue 5 net
BK/IOYaeT B cebA KOMMbloTepHylD ToMorpaduio rpyaHoi
KMETKU, YNbTPa3BYKOBOE MUCCe[0BaHWE PErMOHAPHBIX SIMM-
(GaTMYECKMX Y3M0B C LIENbI0 UCKIIOYEHUA BO3MOMKHBIX METa-
cTatnyeckmx npoueccos [18, 22]. YunTbiBaA pUcK MECTHOIO
peuuamBa nocne ynaneHus, 06a3aTenbHbIM ABNAETCA YIib-
TPa3ByKOBOE UCCNe0BaHMe 0611acTv NocneonepaLmoHHOro
pybua [23].

MpuBOAMM COBCTBEHHOE KNMHMYECKOEe HabnloaeHue na-
umenTa ¢ BOOC.

ONMUCAHUE CNTYYAA

0 nauueHTe

Maument H., 42 roga, obpatuncA B KNMHMKY KOMHBIX
U BeHepuyeckux 6bonesHen umeHu B.A. PaxmaHoa Ce-
YEHOBCKOro YHMBepcuTeTa C *KanobaMu Ha GonesHeHHoe
YNIOTHEHWE B 0611aCTU MPYOHON KNETKM.

AHaMHe3 3abonesaHud. CuntaeT ceba 60/bHBIM OKOMO
10 net, Koraa BrepBble OTMETWU/ Ha rpyaM obpasoBaHue
LiBETa 3[10pOBOM KOXKM. CaMoCTOATENIbHO HUYEM He NeYmncs,
K Bpa4yaM He obpaluancs. HeckonbKo MecALeB Hasag oT-
METWUN PoCT 06pa3oBaHuA, APKO-PO30BYI0 OKPACKY, B CBA3N
C YeM 06paTUCA B YACTHYIO KNMHMKY. [1aHHbIN 31EMEHT ObliNl
PacLEHEH KaK KenouaHbl py6bel, bbin HasHaveH beTaMe-
Ta3oH B QopMe Kpema C Moc/iedyoLmM BHYTpUOYaroBbiM
BBELEHMEM CycrieH3un beTameTtasoHa ([unpocnaH) B fose
2 Mn B 30Hy y3na, N 2. Ha doHe npoBoavmoi Tepanum oT-
MeYanocb MporpeccMpoBaHne NaToorM4ecKoro npoecca
B BWOE YBENIMYEHMA 3NieMeHTa, 60e3HEHHOCTU, B CBA3M
C YeM naumeHT 06patmnca B KNMHWMKY KOMHbIX U BEHEpU-
Yeckmx bonesHen uMeHn B.A. PaxmaHoBa Onf yTOYHEHMA
[MarHo3a v nopbopa afieKBaTHOM Tepanuu.

JlokansHelld cmamyec. Tpyu ocMoTpe NpoLIece foKanm3o-
BaH B 06/1acTV rpyaHOM KNeTKM cnpaBa, npeacTtasneH 6o-
Ne3HeHHbIM NpU Nanbnauum eAMHUYHBLIM Y3/10M APKO-PO30-
BOM OKpacKw, MonyLIapoBUAHOM, ClIerka BbITAHYTON GOpMbl,
[OMaMeTpoM [0 2 CM, Ha LUMPOKOM OCHOBaHUM C YETKUMM
rpaHMuamMu. [oBepXHOCTb y3na rajKas, XopoLo npocee-
YMBaeT cocydbl pasnMyHOM rnybuHbl 3aneraHund. Cnpaga
0T y3Na onpedenAeTcA ovar HemnpaBW/bHbIX OYepTaHui
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C HEYETKUMM rpaHMUaMn B BUAE Y3N10BATbIX 3J1EMEHTOB,
MIOTHOBATOM KOHCUCTEHLMK, TENIECHOr0 LIBETA M MenTo-

BaTO-KOPUYHEBOM0 OTTEHKA, aCUMMETPUYHO BbICTYMAIOLLMX
Haf NOBEPXHOCTbIO KOXM, aTpopuyeckux pybuos benécoro
ugeta (puc. 1); npu epMaTocKonuu y3na npocMaTpuBaloTCA
MHOKECTBEHHbIE COCYAbl HEMPaBUIIbHOW JIMHENHON (OpMbl
(puc. 2).

Puc. 1. BHewHuit Bug obpasoBaHus y naumenTa H., 42 roga,
Mpv nocTynneHnu B KNMHMKY KOKHBIX M BEHEPUYECKUX BoMe3HeN
nMeHu B.A. PaxmaHoBa.

Fig. 1. When applying, the appearance of education in patient N.,
42 years old, upon admission to the Clinic of Skin and Venereal
Diseases named after V.A. Rakhmanov.

Puc. 2. [lepmaTocKonmyecKas KapTuHa.
Fig. 2. Dermatoscopic picture.




JEPMATOOHKOSON A

Pe3ynbTathl pusmukanbHoro, nabopatopHoro
U UHCTPYMEHTANbHOr0 UCCNef0BaHuUA

O6LLeKNMHNYECKMUe aHanW3bl B Npeaenax pedepeHcHbIX
3HaveHun. Mpu nanbnauum numdaTnyeckue y3nbl 6esbo-
Ne3HEHHbIE, NOABUMKHbIE, MATKO3/1ACTUYHOM KOHCUCTEHLIUM.

Ha oCHOBaHMM KNMHWYECKUX AaHHbIX NpEeanoNioHeH
[varHo3 sblbyxatoLLeln gepMatopmbpocapKoMbl.

C uenbio YTOYHEHWUA [MarHo3a NauMeHTY BbIMOSIHEHA
AVarHocTMYeckasn bruoncusa onyxonu.

Pesynemamel  2ucmonoauyecko20  UCciedoBaHus.
BuonTat BbICTNaH MHOFOCMOMHBIM MIOCKUM 3MUTESINEM.
B nepme onpefensetcA ¢parMeHT onyxonw, NpefcTaBneH-
HbI1 BOIHOOOPA3HO PacMoOKEHHBIMU MyYKaMU BOJOKOH,
06pasylolWmMX «BUXPEBble» CTPYKTYpbl. VIMeloTcA yvacTku
¢unbposa CTpOMbI, 0YaroBbli MMKCOMaTo3. MUToTMYECKaS
aKTUBHOCTb BblpaxkeHa cnabo. 3aknioyeHue: «MuKpocKo-
MUYECKan KapTvHa MAFKOTKaHHOW OMyXOiM C YMEpeHHoM
nponvdepaumen. YunTbiBaA MHOMKECTBEHHBIA XapaKTep,
B MepByl0 ouepedpb CredyeT AyMaTb 0 HerMpodubpomarose.
[nA yTouHeHWA rMCTONOrMYECKOM CTPYKTYPbI ONYXOAU U UC-
KNIOYEHUA OPYrUX COeOMHUTENbHOTKAHHBIX 00pa3oBaHui
(nepmatopmbpoMa, neroMmoma) Heobxo4MMO MMMYHOIU-
CTOXMMMYeCKoe uccnenoBaHue. [aHHbIX 3a nMMdbonponu-
(epaTnBHoe 3aboneBaHNe HeT».

Pe3ynemamel  uMMyHO2UCMOXUMUYECKO20 UCCTedo-
BOHUA CBMOETENbCTBYIOT 0 ¢pubpobnacTuyeckoi npupoge
onyxonu (ConutapHan ¢pubpo3sHasa onyxonb? Bbibyxatowlas
aepMatodubpocapkoma?). Peakuma ¢ aHtutenom K CD34
MONOMKUTENbHAA B KNETKaX ONYX0/K; peakLyMA C aHTUTENOM
K SMA (antibodies to smooth muscles) cnabononoutensHan
B CTEHKE eIMHNYHBIX COCYA0B, OTPULLATENIbHAA — B K/ETKax
ONYX0AK; peaKums ¢ aHTUTenoM K benky S100 nonoutenb-
Haf B eAWMHWUYHBIX HEBOLMTAX M B TOJLLE SNUTENMANLHOMO
nnacTa, oTpuuatenbHad — B KNeTKax OnyXonu.

[pu nepecMompe OaHHbIX 2UCMOI02UYECKUX U UMMYHO-
2UCMOXUMUYeCKUX npenapamos: BepeTEeHOKNETOUYHAA HEWH-
KancynupoBaHHaA onyxosb 13 ¢rbpobnacTHbIX, MMOGMOpO-
BnacTHbIX FUCTUOLMTAPHBIX KNETOK; OMYX0Jb PacnosorKeHa
B IePMe B BUAE KOPOTKMX, MEPECEKALLMXCA Mexay cobon
My4KoB, MecTaMu CO CTOPUGOPMHBLIM MaTTEPHOM. ATMnWA
B KNeTKax cnabas, KNeTKM pacrofioxeHbl TECHO ApYr K Opy-
ry. Mutotuueckue ¢purypel TunuuHble, pegkue. OTMevaeTca
runepniasuaA sNMgepMmnca Hag onyxonblo.

WHmepnpemayus pe3ynbmamog 20moGbiX UMMYHO2U-
CMoXxuMuYyecKux npenapamoa ¢ aimumesnamu K CD34, SMA
u S100: peakuma ¢ aHtuTenamm K CD34 — no3uTmBHaA
anddysHas B onyxonesbiX KNeTKax, MeMbpaHHan aKcnpec-
cus; peakuma ¢ aHtutenamm K SMA, S100 — HeraTtmBHanA
B KJIETKaX onyxonu. 3aknioueHune: «BHyTpuaepManbHas Be-
PETEHOKNETOUHAA ONYX0Sib C HEACHBIM MOTEHLMANOM 3510-
KauecTBeHHoCTW. [nA auddepeHUManbHOM [MarHoOCTUKM
Meay A06POKaYeCTBEHHBIMU U 3NI0KAa4YeCTBEHHBIMU Bepe-
TEHOKNETOUYHBIMU ONYXONAMU PEKOMEHYETCA NPOLOMIKMTD
MMMYHODEHOTUNMUPOBAHMEY.
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llposedeHo uMMyHogeHomuNUpoBaHue ¢ aHmMume-
namu K pakmopy Xllla, caldesmon, STAT6, Kié7: peakuns
c aHtuTenom K Kié7 — nosutusHaa B 15% fApgep onyxo-
NEBbIX KNETOK; peakums ¢ aHtuTenamm K Xllla, caldesmon,
STAT6 — HeraTMBHas B KNeTKax ONyXoNu. 3aKsioueHue:
«MCTONOTrMYECKMIA TUM ONMYXONU C YYETOM UMMYHODEHOTU-
na cooTBETCTBYET BblbyxatoLlen aepMatodmbpocapKoMey.

Inarxos

Ha ocHOBaHMM [aHHbIX FMCTONOrMYECKOr0 M UMMYHOT M-
CTOXMMWYECKOr0 MCCNeoBaHWA YCTaHOBNEH AMarHo3 Bbl-
byxaioLiei nepMatopurbpocapkomel Japbe—DeppaHa.

Jleyenue u panbHenwee HabnogeHue

MaumeHT HanpaeneH K OHKoONOry AnA foobcnenoBaHWA
u ypanenua onyxonu. OTAanéHHble MeTactasbl He 06Ha-
py:eHbl. lpoBeaeHo wupokoe mcceyeHve BAOC u peko-
MeH[0BaHO AMHaMMUyecKoe HabnofeHne, BKMlOYaloLLee
KOMMNbIOTEPHYI0 TOMOrpaguio OpraHoB FPyAHON KNeTKM,
YNbTPa3BYKOBOE MCCe0BaHKe NOCNeonepaLynoHHoro pyb-
Lia U pernoHasbHbIX 30H NIMMGATUYECKUX Y3/I0B.

OBCYXOEHWUE

MaumeHt obpaTtunca K pepmatonory cnycta 10 net
0T NOABMEHWA Yy Hero 06pasoBaHUA Ha KoXe TyNOBULLA.
Monyyan HapyHyl0 Tepanuio M BHYTPMOYaroBoe BBene-
HMEe KOPTUKOCTEPOMAOB MO MOBOAY MPeAnonaraeMoro Ke-
nomagHoro pybua, ogHaKko npoBogMMasA TepanusA npuBena
K OTpMUaTeNbHOM AMHaMKMKe — 00Ne3HEHHOCTU U Bblpa-
¥KEHHOMY PocTy y3/1a. B KNnHMKe KOXKHBIX U BEHEPUUECKUX
bonesHen MeHn B.A. PaxMaHoBa noc/ie NoCTaHoBKM npej-
BapuTenbHoro guarHosa BIOC 6bina BbinosiHeHa buoncus.
CTouT OTMETUTb, YTO JarKe C YYETOM pe3ynbTaToB rMUCTO-
NIOTUYECKOT0 U UMMYHOTMCTOXMMUYECKOr0 WCCneaoBa-
HWI OKOHYATENbHBIA AMarHo3 He Gbin YCTaHOBNEH Cpasy,
a NoATBEePHAEH NMLLb NOC/e NepecMoTpa rMCTONOrUYECKMX
CTEKON U MPOBEAEHWA AOMNOHUTENBLHOMO MMMYHOGEHOTH-
NUPOBaHKA.

3ARTIOYEHUE

WNHTepec AaHHOIO KAMHWMYECKOr0 HabmiofgeHuA coCcToMT
B TOM, YTO B Cly4ae auarHocTukm BOC HeobxoauMo yunTbI-
BaTb aHaMHe3 3ab01eBaHu1A, TaK KaK BCleacTBME MeJIeHHO-
[0 pocTa Ornyxo/v BpeMs 0T NOABNEHWUSA NEePBbIX KNMHUYECKNX
MPU3HAKOB [10 NOCTAHOBKM AMarHo3a npu QnuTeNbHOM CoXpa-
HEHWUW CTaguM y3na UK BNALLKU MOMKET COCTaBAATb MECALbI
M Oarke rofbl. HecneuMduUHOCTb KAMHMYECKON KapTWHbI,
CXOMECTb C pybLOBbIMM M3MEHEHNAMM, PUBPOMaMM 1 aTepo-
MaMM YacTo NPUBOAAT K OLLIMOKaM AMarHOCTUKM U No3aHeN
MOCTaHOBKe [IMarHo3a, 4To yXyaLaeT NporHo3 3aboneBaHus.
Ocobylo BaxkHOCTb NpuobpeTaeT NpoBefeHWe BUONCUM ¢ ru-
CTONOMMYECKUM Y UMMYHOTUCTOXMMUYECKUM UCCTIej0BaHNEM
[0 Ha4ana Tepanuu. KpoMe Toro, peKoMeHIyeTcA nepecMoTp
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UCTONOMMYECKMX NPENapaToB B CIly4ae CI0FKHOCTM NaToMop-
donormyeckoro guarHosa.

NOMNOJTHATEJIbHO

WUcTouHuKk dumHaHcupoBaHuMA. ABTopbl 3aABAAKT 06 OT-
CYTCTBMMW BHELUHEro (GUHaHCMPOBaHWA NpW NOArOTOBKE
cTaTby.

KoH¢nuKT uHTepecoB. ABTOpbI JEKNapUpYIOT OTCYTCTBYIE AB-
HbIX W MOTEHLMAMbHBIX KOH(IMKTOB MHTEPECOB, CBA3aHHbIX
C NybnMKaLmMet HacToALLEN CTaTby.

Bknap aBTopoB. Bce aBTOphl MOATBEPHKAAIOT COOTBETCTBYE
CBOEro aBTOPCTBA MerayHapoaHbiM Kputepuam ICMJE (Bce
aBTOpbl BHEC/M CYLLECTBEHHbIA BKaZ B pa3paboTKy KOH-
Lenuuun, NpoBefeHNe UCCe0BaHMA U NOATOTOBKY CTaTby,
npoY M 1 080bprAM GrHanbHy Bepcuio Nepef NybavKaum-
en). HanbonbLumii BKnag pacnpeaenéH cnegyiollmm 06pasom:
E.10. Beptviesa, J1.H. KatoMoBa — KoHuenuma n an3anH uc-
CneoBaHWA, BHECEHWE B PYKOMMWCh CYLLECTBEHHOM (BarKHOM)
MPaBKM C Liefblo MOBLILLIEHMA HAyYHOM LEHHOCTM CTaTbi, 00-
bpeHve duHanbHoM Bepcum pykonnck; A.E. bobroBa — no-
Jly4eHve, aHanu3 JaHHbIX WU MHTEepMpeTaumna pesynsTaros,
NoAroToBKa Matepuana Ajf HanucaHua TeKcTa.

Cornacue nauueHTa. llaumeHT J0HpPOBOEHO NOAMMCAN UH-
dopMypoBaHHOe cornacve Ha NybnMKaumio NepcoHasnbHoM
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