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Puc. 1. Buo nayuenmxu npu nocmynaenuu 6 nHauie nevebHoe yupexcoerue: a — cnepedu,; 6 — c60Ky

Fig. 1. The patient’s appearance at the moment of an admission in our institution: a — en face; 6 — on the side

PabnoMmocapkoma — 3/10KaueCTBEHHAS ME3eHXUMAJTb-
Hasl OIyXOJIb, MMeEIOIIAsl MPU3HAKK TUddepeHITNPOBKU
M3 TIOINEPEYHOIIOI0CATOM MBIIICUHOM TKaHu. CorjacHo
Kknaccudukanuyu BeceMupHoOl opraHu3zanuu 31paBoOX-
paHeHnus 2020 r., pabgoMuOCapKOMBI MOAPa3aeasIOTCs
Ha 4 moaTuUMNa: SMOPUOHAJIbHAs, aJbBEOJISIpHAs, TJICO-
MopdHasl U BEPETEHOKJICTOYHAsI, UJIN CKJICPO3UPYIOIIast
pabmomuocapkoma [1]. JaHHBIN TUIT 3T0KAaY€CTBEHHOM
ME3eHXMMAaJIBHOM OITyXOJIM HauboJiee YacTo BCTpevyaeTcs
y MallMEHTOB JETCKOT0, ITOJIPOCTKOBOTO Bo3pacTa. Jloka-
JIM3alMsl OIyXOJIEBOTO IIPOIIecca TaKKe 3aBUCUT OT ITOJI-
TUIA pabIOMHUOCaPKOMBI. DMOPUOHAIbHAS U CKIIEPO3U-
pylomiast paboMIOCapKOMBI Yallle Pa3BUBAIOTCS B MITKIX
TKaHSIX B 00JIACTU TOJIOBHI U IIEH WJIM B MOYEBBIBOISIIIEM
TpakTe, ajbBeOJIApHAs — B IITYOOKHUX MSITKUX TKaHSIX KO-
HEYHOCTEH, TieoMopdHas — B TIIyOOKMX MATKHMX TKAHSIX
MpPEerMYILIEeCTBEHHO HUXXKHUX KOHEYHOCTel [2].

Ha ceromHsimiHMii 1eHb B MEAULIMHCKOM JINTEpaType
OIMMCaHO He Oosiee 45 KIMHUYECKUX CIyYaeB pa3BUTHUS
MEePBUYHOMN pagdbOMUOCAPKOMBI KOXU [3].

IlepBuyHas aabBeoJisIpHas pabgoMuocapKoMa KOXHU
coctanisieT MeHee 0,7 % Bcex BBISIBISIEMBIX CTydaeB pad-
JToMuocapkowm [4].

KnuHuueckuin cnyvai

Tlayuenmka 40 2em nocmynuna 6 MHUOH um. I1.A. Iep-
uerna — uruan PI'BY «HMHII paduonocuu» ¢ duazrnozom:
Memanaacmuueckuii pak n1e8oil moaouHou xcenedvt 111B,
cT4bNOMO; yeposa pacnada.

U3 anamnesa 3ab601e6anus U36eCmHO, 4Mo 8 KOHUYe CeH-
msabpsa 2019 e. nayuenmka ommemuna nosigaenue 3y0a u no-
KPACHeHue KOJMCHO20 NOKP08a 8 004acmu 1e6oi MOAOYHOI
acenesvl. [lpu KoHCyabmauuu y Mammonoea o Mecmy JHcu-
meabcmea nayuenmike nocmaener ouazno3 depmamuma,
no nogody komopoeo 6e3 agpghekma npogoounocy KoHcepsa-
mueHoe neyeHue. B dexabpe amoeo xce eoda nayuenmka
06adcobl ObLAG 20CNUMANUBUPOBAHA 8 KAUHUKY KONCHBIX 00-
Ae3Hell ¢ 0UuazHo30M CKAepooepmMull 045 NPOBedeHUs KOHcep-
samuenoeo neuenus. Ilpu obeux eocnumanuzayusx oOviau

8blNOHEHbL COCKO0bL KOJCU, NPU UUMOA02UMECKOM UCCAe00-
BAHUU KOMOPbLIX AMUNUS He 8blacAeHA. 3amem 8 meueHue
9 mec nayuenmka noay4ana KoHcepeamueHoe euerue be3 no-
A0xcumenvHoeo agpgpekma. B nocaedyrowem nayuenmra ca-
MOCMOSAMeNbHO 00pamuaacy 8 opyzoe aeHedHoe yupecoerue,
20e ell bvlna nposedera OUONCUsL HOBO0OPA308AHUSL C 2UCMO-
N02UHECKUM 3AKAI0YEHUEM «0epMamoduopoma Koxcu», 4mo
Moen0 noodmeepdums duaeHo3 ckaepodepmuu. C cenHmaops
no dexabpv 2020 e. npodoaxicanroce nposederue KoHcepaa-
MueHol mepanuu no noody ckaepooepmuu, 00HaKo 6e3 no-
a0xcumenvroeo 3¢pgexma. B dexadbpe 2020 e. nayuenmka
OMMEMUAQ U3b536/1EHUE KONCHO20 NOKPO8A, HA OCHOBAHUU
yeeo obpamuaace 8 Hacmuoe aeuebHoe yupedxcoeHue, oe
npuU nPo8eOeHUU UUMON0SUYECK020 UCCAe008AHUs OmOeisie-
M020 OUACHOCMUPOBAH YMepeHHO JughgepenyuposanHtboiii
NPOMOKOGbLIL paK MONOUHOIL dcene3bl. B xoHue dexabps
2020 2. nayuenmka camocmosmenvHo 00pamulacy 6 Hauie
neyebHoe yupexcoeHue (puc. 1).

Ilo danubim uHCcmpymenmanvHbIX Memo0o8 OuazHoCmu -
KU namono2uecKue UsMeHeHUs OMme4aalch MoabKo 6 Kojce
€601l MONOUHOI Jcene3bl, 8 MO 8peMs KAK HenocpeoCcmeeHHO
6 camoil mkanu oHu omcymcmeoganu. Ilpunsamo pewenue
0 nposedeHuU OUazHOCMU4ECKOU OUONCUU 6 00BeMe UcceveHUs!
KoocHoeo aockyma. Ilpu naanoeom mopgponoeuueckom uccie-
008aHUY 8 MOAULE OEPMbL KONCU BbISI8ACH UHDUALMPAMUBGHDLL
DPOCH ONYX0AU, COCIOAUWE U3 6ePeMEHOBUOHBIX U 08ANbHbIX
ONYX0/e6bIX KAeMOK C KPYRHbIMU NOAUMOPHHBIMU A0pamu,
uacmo U3z KOMopwvix ee3uxyasaphvie. Onyxonesvie KAemxu me-
cmamu popmuposaru OAuHHble U KOPOMKUe PA3HOHANPAG-
AEHHble NYYKU, PACCAAUBAIOUUE IAACMUYECKUE B0N0KHA
Ccemuamoeo c10s 0epmol, ¢ NPUSHAKAMU COCYOUCMOIL UHBA3UU.
Ommeuanacy HU3KAs Mumomu4eckas akmusHocms (1 mumos
Ha 50 noaeii 3penus npu yeeauvenuu 400), anonmomuueckue
menvya. Inudepmuc Koxcu unmaxkmer (puc. 2).

s npoeedeHuss UMMYHOLUCIOXUMUMECKO020 UCCAe008AHUS
oObi1a ucnonvzoeara uiupoxas narens anmumen: CK AE1/AE3,
CDla, S100, Desmin, Vimentin, SMA, CD31, CD34, CK1S8,
CK5/6, ERG, Myogenin, Caldesmon, Estrogen Receptor, Pro-
gesterone Receptor, HER2/neu u Ki-67. Bo écex kaemkax
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Puc. 2. Jluacnocmuueckas Guoncusi HO8000pa308aHUS KOJCU: 6 DepMe KOiCU
onpedensiemcsi UHGUABIMPAMUBHBLI POC ONYX0AU, COCMOsULell U3 epeme-
HOBUOHBIX U 0BANbHBIX KAEMOK C NACOMOPPHbIMU A0PAMU, OMMEUAMCS
anonmomuueckue meavya, snudepmuc Koxcu unmaxkmen. Okpacka cema-
MoKCUAUHOM U 303uHoM, * 200

Fig. 2. Histological biopsy of a skin neoplasm: there is infiltrative growth
of a tumour consisting of spindle and oval cells with pleomorphic nucleuses
in the derma, apoptotic bodies are noted, the epidermis of the skin is intact.
Hematoxylin and eosin staining, x200

onyxoau ommeuanace sxcnpeccus CKAEI/AE3 (puc. 3a)
u Vimentin (puc. 36), é 6oavweil uacmu u3 HUX — NOA0IHCU-
menbHas yumonaasmamu4eckas peakyus Ha Desmin (puc. 38),
peakyuu ¢ ocmanvHoimu anmumenamu (CDl1a, S100, SMA,
CD31, CD34, CK18, CK5/6, ERG, Myogenin, Caldesmon)
8 0nyxo0.1e6bix Kaemkax ompuyamensrwle. Ilpu conocmasae-
HUU ¢ KAUHUYECKUMU OAHHbIMU COeAaH 8b1600, YMO NOAYYEH-
Has UMMYHOSUCIOXUMUYECKAs KAPMUHA MOo2Aa HAbAH0amb-
¢ npu UHBA3UBHOM Memanaacmu4eckom pake MoA04HOU
Jceneswl ¢ nopaiceruem depmol. Tlpu onpedesenuu cyppoeam-
HO-MOAEKYAAPHO20 MUNA ONYX0AU OMMEeYan0Ch OMCYymcmaue
PeaKuuy ¢ GHMumenamu K peuenmopam 3cmpozeHos8 U npo-
eecmepona, 3kcnpeccus HER2/neu ne evissrena, undekc
npoaughepamuHoil aKmMUBHOCMU 8 ONYX01e8blX KAeMKax
(Ki-67) 10 %. 3axaiouumenbHolii NAMOAO20AHAMOMUHECKULL
duaeno3: UHBA3UBHBII MeMAanAaACMu4ecKull eepemeHoKae-
MOYHbLI PAK MOAOUHOU Jicene3bl ¢ UHBA3UEL 8 KOJICHbLU NOo-
Kpo8, mpuicobl HecamueHblil Mun.

Ha ocroeanuu anamuesa Hacmosue2o 3a001e6aHust, pe-
3y16mMmamoe obujeeco ocmompa U KAUHUKO-1a00pamopHbX
uccnedo8aHuil, 0aHHbIX, NOAYHEHHbIX 8 X00e UHCIPYMEHMANb-
HOUl OUAeHOCMUKU, 2UCHOA02UHECK020 U YUMOA02UHECK020
3aKAYeHUl O0bl10 NPUHAMO peuleHue 0 npoeedeHuU paou-
KanbH020 XUpypeu1ecko2eo AeyeHus 8 00veme MacmaIKmomuu
¢ noOMbluieyHol aum@padensxmomueil caesa. Ilpu makpocko-
nu4ecKoM Uccae008aHUU ONepayUOHHO20 MAmMepuala omme-
Yancs GblPANCEHHbI OMeK MKAHU MOAOHHOU dcenesbl,
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Puc. 3. Hmmynoeucmoxumuueckoe uccaedoganue H08000pa306anus KONCU:
a — ROAONHCUMENbHAs UUMONAAZMAMUYECKAs. PeaKyus ¢ aHmumenamu
K CKAE1/AE3 60 6cex kaemiax onyxoau, *200; 6 — noaoxcumensHas yu-
MONAAZMAMUHECKAs PeaKyus ¢ anmumenamu K Vimentin 6o écex Kaemrax
onyxoau, x200; 6 — 04ae08as NOAOHCUMENbHAS YUMONAA3MAMUHECKAS
peakyus ¢ anmumenamu Kk Desmin ¢ kaemkax onyxoau, %200

Fig. 3. Immunohistochemical examination of a skin neoplasm: a —
CKAE1/AE-positive cytoplasmic staining in all tumour cells, x200; 6 — Vi-
mentin-positive cytoplasmic staining in all tumour cells, x200; ¢ — Desmin-
positive cytoplasmic staining in a part of tumour cells, <200
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Puc. 4. Makpockonuueckas kapmuna npenapama 1e60i MOAOYHOI HCeAe3bl:
Ha Kodice 8 NPOeKYUU HAPYICHbIX KEAOPAHMOS ¢ pACHPOCMPAHEHUEM HA HA -
DYIICHYIO NOLYOKPYHCHOCHb APE0bl ONPEOestomcst MHONCCCMEEHHbIE BMsice-
HUS U ONAUKOBUOHbIE 00PA308AHUS, MECIMAMU C U3BA361EHUEM SNUOEPMUCA

Fig. 4. Macroscopic picture of the preparation of the left breast: plural retrac-
tions and plaque-like formations are determined at the skin of the left breast
in the projection of the external quadrants with a spread to the external
semicircle of the areola with ulceration of the epidermis in some places

npeumyujecmeeHHo 8 UeHMpPANbHbIX ee 0MOeaax onpedensinoch
paspacmatue beaecogamoii 0A0KHUCMOU MKAHU MASK0INA-
cmuyHoi Koncucmenyuu. Ha koxce 6 npoexyuu HapyscHvix
K8adpanmoe ¢ pacnpocmpanenuem Ha HApyICHyr NOAY-
OKDYICHOCHb apeonbl — MHOMCECIBEHHble BMANCEHUS U 0N -
K08UOHble 00pA308aHUs, MECIAMU C U3ds3eaeHueM. Tlhowads
nopaxcenus cocmaeasna 10,0 x 7,0 cm (puc. 4). Ha paspeze
6 00nacmu ONUCAHHbIX UBMEHEHUN K0Xca Obiaa YMOoAueHa
mecmamu do 1,8 cm, nI0MHOINACMUYHOL KOHCUCMEHUUU.

Tlpu naanosom mopghonoeuueckom uccaedosanuu 6 mKa-
HU MOAOYHOIL JIcene3bl NPU3HAKYU 310KA4eCMEEeHH020 ONYX0-
/188020 POCMA He OOHAPYHCEHbL, OMMEHANUCH MHONCECBEHHbLE
CceKxpemopHble a0eHOMbL, (POKYCbl CKAPOUPYIOUE20 adeH03a,
@oKyCbl AnOKPUHOBOU Memanaa3uy dnumenus NPOMoKos,
KUCMO3HO-PAacuupenHbie nPOmoKU, 4acmy U3 KOmopsix 3a-
noaHeHa 303uHoGuUAbHbIM cekpemom. Cmpoma MOA0UHOI
Jicenesvl mecmamu huGPO3UPOBAHA, € BbIPAICCHHBIM OMEKOM.
B obracmu onucanHbix MAKpoOCKONUMeCKUX UBMEHEHUL KOJCU
onpedessinca UHGUALIMPAMUBHDBLI POCH ONYXO0AU, COCOsU4el]
U3 NOAUMOPEHHBIX ONYX0AE8bIX KAEMOK C J03UHODUABHOIL 84~
KYO0AU3UPOBAHHOU YUMONAAZMOI, NACOMOPHbIMU A0pPaAMU,
codepacawumu OUCHEPCHbIL XPOMAMUH, MeCmami 3amMemHbie
203UHOPUAbHBLE S0pblluKU. Onyxonegvie KAemKU pacnonoice-
HblL eHe30amu uau Kkaacmepamu, pa3oeseHHbiMU puopo3HbIMU
nepezopookamu, onpeoessomes HPOCMPAHCMEa aAb8eoasp-
HO20 mMuna, Komopbuie co0epicam cayujeHHvle MeaKue Kpyeble
u manooughgpepernyuposarnsie kaemru. Onyxonb uHguIbmpu-
pyem depmy KOdxiCU, 04a2080 npopacmaem nOKPOGHbL SNU-
depmiic, U3s36455 €20, pacmaem 8 NOOKOICHYIO HCUPOBYHO
Kaemuamky (puc. 5).

Tlpu npogedenuu UMMYHOLUCMOXUMUYECKO2O UCCAE00-
BAHUSL 8 ONYXO0AEBbIX KACMKAX OMMeYanacs NOA0ICUMeNbHAS
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Puc. 5. Tucmonoeuueckoe uccaedosanue nocieonepayuoHHO20 MAmepuana:
6 Depme KodcU — UHDUALMPAMUBHBLLL POCM ORYXO0AU, COCMOAUEl U3 NOAU-
MOPPHBIX ONYXO0N€BbIX KACMOK ¢ J03UHOPUALHOL BAKYONUZUPOGAHHOU YU~
monaazmoil, nieomopgroimu sopamu. Onyxonegvie KAemKu pacnosolceHvl
2He30amMu uau Kaacmepamu, pasoeieHHvIMU uopo3HbIMU NepecopooOKamul.
Onpedensitomest APOCMPAHCMBA AABEEONSPHO0 MUNG, COOEPICAUsUE CAYUEeH-

Hble MeaKue Kpyeavie u marodugpgepenyuposannvie knremxu. Okpacka ee-
MAMOKCUAUHOM U 303UHOM, a — %400, 6 — %200

Fig. 5. Histological examination of the postoperative material: there is an
infiltrative growth of the tumour composed of polymorphic tumour cells with
eosinophilic vacuolated cytoplasm, pleomorphic nucleuses. Tumour cells form
nests or clusters divided by fibrotic septs. Alveolar type spaces with desqua-
mated small round pure differentiated are determined. Hematoxylin and
eosin staining, a — x400; 6 — x200

akcnpeccus Vimentin, Desmin, MyoD 1. Peaxyuu ¢ SMA, S100,
Myogenin, CK AE1/AE3 6biau ompuyamensrvimu (puc. 6).

OKOHYamMeAbHbLI NAMOA020AHAMOMUHECKUT OUACHO3:
nepeuuHas anb8eoaspHas padboomMuocapKoma Koxcu 1eeoii
MOAOYHOIL Jicenesbl.

Yepes 3,5 mec nocie onepamusHozo emMeulamenbcmea
8 30He NOCACONEPAYUOHHO20 PYOUA BbIABACH MECHbIL PeUUdUs,
25.06.2021 vbinonrero nogmopHoe Xupypeuveckoe 6Meuament-
cmeo. [Ipu maxpockonuueckom uccie0o8anuu ONEPauUOHHOL0
Mamepuana 6 moauje MAeKuxX mKaHeil 6 npoeKyuU nocieonepa-
YUOHHO20 pYOua 6U3YaAAUUPOBANCS NAOMHOINACMUYHbLH
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Puc. 6. Pesyrvmamol umMmMyHOUCMOXUMUHECKO20 UCCACO08AHUS ONEPAUUOHHO20 MAMEPUAA: A — B0 6CEX KACMKAX ONYX0AU OMMEHAemcs HOAONCUMENbHAS
yumonaasmamuueckas peaxuus ¢ Vimentin, x400; 6 — 6 6oavuueil vacmu onyxonesvix KAemoK OmMMe4aemcs ROA0NCUMEAbHAS YUMONAA3MAMUYECKas pe-
akyus ¢ Desmin, x400; 6 — 6 6oavuuell yacmu onyxoneuix KAemok ommeuaemcs noaoxcumensras aoepuas peaxkuyus ¢ MyoD 1, x400; ¢ — 60 écex kaemkax

onyxoau peaxuyus ¢ Myogenin omcymcmeayem, x200

Fig. 6. Immunohistochemical examination of the postoperative material: a — Vimentin-positive cytoplasmic positive staining in all tumour cells, *x400;
6 — Desmin-positive cytoplasmic staining in the most part of tumour cells, x400; ¢ — MyoD I-positive nuclear staining in the most part of tumour cells, x400;

2 — Myogenin-negative staining in all tumour cells, x200

onyxoneanlii y3ea pazmepamu 1,9 x 1,1 x 2,4 cm, c uemxumu
2PAHUUAMU, JCeAmO08amo-0en020 yeema, ¢ yuacmKamu Kpo-
sousnusHuil. Ilpu npogedenuu naan08020 2UCmMoN0cU4ECK020
UCCAe008AHUSA 8 MOAULE JHCUPOBOL KACMYAMKU C 8DACMAHUEM
6 npuaescawjue Qpazmernmsl NONEPEUHONOAOCAMbIX MbIULY,
onpeoeasics UHQUABMPAMUBHDLI POC ONYXO0AU, COCIOAUeH
U3 NOAUMOPDHBIX 0NYX01e8bIX KAeMOK C I03UHOPUAbHOIL 84~
KYOAU3UPOBAHHOU YUMONAA3MOU, NACOMOPHbIMU S0PAMU,
codepacawumu OUCNEPCHbIL XPOMAMUH, Mecmami 3aMemHble
203uHOQuUAbHble A0pbiuiKy. Onyxonegble KAemKU pacnoaaea-
AUCH 2He30amMU Uau Kaacmepamu, pasoeneHHbIMu puopo3Hoi-
MU nepeeopooKamu, NPOCMPAHCMEa AAb8eOASIPHO2O MUNA
codepicanru cayuleHHble Meakue Kpyaavle u maroduggepen-
yuposannvie kaemxu. [layuenmrka ocmaenena oo cmpoeum
OJuHamuyeckum Hada00eHUeM.

B cenmsbpe 2021 e. na konmpoavHom o6caedoganuu
N0 OaHHBIM NO3UMPOHHO-IMUCCUOHHOL momoepaghuu, coeme-

WEeHHOIl ¢ peHmMeeHOBCKOIU KOMNbIOMEPHOU momoepaghuell,
JuazHOCMuUpo8aro npozpeccuposanue 3a001e6anus 8 8ude
04a208 CONUOH020 CIPOEHUSI C NOBbIUEHHOU PuKcayueil pmop-
desoxcueniokosst (SUV,, | 2,52) 6 oboux reekux u mexcdoneeol
naegpe (SUV, . 4,95), kooce nepedneii epyonoi cmenku
(SUV,, .. 3,36). C konua cenmadpa 2021 2. no nacmosuyee 6pe-
M5 NAYUEHMKA HAX0OUMCsl 8 NPOYecce XUMUOMEPAnuu no cxe-
me VAC/IE: eunkpucmun 1,5 me/m? enympueento 6 1-ii, 8-ii,
15-ii OHu 6 meuenue nepevix 2 Kypcos, dajsee — MOALKO
6 1-ii denv ¢ doxcopybuyunom 60 me/m? eHympueenHo nymem
48-uacoeoii unghysuu, yuraogocgpamudom 600 me/m? enympu-
6enHo 6 I-1i u 2-ii Onu, Kaxcovie 3 Hed. danee — ughocpamud
1800 me/m? enympueento ¢ 1-20 no 5-ii derwp ¢ 0onoanumens-
Howm Mecmiubim npumerenuem 100— 120 % dozbt ughocghamuoa,
amono3ud 100 me/m? enympusento ¢ 1-e0 no 5-ii Oernb Kaxcovie
3 ned. Ilpu KOHMPOAbLHOM UCCAeO08AHUU OMMEHANACH CIAOU-
AU3AUUA 30001e8AHUA.
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ONYX0/1 XKEHCKON PENPOAYKTUBHON CUCTEMDI

Cpeny Bcex MOATUIIOB pabIoMUOCapKOM 3MOPHUOHAITb-
Hasl ABJISIETCSI HauboJIee pacpoCTPaHEHHOM OIMyXOJIbIO
MSITKHUX TKaHEW cpeiM JeTeil M MOIPOCTKOB, COCTAaBJIsS
1/3 Bcex ciiyyaeB 3a00JieBaHUS Cpeau ATl B BO3pacTte
mianire 5 yieT. Takke CTOUT OTMETUTh, YTO JaHHBINA THUIT
omnyxoJjiu Bctpevaercs B 20 % ciyyaeB pabIoMUOCapKoOM,
BBISIBJICHHBIX CpeIu B3POCJIOTO HaceleHus. BTopbim
0 PacIpOCTPAaHEHHOCTH IOATUIIOM PabIOMUOCaAPKOMBI
SIBJISIETCSI ajibBeoJiapHasi pabgoMuocapkoMa, BCTpeda-
o1asics y JIui 0oJiee cTapiliero Bo3pacra, YeM BhILIEYTIO-
MSIHYTBII TTOATHUII, C TIMKOM 3a00JIeBacMOCTH B BO3pacTe
10—25 neT, omHaKO B JUTepaType BCTpeyaloTCsl JaHHbIE
0 Pa3BUTHUM 3TOH omyxonu y i ctapuie 40 j1et. B ommnumne
OT MPEAbIAYIIMX 2 MOATUIIOB TuIeoMOpGhHas pabIoMUO-
capkoMa BCTpedYaeTcsl MPEUMYIIECTBEHHO CPEIU JIUI]
MOXMJIOTO BO3pacTa ¢ IpeobiagaHueM MYXKCKOTO IoJja.
HanmeHee pacripocTpaHeHHBIM TIOATUIIOM SIBJISICTCST CKITe-
posupyloiiias pabgomuocapkoma [1].

B 2002 r. J. Setterfield 1 coaBT. onucaiu KIMHAYECKOE
HabJIoIeHNEe TIEPBUYHON aJbBEOJIIPHON pabmoMuocap-
KOMBI KOXM IpaBoil rojieHn y 60-J1eTHel MalMeHTKHU.
Takoke oHM TTPOBEJI 0030p JIUTEPATYPHI U ITPEIOCTABUIN
CBOIHBIC JaHHbIC 16 MAaIMEHTOB C TIEPBUYHBIMU PabIO-
MMHOCAapKOMaMU KOXH, CpeIr KOTOPHIX 5, BKIIIOYas YIIO-
MSTHYTYIO BbILLI€ MTALIMEHTKY, ObLIA B3pOCIBIMU [5].

OnvH 13 HanboJlee KPYIMHBIX aHAIM30B KIMHUYECKUX
HabMoaeHuit 661 nipeactanieH T.B. Marburger u coaBT.
B 2012 r. B tanHOM coo01eHn onucaHo 11 ciaydyaeB Bo3-
HUKHOBEHUsI MEPBUYHON pabIOMUOCAPKOMBI KOXHU, 13
HUX aJIbBeOJISIpHAs paboMuocapkoMa COCTaBIIsIeT 3 CITy-
Yasi ¥ OIKMcaHa TOJbKO Yy MAllMeHTOB JETCKOI0 BO3pacTa.
B 2 u3 3 onucaHHBIX cy4yaeB OMYyXOJEBBI Mpoliecc Jio-
KaJu30BaJicsd B 1epMe, B 1 — B ITOAKOXHOI KJIeTYaTKe.
B 1 u3 3 maHHBIX KJIMHUYECKUX HAOIIONEHUN OTMEYEHO
MPOrpeccUpoBaHue 3a00JIeBaHMS B BUIE MECTHOI'O PEIIy-
IVBa U TeHepaau3aluu Ipolecca. [TalreHT cKkoHvYaucs
yepe3 40 Mec MMocje MOCTAaHOBKY AMAarHo3a. Y B3pOCIIbIX
MalMEeHTOB, YIIOMSHYTBIX B UCCJIEIOBaHMM, AMarHOCTUPO-
BaHa pabmoMuocapkoMa 0e3 TOMOIHUTEIbHBIX YKa3aHUI,
a TaKKe SMUTETMOUIHAS U TTIcoMopdHast pabgoMuocap-
KOMBI [2], BbIIEJIEHHBIE Ha TO BpeMsI COTJIacHO KJlaccudu-
Kaiuu BceMUpHO opraHu3aiiuy 31paBOOXpaHEHUS OITy-
X0JIe MITKHX TKaHeit ot 2013 1. [6].

Jpyroii KpyImHbIiA 0030p KIMHUYECKUX HAOII0AeHUI
MEePBUYHBIX pabIOMUOCAPKOM KOXU ObLT OIyOJIMKOBaH
E. Valério u coast. B 2020 . B HeM yrmoMmstHyTO 16 KITMHU-
YeCKUX HaOJTIIOIEHU I, OMHAKO BCE OHU OTHOCSITCS K 3IUTe-
JIMOMITHOMY TUITY pabIOMMOCApKOM, BblIe/sieMbIx Bcemup-
HOI opranm3anueii 3mpaooxpanenust 1o 2020 . [6, 7].

Takke B 3apyOeXHOM JIUTepaType BCTPEUAIOTCS OT-
JeJIbHbIC KIIMHUYECKKE HAOMOACHM S, B KOTOPBIX OITCAHbI
MEepBUYHBIC PagOOMMOCAPKOMBI KOXHU C JIOKaIu3aluei
omyxoJieBoro mpoiiecca Ha auue. B 2009 . B. Cobanoglu
M COaBT. ONMCAIN KIMHUYECKOE HAOM0IeHE BOBHMKHO-
BEHUs TIEPBUYHOI aJTbBEOJISIPHOM CAapKOMBI KOXHU y 27-JIeT-
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Hero Myx4uHbl. [lo pe3ynbraraM MHCTPYMEHTAJIbHBIX
METOIIOB MCCJICIOBAaHMS JaHHBIC, YKa3bIBaIOIIe Ha pac-
MPOCTPAHEHHOCTh OITyXOJIEBOTO Ipoliecca, He ObLIU I0-
nydgeHbl. Ha 1-M srame nedyeHus malyeHTy MPOBEACHO
6 KypCOB HEOaIblOBaHTHOU XxuMmuoTepanuu. [Tocie xu-
PYPTUYECKOTO 3Tamna Je4eHUs MallMeHT I10Iydal alblo-
BaHTHYIO XMMHOTEPAIUIO C JAJbHEUIIIMM ITPOBEICHUEM
JydeBoii Tepanuu [8]. B 2018 . M. Helm u coaBT. onuca-
JIV KIIMHUYECKOe HaOJTIoieH e BOSHUKHOBeHYs y 70-1eTHe-
IO NaleHTa IIEPBUYHOI IIeOMOPMHOIT pabIoOMHOCaPKOMBI
koxu. ITo pe3yiabrataM IIaHOBOTO MOPMOJIOrMYeCcKOro
1 UMMYHOTHCTOXUMHUYECKOTO MCCICIOBAHMI Y TaHHOTO
MalyeHTa IMarHoCTUpOBaHa TuieoMopdHas pabmomMuocap-
KoMa Koxxu. OHaKo 110 pe3yJIbTaTaM IO3UTPOHHO-3MUC-
CHOHHOI ToMOoTpachuM, COBMEIIIEHHOM C pEHTT€HOBCKOM
KOMIIbIOTEPHOI ToMorpacdueii, oTMedanach BbIpaxKeHHast
JIMCCEMUHALIMS OITYXOJIEBOTO Mpoliecca, Ha OCHOBAHWUN Y€TO
TI0CJIE TIPOBEACHUSI XMPYPIUIECKOTO JICUSHUS MALUeHT ObLT
HarmpaBJIeH B XOCIIUC, e ckoHyaics yepes 10 Hen [9].

AJbBeOJIsIpHas pabaoMKrocapKoMa Yallle BCEro JoKa-
JIM3YETCsI B TIIYOOKMX CJIOSIX MSITKMX TKaHEl KOHEYHOCTEIH,
pexe — B 00JIACTH TOJIOBHI U IIEH, CITUHBI 1 IIPOMEXKHOCTH.
JaHHBI TOATHUIT OITYXOJIM XapaKTepU3YeTCs OBICTPBIM
POCTOM IIEPBUYHOIO OIYXOJIEBOIO OvYara, arpeCCMBHBIM
KJIMHUYECKUM TedeHreM. B HacTosIee BpeMst pa3BUTUE
aJIbBEOJISIPHOM PabIOMMOCAPKOMBI CBS3BIBAIOT C TPAHC-
Jokaumsimu t(2;13)(q36;q14), BcTpedaronmMucs B 0071b-
IIMHCTBE CJy4yaeB aJbBEOJISIDHBIX pabIOMUOCAPKOM,
n t(1;13)(p36;q14). B pe3ynbrare JaHHBIX MyTalWii TIPO-
UCXOIUT cliusgsHue TeHOB PAX3 wnu PAX7, aBnsioliyxcs
dakTopaMu TPaHCKPUIIIIMK Y UTPAIOIIMX 3HAYUTEIBHYIO
poJib B MUOTeHe3e, ¢ reHoM FOXO 1. laHHbIe MyTalluy Mpy-
BOIAT K (DOPMUPOBAHUIO XUMEPHOTO TeHa I CUHTE3Y OH-
KOIIPOTEWHA, KOTOPBI aKTUBUPYET MHOTOUYMCICHHBIC
TeHbI-MUILICHM.

NuddepeHunanbHbIi AMarHo3 MepBUYHON pabaoMuo-
CapKOMBI KOXH C APYTUMHU OITyXOJIIMU, TAKMUMHU KaK MeTa-
CTaTMYECKKE HEMPOIHIOKPHUHHBIE OITyXOJIH, FeMO0JIaCcTO3bI,
neprdepryeckast HEPOIKTOAEePMaIbHasK OITyX0JIb, HEMpO-
61acTOMa M MEJTKOKJICTOYHBIM 9KKPUHHBII paK, IPOBOINT-
Cs1 Ha OCHOBaHUU Pe3yJIBTaTOB UMMYHOTHMCTOXUMUYECKOTO
uccaenoBaHus [5]. Takke B HacTosiilee BpeMsl BO3MOXKHO
ucronb3oBaHue FISH-uccnenoBanust 11t BbISIBACHMSI TPaHC-
nokanmit t(2;13)(q36;q14) u t(1;13)(p36;q14).

B maHHOM COOOIIIEHMY MBI OITMCHIBAEM PEIKUIA KT~
HUYECKMI Cydyail albBeOJIIpHON pabaoMHUOCapKOMBI
C IIEpBUYHOM JJOKaI13alMel OITyXx01eBOoro mpoiiecca B KO-
K€ MOJIOYHOI kese3bl. CJI0KHOCTh TUarHOCTUKM B TIEp-
BYIO O04epe/ib CBSI3aHa ¢ PEIKOCTHIO TaHHOM (hOPMBI OITy-
XOJIM, OCOOCHHO C TIEPBUYHOM JIOKAIU3aIei B KOXKE, YTO
SIBUJIOCH IPUIMHOM TUATHOCTUYECKOI OIIMOKY Ha TIEPBOM
ararne. OIyXoJIb XapaKTepHU3yeTCsl arpECCUBHBIM KIIMHM-
YECKHUM TEYCHHEM, KOTOPOE 0COOCHHO TPOSIBUIIOCH TTOCTIE
MPOBEACHHOTO PaIUKaIbHOIO XUPYPTUYECKOTO JICUCHHS.
Yepes 3,5 Mec nocJie MaCTIKTOMUM, B MIOHE, Y TTALIMEHTKU
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ObLI IMarHOCTUPOBAH MECTHBIN PELIMANB B o0JlacTu 1o-
cjeonepalilMOHHOTO py6ua, 110 ITOBOJY KOTOPOTI'O BLIITOJI-
HCHO XUPYPIruye€CKO€ BMEUIATEIbCTBO, a YK€ B CCHTHGpe
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