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AHrvocapkoMa — pefKas BbICOKO3/10KaueCTBeHHas 3HAOTeNvanbHas Omnyxosb, BCTpevalLwancs
NPEUMYLLIECTBEHHO Y B3POCIIbIX U KpaiiHe pefKo y fieTel 1 NoApoCTKOB. B pekoMeHpaLmsx no neyeHunio
MSAFKOTKaHHbIX capkoM HeMeukoi rpynnbl (Cooperative Weichteilsarkom Study) sepcuu 2012 r. 6bina
Bbl€NeHa OTAENbHas TepaneBTUYeCcKas BETBb 111 aHTMOCAPKOMbI Y AETeW, BKIoYaloLLas KoMbrHaumio
BUHKpUCTWHa/nokcopybuumHa/umknodocdamuna (VDC) B coueTaHum ¢ naknuTakcenoM. Lienbio gaHHoi
nybnvkauum bbino onucaHve 3aNMAEMUONOrNYECKUX, KITMHUYECKUX M MOPCDONOrMYECKMX XapaKTePUCTUK
Onyxonwu, MOAX0A0B K Tepanuu, a Takxe npefcTasneHve cobcTBeHHoro onbita ®IBY «HMUL OOU
uM. iIMuTpua Poravesa» MuHsgpasa Poccum B neveHnn aHrmocapkombl y aeTen. Hactoslee nccnenosaqume
0f06peHo He3aBMCKMbIM 3TUYECKUM KOMUTETOM U YTBEPXAEHO peLLeHneM yyeHoro coseta HMULL IFOU
uM. iIMnTpus Porauesa. B viccnenoBanmne BKMIOYEHb! 5 NaLMEHTOB C aHTMOCaPKOMOW, NMOMyYaBLLMX JIeYeHne
B nepwopf ¢ 2012 no 2022 r. Poantenu naumMeHToB fanu corflace Ha 1crnonb3osaHue MHopmaLmnm,
B TOM yucne dpotorpadmin feTeit, B HayyHbIX UCCneaoBaHMsax u nybnukaumusax. NpoaHannsnposaHbl
BO3pAacT, NOJ MNaLMeHTOB, NTOKanM3auus n pacnpocTpaHEHHOCTb OMyXONeBOro MPoLecca, NPoBeAeHHoe
neveHne u ncxodbl 3abonesaHus. CooTHoleHne Manbunku:neBoukn — 0,66:1. MegnaHa BospacTa —
5,2 ropa. Onyxonb pacnonaranacb B MArKWX TKaHAX Y 3 NaLMEeHTOB M B KOCTAX CkeneTa —y 2. Bo Bcex
CrnyyYasix OTMeyanach MHBa3us B OKpYysKatoLLme TkaHn. OTAaneHHbIX MeTacTas3oB Ha MOMEHT AMArHOCTUKM
3adhMKCMpoBaHo He Bbino. MepeuuHas pesekums onyxov nposeaeHa 2 (40%) nauveHtaM B obbeme R1,
ocTasnbHbIM (n = 3, 60%) BbinonHeHa Buoncus 0bpa3osaHms. YeTbipeM nalumeHTaM Tepanusi NpoBoamach
B COOTBETCTBUM C HEMELIKMMI PEKOMEHAALWMAMU MO feyeHmio aHrnocapkoMbl (Rypesl VDC/naknutakcen),
1 — no pekoMeHpauWsaM Af1s HepabaoMUMOCAPKOMHbIX CapKoM (KypCbl BUHKPUCTUH, udpocdpamua,
[OKCOPYBULIMH/BUHKPUCTUH, udpocdhamMup, akTuHomuumH [1). OTBET Ha npoBoaMMoe crieunduueckoe
neuenue bbin 3admkemposaH y 3 (60%) nauneHToB. B KauecTBe 3Tamna foKasibHOMO KOHTPOSS UM
npoBefeHa fnyyesas Tepanua B CyMMapHou ovarosoit fose 50,4 ['p: nocne R1-pe3ekumnu B 2 criyyasx u
nocne 6uoncun — B 1. C MeguaHoit HabnioaeHus 32 Mec 2 nawmeHTa, NosyumBLUKX Tepanuio Kypcamu VDC/
nakmuTakcen, sknsbl 6e3 CoBbITUI (C MOMHBIM 1 YaCTUYHBIM OTBETOM), 3 — NOrMBAM OT NPOrPeCCUPOBaHMS!
OMyXof1eBoro npouecca. Halim aaHHble NoATBePsKAAIOT arPeCCUBHOE TeUEHWE aHMOCapPKOMBbI Y fieTell.
lpoBeneHne NPOrpaMMHOI Tepanum, BKITIOYAIOLLEN NONMXMMUOTEPaNMI0 Ha OCHOBE Mak/MTakcena u
AOKCOpPYyBULMHaA B COYETAHUM C NMOKambHbIM KOHTPOMEM, NO3BOMSAET ROBUTLCSA ANUTENBHOMO KOHTPOSS
3abonesaHus y yacTu naumeHToB. OgHaKo HeobxoaMMO AarnbHelillee UCCNenoBaHne MOMEKYNAPHO-
reHEeTUYECKUX XapaKTEPUCTUK OMyXoSn B LieNIAX NOUCKa MULLEHEN ANS MOJSIEKYNAPHO-HanpaBeHHON
Tepanuu, a Takxe nsyyeHne 3hEKTUBHOCTU MHTMBUTOPOB KOHTPOSIbHBIX TOYEK NPK aHrMOCapKOMe.
KnioueBble cnosa: aHruocapkoma, 3HEOTeNNaNbHas Onyxoslb, NOMXMMUOTEPANuS, NakITaKkcerl,
L[OKcopybuLmH, Betn
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Angiosarcoma in children: the experience of the Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology
and Immunology and literature review

0.S. Zatsarinnaya, M.A. Toporkov, N.A. Andreeva, M.V. Teleshova, D.T. Utalieva, T.V. Stradomskaya,
A.P. Shcherbakov, N.S. Grachev, N.A. Bolshakov, I.V. Sidorov, D.M. Konovalov, A.V. Nechesnyuk,
T.V. Shamanskaya, N.V. Zhukov, D.Yu. Kachanov

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Healthcare of the Russian
Federation, Moscow

Angiosarcoma is a rare and highly malignant endothelial tumor, which occurs mainly in adults and is extremely rare in children
and adolescents. The German guidelines for the treatment of soft tissue sarcomas provided by the Cooperative Weichteilsarkom
Studiengruppe in 2012 included a separate therapeutic regimen for pediatric angiosarcoma consisting of a combination of
vincristine/doxorubicin/cyclophosphamide (VDC) and paclitaxel. The aim of this article was to describe the epidemiological,
clinical, and morphological characteristics of angiosarcoma, to review treatment approaches, and to present the experience
of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry
of Healthcare of the Russian Federation in the treatment of children with angiosarcoma. Our study was approved by the
Independent Ethics Committee and the Scientific Council of the Dmitry Rogachev National Medical Research Center of Pediatric
Hematology, Oncology and Immunology of Ministry of Healthcare of the Russian Federation. The study included 5 patients
diagnosed with angiosarcoma who had received treatment between 2012 and 2022. The patients’ parents gave consent to the
use of their child's data, including photographs, for research purposes and in publications. Data on the patients’ age, gender,
tumor location and extension, performed treatment and outcomes of the disease were analyzed. The male:female ratio was
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OPUTUHAJNbHBIE CTATbU

0.66:1 and the median age was 5.2 years. Tumors were located in the soft tissues (n = 3) and in the bones (n = 2). In all the
cases, invasion of the surrounding tissues was observed. There were no distant metastases at the time of diagnosis. Two (40%)
patients underwent primary resection (R1) and 3 (60%) patients had tumor biopsy. Four patients received therapy according to
the German guidelines for the treatment of angiosarcoma (VDC/paclitaxel courses), and 1 patient received treatment according
to the guidelines for the management of non-rhabdomyosarcoma soft-tissue sarcomas (courses with vincristine, ifosfamide,
doxorubicin/ vincristine, ifosfamide, actinomycin D). Objective response to treatment was achieved in 3 (60%) cases. Local
control treatment of these 3 patients consisted of radiation therapy with a total dose of 50.4 Gy after R1 resection in 2 cases
and biopsy in 1 case. After a median follow-up of 32 months, 2 patients who had received VDC/paclitaxel were alive without
events (with complete and partial response), 3 patients died of progressive disease. Our data confirm the aggressive behavior
of angiosarcoma in children. Protocol therapy that includes multiagent chemotherapy based on paclitaxel and doxorubicin along
with local control treatment makes it possible to achieve a long-term control of the disease in some patients. However, further
research on molecular and genetic characteristics of angiosarcoma is required to find potential novel targets for molecular
targeted therapy. Further studies investigating the effectiveness of checkpoint inhibitors in angiosarcoma are also needed.

Key words: angiosarcoma, endothelial tumor, multiagent chemotherapy, paclitaxel, doxorubicin, children
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HrMOCapKoMa — peAKkas CapKoMa MATKMX
TkaHel (CMT) u KocTeW, xapakTepu3ayioLaacs
arpeccuBHbIM KIIMHUYECKUM TEYEHUEM CO

CKJIOHHOCTbIO K Pa3BUTUIO NOKasbHbIX PELMOMBOB M

OTLaNeHHOMY MeTacTa3uMpoBaHUIO, YTO OMnpepensieT ee

HeBnaronpusaTHbIA NporHos [1, 2]. AHrnocapkoMa npeu-

MYLLECTBEHHO Pa3BMBaeTCH Yy B3POCIbIX U fIULL MOXKN-

Noro Bo3pacTa M KpaliHe pedKo BCTpeyaeTcs y AeTew

¥ NOOPOCTKOB, B CBSA3N C YeM BOnbLuas yacTb MHGOP-

MaLuMu nosnyyeHa M3 OMNUCaHUS KIIMHWYECKUX CryYaes

W KOTOPTHbIX UCCNEROBaHWUIN, KOTOPble OrpaHUYeHbl

HebonbLIMMKN pa3mepamm BblIBOpKM U pa3HOObpa3HbIMM

nogxofamu K nevenuio [3-5].

HeobxoanMo NoOAQYEpPKHYTb, YTO COCYAMUCTbIE
onyxonu sBnsoTCA Hanbonee yacTbiIMKM Me3EHXMMalb-
HbIMWU HOBOOOPa30BaHMAMK, MOPaKaOLLMMKU NOBEPX-
HOCTHblE W rNyBoKMe MSIrKUe TKaHW Yy feTel, HO TONbKO
2% W3 HUX ABMSIOTCS UCTUHHO 3710KAYeCTBEHHbIMM. MpK
3TOM B AETCKOM BO3pacTe aHrMOCapKoMa COCTaBMsAET He
6onee 0,5% cpean Bcex CMT [3].

B nocnepnHue rogbl rpynnoi no neyenunio CMT vy
neteit (Cooperative Weichteilsarkom Study, CWS)
Hemeukoro obuiecTBa AETCKMUX OHKOMOrOB M remMaTo-
noros (German Society for Pediatric Oncology and
Hematology) 6bi1 NpoBeaeH psin UCCNeaoBaHuMi, pesysib-
TaTOM KOTOPbIX ABMNacb pa3paboTka cneumanbHbIX
neonaTpuyecKux NoaxofoB K Tepanuu aHrMocapKoMbl,
MO3BONMBLUMX YNYYLLWUTbL ee pesynbTaTsl [4, 5].

Llenblo HacTosiLero peTpocneKTUBHOroO uccne-
AOBaHMWSA FBWUIIOCb OMWCAHWE CIyYyaeB aHrMOCAPKOMbI
y LeTen, nonyyaslimx neyexnue B ®rbY «HMUL OrOU
um. [Imutpua Porauesa» MuHagpasa Poccuu, n 063op
MeOyHapOLHON NUTepaTypbl MO AaHHON NpobneMe.

MATEPWANbI U METO[bl NCCNEAOBAHUA

B nccnenoBaHue BKIOYEHb! 5 MALMEHTOB C aHrMMO-
capkoMon, nonyyaBwux nedveHne B HMUL OIOU
uMm. Omutpus Porauesa 3a nepuog ¢ 2012 no 2022 r.
Bepudhukaums anarHosa nposogunack Ha OCHOBaHWM
FMCTONOrMYECKOr0 U UMMYHOTMCTOXUMUYECKOMO UCChe-
LOBaHWIN TkaHM onyxonu B nabopartopumn natomMopdo-
noruv HMUL, OFON uM. Omutpua Poravesa. HacTosiee

uccrnepoBaHve ofobpeHO HEe3aBUCUMbIM 3TUYECKUM
KOMUTETOM U YTBEPKLEHO PELLUEHNEM YYEHOro coBeTa
HMUL OIOU um. OmuTpua Porayesa. Pogutenu naum-
EHTOB [Janu cornacue Ha UCnonb3oBaHne MHAopMaLmK,
B TOM uncne dotorpadhmii LeTen, B HayUHbIX MCCNEeRo-
BaHMAX 1 Nybnmkaumax.

MpoaHanuanpoBaHbl MO NaLMeHTOB, BO3pacT Ha
MOMEHT MOCTaHOBKM AMarHosa, CUMMNTOMbl MaHude-
CTaumv 3aboneBaHus, Nokanusaums v pacnpoCcTpaHeH-
HOCTb OMyXOMeBOro npotecca, NPoBeAeHHOe fleveHne
n ucxopbl 3abonesaHus. OueHka pacnpoCcTpaHeHHOCTH
npouecca ocyllecTsnsanacb Ha ocHoBaHun TNM-knac-
cudpmKaumMmn M NoCTonepaLmMoHHOr0 CTaAMpOBaHUSA Mo
cucteMe IRS (Intergroup Rhabdomyosarcoma Study).

Mcnonb3oBanucb pasnuuHble CXeMbl XMMUOTEpPaneB-
TUYECKOrO JIeYeHns B COOTBETCTBUM C PEKOMEHOYEMbIM
npoTokonoM CWS nns neueHusi HepabooMmMocapKOMHbIX
CMT, a Takke C yYeTOM MHOMBUOYaSbHOW NEPEHOCUMOCTY.

C 2020 r. naumeHTbl C aHrMOCapKOMOW MosyyYanm
cneunmdnyeckylo Tepanuio B COOTBETCTBUU C PEKO-
MeHpaumsamm CWS sepcun 2012 r. [5], BrnovaoLwmMm
nepBUYHOE MMM OTCPOYEHHOE XMPYPrUYecKoe revexune,
MHTEHCUBHYIO nonuxumuotepanuio (MXT) u nyuesyio
Tepanuio. B pamMkax paHHbIx pekoMeHpaumin MXT Bknio-
yana 5 kypcos no cxeme VDC (BuHKpucTHH 1,5 Mr/mM2/cyT,
geHb 1, nokcopybuumn 20 Mr/m?/cyT, oHu 1-3, umkro-
docdhamun 1200 Mr/m?/cyT, neHb 1), yepemyoLmxcs ¢
KypcaMu naknutakcena (1 kypc BKrioyaeT 3 BBeneHns
npenapata B foavposke 200 mr/mM?/cyT, aum 1, 8, 15).
Mpw HamMuuu OTAANEHHbIX MeTacTa3oB MpeanucbiBa-
110Cb NpOBEfEHNe METPOHOMHOM Tepanuu no cxeme O-TIE
(Tpodhocdhamua, nnapybuLmMH, 3TOoNo3ma).

ObbeM XMPYPrUUYECKOro JIEYEHWUS OLeHuBancs
UCXOAA M3 HanMuus/oTCYTCTBUS MaKpPOCKONWUUecKown/
MUKPOCKOMUYECKON OCTaTO4HOM onyxonu. Tak, RO-pe-
3eKUMEN cuMTanoch NosiHoe ynaneHue HoBoobpasoBaHus
6e3 MMKPOCKOMMYECKN N MaKPOCKOMUYECKN OCTAaTOUHOM
onyxonu, R1-pesekumnen — kpaeBas pe3eKumst C MUKPO-
CKOMMYECKM OCTATOYHOW onyxofbio, R2-pesekumnen —
HenosiHoe yAaneHne C MakpOCKOMUYECKN OCTaTOYHOM
Onyxosbio.

JlyueBasi Tepanusa bbina npegnvcaHa BCeM nauu-
EHTaM C MaKpOCKOMUYECKM/MUKPOCKOMUYECKU OCTa-
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TOYHOM onyxofblo. PekoMeHOoBaHHasi cyMMapHas
ouaroeas gosa (COO) coctasnsana 50,4 Mp. Bo Bpems
NMPOBEeAEHNA NyYeBOW Tepanuu He PEKOMEHOO0Ba-
nocb BBeAeHMe JOoKcopybuuMHa M naknuTakcena
13-3a BO3MOXHOI0 pagMoMUMMeTUYecKoro adpdpekTa un
YCUMEHUSA NyYeBbIX PeaKLMi.

OTBeT Ha MpoOBedeHHOe fleYyeHue OLUEeHMBancsa B
COOTBETCTBUM C KpuTepuamu rpynnbl CWS: nonHbin —
B C/lyyae WCYE3HOBEHMUS BCEX BUOMMBIX MPU3HaKOB
OMYXOSU, YaCTUYHBIA — yMeHblleHne obbema onyxonu
Bonee yem Ha 66%, MUHUMATbHBIA YaCTUYHBIA — YMEHb-
LLIeHWe pa3MepoB onyxonu oT 33 1o 66%, ctabunmsauus
3aboneBaHus — yMeHbLLEHME 06bEMa OMyX0SIM MEHee YeM
Ha 33%, nporpeccusi 3aboneBaHus — yBeSiueHne pa3Mepa
onyxonu Ha 33% Wnu nosisneH1e HoBbIX ouaros [6].

B cnyuae pa3BsuTus nporpeccupoBaHus/peLmnavea
3aboneBaHna MCNOMNb30BaNMCh pasfnMyHble KOMbBUu-
HaLMM LMTOCTaTUUYECKMX NPENapaToB, aHTUaHIMOreHHbIX
areHTOB M MHIMBUTOPOB KOHTPOJIBbHBIX TOYeK. PelueHne
0 BblbOpe CxeMbl Tepanuu NPOBOAUIIOCH B paMKax MyIb-
TUAMCLUNIIMHAPHOIO KOHCUIMYMa C NpUBIIEYEHUEM
3Kkcnepta B obnacTu B3pocnon oHkonmoruu. AHanus
pe3ynbTaToB neveHus nposeneH 15.03.2023.

PE3YJIbTATbl UCCITIELOBAHUA

Cpelin NaLMEHTOB C aHrMOCaPKOMOM, BKITIOYEHHDbIX
B HacTosllee uccrnegoBaHve, Bbinn 2 Manbuuka u
3 neBouku, cooTHoweHue 0,66:1. MeamnaHa Bo3pacTa
Ha MOMEHT NMOCTaHOBKW fMarHosa coctaeuna 5,2 roga
(pasbpoc 2,9-5,7 ropa).

lMepBWYHO OMyXOMb pacnonaranach B MAKMUX TKaHSX
y 3 naumeHToB (napamMeHuHreansHas nokanusaumsa — 1,
MSArKMe TKaHW 3aTbINMOYHOM 0bracTn — 1, MArkue TkaHu
obnacTu 6egpa — 1) u B KocTax — y 2 (nonatka — 1, nosic-
HWYHbIN NMO3BOHOK — 1).

Hu y ogHoro naumeHTa He bbino BbISBEHO Npeppac-
nonaraiowmx K 3abonesaHuio hakTopos/cuMHAPOMOB. B
1 cnyvae (rabnumya, cnyyait Ne2) Ha mepsoM ropy
MU3HW pPOLMTENW 3aMeTunv nossfeHve obpasoBaHus
HeboNnbLUMX pa3MepoB B MSAMKUX TKaHsSX 3aTbITIOYHON
obnacTti, KOTOpoe He YBEeSIMUNBaNoCh B TEYEHUE NepBbIX
4 neT xun3Hu pebeHka, a 3aTeM OTMevarncst ero peskum
pocT B TeyeHue 1,5 Mec, npepLecTBOBaBLUMX Bepudu-
Kauuu onarHosa. Y ocTasbHbIX NaumMeHToB 3abonesaHne
Npe3eHTUPOBaso C BblpaxeHHOro 6oeBoro cMHLpoma.
Y 4 13 5 nauMeHToB ONyXosib MOXHO 6bI10 0BHapYKUTb
nanbnaTopHo.

Y 4 nauneHTOB pa3Mepbl oryxonu bbinu bonee 5 cM,
y 1 — MeHee 5 cM. MefnaHa MaKcUMarbHbIX pa3MeEpPOB
cocTasuna 7 cM (pasbpoc 4,7-25 cm), MeamaHa obbema
onyxonu — 119 cm? (pasbpoc 34-1560 cm?). Y Bcex
nauneHTOB OTMeyanacb WHBa3us HoBoobpa3oBaHuA
B OKpYKatoLime TKaHU. MCTUHHBIX OTAANEHHbIX MeTa-
CTa30B 3adhMKCUPOBaAHO He BbINo HM y ofgHOrO Bosb-
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Horo. B 1 cnyuae y pebeHKa C NOpasKeHUEM KOKHbIX
MoKpoBoB befpeHHON 0bacTu ¢ pacnpoCcTpaHEHUEM B
MOSI0CTb Manoro Tasa 0TMeYanMcb AUCKPETHbIE 0Yaru
MOPaKEHNS KOXHbIX MOKPOBOB B 0Bn1acTy nokanmsaumum
nepBuyHOM onyxonun. ¥ 1 60fbHOro ¢ onyXonbio MArKMX
TKaHew 3aTblIoYHOM 0611acT 0TMeYanoch NopaxeHue
pervmoHanbHbIX NMMAAaTUYECKMX y3f0B MO JaHHbIM
MHULMANbHOW aHaTOMUYECKON BU3yanusaummn, OQHaKo
FMCTONOrMYECKOe UCCNefoBaHWe, NPOBELEHHOE Moche
1 kypca cneuudbmueckon Tepanum, MeTacTaTUYeCcKoro
MOPAXEHNS He BbISBUIIO.

MepeuyHas onepauus bbina nposeneHa 2 (40%)
nauveHtam B obbeMe Rl-pesekumn (B 1 cnyuae
pesekuuMu npepliecTsosana buoncus onyxonu),
ocTtanbHbiM (n = 3, 60%) BbINonHEHa BUOMNCKA OMYXOmH.
YeTbipeM naumeHTam Tepanusa npoBofunachb B COOT-
BETCTBMM C PEKOMEHAALMAMMU NO NeYEeHNI0 aHrnocap-
koMbl (Kypcbl VDC/naknutakcen), U3 HUX B 2 criyyasx
00 MOMEHTa OKOHYaTeSlbHOM BepudmKaLmum ouarHosa
nposegeH 1 kypc I1?VAd (BuHKpUCTUH, udpocdamua,
nokcopybuumH), 1 pebeHky — no pekoMeHpauuaM ans
HepabnoMmocapKkoMHbix capkoM (Rypcbl I12VAd/I2VA
(BUHKpUCTWH, ndpocdpamma, akTuHoMuumH [1)). Bbipa-
eHHaa MHAY3MOHHasA peakuuns Ha doHe BBeLeHUs
MakmuTakcena, He MO3BOMMBLLASA MPOLAOIKUTL Tepanuio
npenapaTtoM, Habniopganacb y 2 B0nbHbIX, OOHOMY U3
HUX MocnepyloLLee fleYeHne NpoBOAMIIOCH C UCMOSIb-
30BaHMEM Hab-maknuTakcena B 9KBUTOKCUYHON [03€
240 mr/m?/cyt [7]. Beenenne Hab-naknutakcena He
COMPOBOKAANOCh MHADY3MOHHBIMW PEaKLMSAMM 1 MO3BO-
FIVIO 3aBEPLUMTb MPEANUCaHHOe feYeHne.

ObBbEeKTUBHBLIM OTBET Ha NMPOBOAMMOE creundu-
yeckoe neyeHune bbin gocTUrHyT y 3 (60%) ns 5 naum-
eHTOoB. [lpn 3TOM MonHbIA oTBeT BbiN 3adhmkcnposaH
B 2 (40%) cnyuasx, yacTuunbiit oteeT — B 1 (20%). B
KayecTBe 3Tana SIOKanbHOro KOHTPOnA UM Bbifa npose-
LeHa nokanbHaa nyyesas Tepanua B COL 50,4 Ip:
2 naumeHTaM Ha obnacTb nepBMYHOM onyxonu, 1 — Ha
0bnacTb NEPBUYHON OMYXONWN W NOPa)eHHblE Peruo-
HamnbHble IMMdaTUYECKNE Y31bl.

B nocnenytoLLeM Kaxabin U3 3TMx 6onbHbIX NOTyYmnn
BCE KypPCbl XMMWOTEpanuu, NpeanmcaHHbie NPOTOKOOM.
OpHOMY MauMeHTy NPOBefeH JOMOMHUTESbHbIA KypC B
LensiX OOCTUKEHUS KYMYNATUBHBIX 403 NaK/MTaKcena.

B HacTosiee BpeMs 2 M3 3 BOMbHbLIX KMBbI, HAX0-
aAtcsa B pemuccun 3abonesanus (rabnuuya, cnyyam
NeNe2 u 3), y 1 naumeHTa (Tabrmua, cnyuait Nel) KoHcTa-
TUPOBaH MeTacTaTUYECKUIA PELOMB.

B 2 cnyyasx Ha dhoHe MpoBOAMMON Tepanuu oTMe-
Yyanacb nporpeccusi 3abonesanus. Npu atom y 1 naum-
eHTku (Tabrmua, cnyyain Ned) c mopaskeHUeM KoM u
MAKUX TKaHel nesoro 6eppa nporpeccupoBaHne oTMe-
ueHo Ha dpoHe Tepanum no cxeme 12VAd/I?VA. B kauecTse
BTOPOM IMHUM TEpanuM NpeanpuHATa NomMbiTKa NeyYeHus
KoMBuHaumen uHrnbutopa PIK3CA konaHnucuba B CBA3M
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OPUTUHAJNbHBIE CTATbU

C BbISIBJIeHMEM NPU NPOBEAEHNN COMATUUYECKOrO CEKBE-
HUPOBaHMWS TKaHW OMyXOJSIM OHKOFEHHOM MyTaLuKn B reHe
PIK3CA n naknuTakcena. OgHako oTBeTa Ha AaHHYI0
KOMBMHaUMI0O [OCTUIHYTO He Bbino, u cnycta 4 mMec ot
BepudmKkauum nporpeccun 3abonesaHus nauueHTKa
npusHaHa nHKypabenbHoi. JlyueBas Tepanus Ha noxe
MEepBWYHOM OMyXOJIM NPOBEAEHA C NarnfIMaTUBHOM Liesbio,
YuMTbIBas pa3BUTE MHTEHCMBHOIO BoneBoro cMHopoMma.
[pMHMMas BO BHWMaHMe 0COBEHHOCTU KITMHUYECKON
npeseHTauun n TeuyeHus 3abonesaHns OaHHbIA ciyyan
Bynet bonee nonpobHo onucaH Huxe.

lMpuunHOM nporpeccun y BTOPOW MNaLMUEHTKM
(tabnuuya, cnyuait Ne5), no-suguMoMmy, siBRsSCS
OJIMTENbHbIA NEPUOA 0O MOMEHTa KOPPEKTHON Bepu-
uKaumMmM LmnarHosa, BKJIIOYABLIMN MpPOBeAeHue
2 HepafMKanbHbIX XMPYPruyYecKUx BMeLLaTenbCTB B
Hecneumanu3MpoBaHHbIX OHKOMOMMYECKUX CTaumo-
Hapax. Tak, mocrne nepBuYHO NpoBefeHHON buoncum B
OPYroM LieHTpe No BaHHbIM FMCTONOrMYecKoro ncene-
[oBaHWs bbin oWMBOYHO YCTAHOBMEH AMArHO3 rMCTUO-
LMTO3a M cneundnyeckoro NieYeHns He NPOBOAMIIOCH.
CnycTa 2 Mec KOHCTaTMpOBaHa foKanbHasa nporpeccus
3aboneBaHus. BoinonHeHa onepauus B obbeme R2,
BKJIOUAIOLLaa YaCTUYHYIO pe3eKuuio No3BoHKa L1 un
cTabunmsaumio no3BoHouHoro ctonba. Mo pesynbTaTam
pedhepeHca rMcTonorMyeckoro npenaparta oT BTOPOM
onepaumu B nabopatopuu natomopdponornn HMUL
Oron wm. OmuTtpus Porauesa yCTaHOBNEH AMarHos
aHrmocapkombl, pebeHok Bbin HanpasneH B LleHTp
ONS MHULUMauUmMK cneundpuyeckon Tepanuu. MNauneHTke
HauaTa Tepanus no cxeme VDC/naknuTakcesn, ooHaKo
Ha NepBOe BBeLEeHWE NaKIUTaKcena oTMeyeHa HdYy3u-
OHHas peakuusi, noTpeboBaBLUas 0TMeHbI NpenapaTa u
3aMeHbl MOCeayioLLMX KypcoB Ha cxeMy [2VA. MoBTopHoe
XMPYpruyeckoe BMeLLATeNbLCTBO B 06beMe R2-pesekumn
BbIN10 BBIMOMTHEHO MOCNe 2 KypCoOB cneundmyeckon
Tepanwuu, T. e. B bofiee paHHWe CPOKK, YeM 3ansiaHnpo-
BaHo B npoTokonie CWS. OagHako nocfie MpoBeAeHHOM
onepauuy BO3HWK BblpaskeHHbIn Boneson cuHopoM. B
Lensx onpenenexHuns reHesa 6onv nposoaunuch BU3ya-
NU3VpYIoLLMe NCCERoBaHMS, MO AaHHbIM KOTOPbIX 3ano-
LO3PEHO HanuWune NnocreonepaLmnoHHon reMaToMbl, YTo,
B CBOIO 04epefib, ONpefenvno noTpebHoCcTb B MOBTOPHOM
XWPYPrMyeckoM BMellaTeNbCcTBe, MOATBEPAMBLUEM
paHHee nNporpeccupoBaHve 3aboneBaHus.

B cBA3KM C HenepeHOCKMMOCTbIO MakiuMTakcena
npoposxeHo neuvexne no cxeme VDC. MNpuHATO pelueHne
0 npoBeneHun xuMunonydyeson Tepanuv B COO 50,4 IMp
C NapanmnenbHbIM Ha3HaYeHNeM MHrMbUTopa TUPO3WH-
KMHa3 nasonaHnba B 0o3uposke 450 Mr/m?/cyT, npope-
MOHCTPMPOBABLLEr0 YBESIMYEHNE YACTOTbl TOTaNbHOMO
naToMopcpo3a onyxonu y naumMeHToB ¢ HepabaoMmo-
capkoMHbIMu CMT [8], n B-appeHobnokatopa nponpa-
Honona. o pesynbTaTam obcnepoBaHusa nocre
3aBepLUEHNSA UHTEHCMBHON pa3bl nevyeHns 3adouKCu-

pOBaH YaCTUYHbLIN OTBET, MPOAOSIKEHA Tepanusa naso-
naHWboM u nponpaHononom obuien ANMTENbHOCTbIO
16 Mec, koTopas bbina ocTaHOBNEHa Mocfie KoHCcTa-
Tauun MeTacTaTUyeckow nporpeccum 3abonesaHus
cnycTta 19 mec HabniopeHus. B nocnepyoliem npume-
HAMacb NPOTUBOPELMAMBHAS Tepanus Mo CXeMe reMum-
TabuH/noueTtakcen, neMbponuaymab u nyyesas Tepanus
Ha OTAeslbHble MeTacTaTuyeckue oyarn. HecMoTps Ha
NpOoBOAMMYIO Tepanuio, Yepes 32 Mec 0T MOMeHTa nocTa-
HOBKW OnarHosa pebeHok normb oT nporpeccupoBaHus
OCHOBHOro 3abonesaHwsi.

Kak yse oTMeuanocb Bbilie, y MauueHTa C
MepBMYHONA OMyxonblo nonatku (Tabauua, cnyyai
Nel), moCTUrLIEro MosIHOro OTBETa Ha MPOBEAEHHYIO
nepBuyYHylo Tepanuio, cnycta 19 Mec KOHCTaTMpOBaH
CUCTEeMHbI peumans 3abonesaHus (nopameHve npaso
BenpeHHoM KocTM). B KayecTBe MpPOTMBOPELIMANBHOMO
NeYeHns MPoBEeAEHO 6 KypPCOB XMMMOTEpanuu no Cxeme
reMunTabuH/noueTakcen, Nnyyesas Tepanus Ha obacTb
MeTacTaTuuyeckoro oyara B CO[ 50,4 I'p, xupypru-
yeckoe neyeHune B obbeme aKcTMpnauuu BenpeHHon
koctn (RO-peseKkuus). KoHcTaTupoBaHa pemuccus
3abonesanus. OpgHako yepes 14 mMec oT faTbl fMarHo-
CTVMPOBaHMA NMEepPBOro peLyanMBa KOHCTaTMPOBaH BTOPOM
PELMOMB C MOPAKEHWNEM KITMHOBUIOHOW KOCTW. Ha dhoHe
NPOBOAMMON MPOTMBOPELMANBHON TEpanuu no Cxeme
reMunTabun/noueTakcen u kapbonnaTuH/naknuTakces
napannenbHo C NOKanbHOW Ny4YeBON Tepanuen oTMe-
YEHO MynbTUAdOKaNbHOEe MeTacTaTMyecKoe nopaxexHune
rOSIOBHOrO MO3ra, MoBrieKkLlee 3a cobor cMepTb nauu-
eHTa yepe3 37 MeC OT MOMEHTa NOCTaHOBKM AMarHosa.

Takum obpasoMm, ¢ MeauaHon HabnoaeHus 32 Mec
(pa3bpoc 6—-37 Mec) 2 naumeHTa suBbl 6e3 cobbITUI
(nonHbIi 0TBET — 1, YaCTUYHBINA oTBET — 1), 3 — nornbnu
OT MPOrpeccypoBaHns OMyXx0/1IeBOr0 npoLecca yepes
6, 32 n 37 Mec OT NOCTaHOBKM AmarHo3a. Heobxopumo
OTMETWTb, UTO 2 MaLMeHTa, KOTOPbIE HA MOMEHT NpoBe-
LeHVs HacTosLero aHanusa bbinu xumebl be3 Hebnaro-
NPUATHBLIX cOBbITMIA B cpokn 21 n 34 Mec OT MOMeHTa
NMOCTAHOBKM AMAarHo3a, Nofyynnu Tepanuio B paMKax
pekoMmeHpauun CWS c Bknioyernmem kypcos VDC u
MaKkMUTaKcena, a TakKe NOKasbHYyIo JTy4eBylo Tepanuio,
npv 3ToM B 1 cnyyae xupypruyeckoe BMeLLaTeNbCTBO,
HanpaBfeHHOE Ha yOaneHWe Onyxosu, He NPOBOAMIIOCH.

MpuBoamM noppobHoe onucaHve peakoro Ans neau-
aTpUYECKOn NOoNynsauuuM KNMHMYECKOro HabnopeHuns
aHIMMOCAPKOMbI C MOPaXKEHNEM KOKM.

KnuHuueckunit cnyvyain TeueHUs aHrMOCapKoOMBbI C
nopasKeHueM KOXKHbIX NOKPOBOB

Nesouka, 33 Mecaua (tabrmua, cnyyai Ned), nocty-
nuna 8 HMUL OFON uM. Omutpusa Porauesa ans noo6-
CrefoBaHvs U Bepudnkaumm gmarHosa.

N3 aHaMHe3a M3BECTHO, YTO OKOSMlI0 6 Mec Hasag
nocrie NepeHeCceHHOW pecnupaTopHOW MHAEKLMK
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OHKONoOrwus

MosBUIUCL BOME3HEHHOCTb U OFPaHUYEHUE OBUKEHWUI
B 006/1aCTV NEBON HUKHEN KOHEYHOCTM, HapyLUeHue
noxopku. MNpu obcnenoBaHWM No MeCTy XWUTeNbCTBa B
nabopaTopHbIX aHanmnsax OTKNOHEHWW BbIABMEHO He
6b1510, NO JaHHBIM MarHUTHO-PE30HAHCHOW ToMorpadum
(MPT) Ta3obenpeHHbIX CYCTaBOB M LyNIIEKCHOr0 1ccre-
LOBaHWsi COCYAOB HWMMXHMX KOHEYHOCTEM TaKkke maTo-
fioruun He BbiiBMEHO. POBOAMIIOCH CMMITOMATUUYECKOE
neuexune. Cnycta 2 Mec B CBA3M C coXpaHeHneM bone-
BOrO CMHApPOMa rocnuTanusvpoBaHa B KapAuopes-
MaTonornyeckoe otaeneHve, roe npu obcnenosaHum
BbIIBMEHbI NeKoLMTO3 B KpoBU [0 10 Tbic/MKI, NOBbI-
LLIeHWe CKOPOCTM OCefaHus 3pUTPOLMTOB [0 17 MM/u.
Mo maHHbIM MMenorpamMMbl NpU3HaKoB remobnacrtosa
He BblsiBNeHOo. [1pn NpoBeAeHUW MyNbTUCMMPaNbHOM
KOMMbIOTEPHON TOMOrpadhum rofioBbl, OPraHoB rpyLHON
KNeTku, BpIOWHOM NONOCTU, OpraHoB Manoro Tasa,
BenpeHHON KOCTHU naTonorumn He obHapyxeHo. OpgHako
BbINOSIHEHHOE cnycTA 1 Hepd ynbTpasByKOBOe MCCeno-
BaHve (Y3W) opraHoB Mafioro Tasa BbISIBUMO KOHIJI0-
MepaT nMMdaTUYeCKMX Y3N0B B NEBOM NaxoBov obrnactu
onameTpom Ao 50 MM, ¢ oTaENbHbIMK NUMADaTUYECKUMU
y3namu 1o 12 x 17 MM, HEOQHOPOAHON CTPYKTYpbI, OTEK
KOXW U NMOAKOXHO-XMPOBOW KNeTyaTku, nedopmaumio
XOfa BOBJIeYEHHbIX apTepuii 1 BeH. [poBeaeHa buoncus
MaToNOrMYeckn M3MeHeHHbIX TkaHel. PedbepeHc ructo-
nornyeckmx npenapatos 8 HMUL IO um. OMutpua
Porauesa BbIiBUT B MArKUX TKaHAX BOCMANUTENbHYIO
MHpuNbTpaumio 6e3 yCTaHOBMEHHOrO 3TUOMOrMYECKOro
dhakTopa.

B nocnepnyioleM KnMHUYeckasa KapTuHa ycyrybns-
nacb pa3BuUTUEM crubaTenbHOW KOHTPaKTYpbl B NEBbIX
Ta3o0b6epeHHOM M KONMEHHOM cycTaBaX, 0TEYHOCTbIO
B obnactu neBoM MaxoBON CKMAAKW, MOABMEHWEM
BbIHYXOEHHOr0 nonosenus Tena. Mpu MPT n mynb-
TUCNUPanbHOM KOMMNbIOTEPHOW ToMorpacdhmm obHapy-
»KeHa KapTuHa 0BLUMPHON 30HbI MHAIMNBTPALIMM MATKUX
TKaHel NeBOM NaxoBov obracTu ¢ pacnpocTpaHeHWeM
B KMeTYaTKy Manoro tasa cfeBa C NpuM3Hakamu Hero-
MOFEHHOr0 KOHTpacTupoBaHus. poeeaeHa noeTopHas
Buoncua 30HblI NeBor naxoBon obnactu. PedepeHc
ructonoruyeckmx npenapatos B HMUL OMOUN um.
OmuTpua PorayeBa BbIsBUM OMyXOfb BbICOKOW CTEMEHM
3/10KAYECTBEHHOCTM C MEepeKpecTHbIM DEHOTUMOM,
COOTBETCTBYIOLLUMM OQHOBPEMEHHO aHMMOCAapKOME U
MuenougHon capkome. 3a Bpemsa HabnoneHua naum-
eHTKM (cnycTs 5 Mec OT NosiBNeHust NepBbIX NPU3HAKOB
3aboneBaHus) 0TMEUYEHO MOsIBieHWe NanynesHblX
3M1EMEHTOB Ha NeBOM befipe C MOCTEMEHHbIM yBennye-
HMEM KONMYecTBa 3M1EMEHTOB U Pa3BUTUEM EAUHUYHBIX
nycTyn, HapacTaHve Gonesoro cuHapoMa (pucyHok 1).
MpoBopunack aHTMbakTepuanbHas u aHanbreTMyeckas
Tepanwus.

CnycTta 6 Mec oT MaHudecTauumn 3aboneBaHus
nauueHTka noctynuna 8 HMUL OION wum. OMutpusa

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
2023 | Tom 22 | Ne 4 | 23-36

PucyHok 1

KoxHble aneMeHTbl B 0bracTu npasoro 6eapa y naum-
EeHTKK C aHFMOCGpKOMOﬁ

Figure 1

Skin lesions on the right thigh in the female patient with
angiosarcoma

v

Porauesa. o paHHbiM MPT opraHoB manoro Ttasa
(pucyHok 2) oTMeUeHO yBenuyeHne pasMepoB OMyXo-
nesoro gMddy3Ho-uHUNbTPaTUBHOrO 06pa3oBaHus
neBov beapeHHoi 0bacTu ¢ pacnpocTpaHeHWeM BROSIb
neBoV MOAB3AOLUHO-MOACHWYHOW MbILWLUbI O YPOBHS
rpebHs NeBoi NOAB3AOLLHON KOCTU. [Npu BHYTPUBEHHOM
KOHTPaCTMPOBaHWM OTMeYanocb NOCTENEHHOe HaKo-
MAeHWe KOHTPaCTHOro rnpenapaTta B 30He U3MeHeHWN
C MaKCUMasbHbIM HaKOMMEHUEM B MapeHXMMaTO3HYI0
dhasy. [puMepHbie pasMepbl 06pa3oBaHMst COCTaBAMM
12 (nepenHe-3apgHuit Ha ypoBHe Begpa) x 10 (none-
peuHblil Ha ypoBHe bepa) x 25 (c yueToM pacnpocTtpa-
HEHHOCTM B Marblil Tas) cM. OTMeuarncs obLUMPHbIA OTek
MOLKOMKHO-XMPOBOM KrneTuyaTku nesoro beppa u neson
yacTv Tasa.

MpoBepeHa BUONCKA KOXKHBIX 3/TIEMEHTOB NepeaHen
noBepxHocTu NeBol benpeHHon obnacTtu. Matepuan
OTNpaBneH Ha MOpPAPONorMyeckoe, UMMyHODEHOTUMINYE-
CKOE, LMTOreHeTMYeCKoe, MOJIEKYAPHO-rEHETUYECKOe
W rucTonorumyeckoe uccnenoBanus. NMpUHATO pellexune
0 Hauane cneumdmMyecKkor Tepanumn JOKCOpybuLmnHom B
CBS131 C NpeAnonaraemMbiM [MarHO30M «aHrMocapKoMa».
CnycTa 2 cyT OT Havyana Tepanuu NoslyYeHo rMCTono-
rMYecKoe 3akfioyeHue, NOATBEPNKOAIOLLEE Hanuuve y
MaLMeHTKN aHrMOCapKOMBI.

YunTbiBasg oBLWIMPHYIO pacnpoCTPaHEHHOCTb
OnyXonu, ee NPOHWKHOBEHWE B 0BnacTb Manoro Tasa
M NPOXOXAEHWE MarucTpanbHbIX COCYLOB B TOJLLE
0bpa3oBaHusi, XMPYpPruyeckuii METOR JIeYEHNS C Kypa-
TMBHOM LENbI0 NPU3HAH HECOCTOATESNbHBIM, TaK Kak
OCYLLEeCTBUTb afeKBaTHyl0 pesekuuio obpasoBaHus
Be3 cepbesHbiXx NMOCNEACTBUMIN He MPeAcTaBnANOCH
BO3MOXHbIM. ONUMIO AMCTaHLMOHHOW Ny4yeBon Tepanuu
peLLeHo paccMOoTpeTb Nocre oueHku oteeTta Ha [XT.
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MpogponweHo nposeneHure MXT no cxeme [PVAd/I?VA ¢
napansienbHbiM BBEAEHWEM MPOMPaHOsoNna B 4O3VMPOBKe
1 Mr/Kkr ¢ uHTepBanoM 12 u, yunTtbiBas ero achheKTmB-
HOCTb Y NaLMEHTOB B3pPOCNOro Bo3pacTa 1 besonacHocTb
naHHoro npenaparta y getei. [Mocne 2 kypcos [MXT oTMe-
yanacb oTpuLaTeribHas LMHaMVKa B BULE YCUNMBalOLLE-
rocs 601€eBOro CMHAPOMA, U3MEHEHUS LIBETA KOMHbIX
3MeMeHTOB neBoro befpa, ysenuueHnsa obbema beppa
B IMHaMVIKe, YTO PaCLIEHEHO KaK NPOrpeccusi OCHOBHOMO
3aboneBaHunsA. AnekBaTHas OLEHKa pa3MepoB OMyXomnu Nno
naHHbIM MPT 6bina HEBO3MOsKHA B CBA3U C ee MHDWIb-
TPaTUBHbIM POCTOM. K 3TOMYy BpPEMEHW MNOJyyeHbl
pe3ynbTaTbl BbICOKOMPOM3BOAMTENIbHOIO CEKBEHUPO-
BaHus (Next Generation Sequencing) TkaHu onyxosnu
C UCMonb30BaHMEM TapreTHoW naHenwu, rae obHapy-
)KeHa OHKOreHHas MmucceHc-mMyTaums B reHe PIK3CA.
Ha ocHOBaHMM NOMYYEHHbIX AAHHBIX PELLEHO NepPenTU

PucyHok 2

MPT-nccnenoBaHmne nauMeHTKM C aHMTMOCaPKOMOMN KOXM
(caruTTanbHas u akcuasnbHas npoekunn, T2-B3BeLLeH-
Hble U306paskeHns C NoAaBNeHNeM CUrHana oT xKupa)
Figure 2

MRI of the female patient with cutaneous angiosarcoma
(sagittal and axial fat suppressed T2-weighted images)

Ha BTOPYIO JIMHUMIO TEpanuu C UCMOSIb30BaHNEM CeNeK-
TUBHOro MHrmbuTopa PIK3CA konaHnucuba B KoMbu-
Hauuu ¢ naknutakcenoM. OaHako Ha coHe Tepanuu
BTOPOM SIMHUWM OTMeYanochb NOsiBIEHME HOBbIX 04aroB
Ha Koxe neBoro beapa v pacnpocTpaHeHue npouecca
Ha obnacTtb 6ombLIMX NOMOBLIX FyH: 0TEYHOCTL, NOAB-
fieHne nanynesHblX 3NIEMEHTOB, TMNEPEMUSA KOXMU
(pucyHok 3).

KynuposaHus 6onesoro cuHOopoMa JOCTUYb He
yAaBasnocb, HECMOTPS Ha KOMBUHWMPOBAHHYIO aHasbre-
TUYECKYIO Tepanuio C UCMOMb30BAHNEM HaPKOTUYECKUX
aHamnbreTMKOB B BbICOKMX A03ax. CuTyauus TpakToBa-
facb Kak nporpeccupoBaHue 3aboneBaHus. B uensx
yMeHbLUeHUs 60/1eBOro CMHAPOMa MPUHATO peLleHne o
npoBefeHnn Ny4yeBon Tepanuu Ha 0bnacTb NepBUYHOIO
ouara B pasoBoi ovarosoi gose 5 ['p po COO 25 IMp.
YunTbiBas pacnpoCTPaHeHHOCTb NpoLecca, XMMMopesun-
CTEHTHOCTb OMYXONW W arpeccuBHoe TeyeHne 3abone-
BaHuA, NaLUMeHTKa NpusHaHa MHKypabenbHO.

OBCYXXIAEHUE PE3YJIbTATOB UCCITELOBAHUSA

AHrnocapkoMa SIBMISIETCA PEOKON OMyXOmblo Me3eH-
XMMasbHOrO NMPOUCXOMKLEHWUS, Pa3BMBAIOLLENACS Npeu-
MYLLLeCTBEHHO BO B3pocson nonynauuv [1, 2]. OauHblit
dhaKT HaknafLblBaeT OrpaHUYEHNs Ha M3y4YeHne aHrvo-
CapKOMbI B NeavaTpUyYecKon nonynaumm.

Mo paHHbIM MeskpyHapogHon nuTepaTypbl, 3abo-
NeBaeMOCTb aHrMOCApKOMOW CoCTaBnseT B CpefHeM
2-3 cnyuast Ha 1 000 000 B rof cpenm Bcew Nonymnsiumm
[9, 10]. Y peTeit COOTHOLUEHME ManbUMKUW:AEBOYKM
cocTasnsieT 4:3. Bo3pacTHOM auanasoH BapbupyeT OT
3 Mecsues go 16 net [11].

PucyHok 3

[MporpeccupoBaHue KOXHOr0 CMHAPOMA Y MaLMEHTKM C
aHI’MocapKOMOﬁ KOXXN
Figure 3

Progression of skin involvement in the female patient with
cutaneous angiosarcoma
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Mo pesynbTaTam uccneposaHua CWS 81-96 B
pneTckon nonynsaumu, E. Bien n coaeT. B 2010 r. npen-
cTaBunu ceefeHnst 0 14 BonbHbIX aHrMOCapKOMON C
MenmaHoit BospacTa 11,7 ropa (pasbpoc 0,8-16,1 rona),
paBHbIM pacnpefeneHneM CPeamn MarnbymMKoB W NEBOYEK
[4]. B ony6nukosanHoM B 2020 r. M. Sparber-Sauer u
coaBT. uccneposanun rpynnsl CWS sadpmkcmpoBaHsl
12 naumeHToB, 3 13 HUX B Bo3pacTe oT 1 ropa fo 5 nert,
4 - ot 5 po 10 ner, 5 — ctapwe 10 net. CooTHOLIEHME
ManbuuKu:AeBoukmn coctasuno 0,5:1 [5].

N3BecTHble dhaKTOpPbl pUCKa, CBSI3aHHbIE C pa3Bu-
TUEM aHTMOCapPKOMBI, TaKMe KaK XPOHWYECKUA numda-
TUYECKUIA OTeK, NyyeBasd Tepanusd, BO3LeNCTBME
XUMUYECKMX TOKCUHOB OKpY»KaloLLiev cpedbl U MHOPOAHbIX
Tes, XOpOLIO M3yuyeHbl ¥ B3pOoChbix nauneHTos [1, 12].
Takxe K hakTopaM, NOBbILLAIOLLMM PUCK BO3HUKHOBEHWS
aHrMocapKOMbl, OTHOCATCA HACNeaCTBEHHbIE CUHAPOMbI,
BKIloyalome HeripodombpomaTtos 1-ro Tuna, CUHAPOM
Madbdpyuumn, repmmHanbHble MyTauum B reHax BRCAL
n BRCA2, 0BYCTOPOHHIOIO PeTUHOBNACTOMY U CUHAPOM
Knunnens—TpeHoHe [12, 13]. UccnenoBaHua [OKy-
MEHTasnbHO MOATBEPAMNIM CMOCOBHOCTb aHMMOCAPKOMBI
B PEOKMX CIyyasix BO3HMKaTb U3 apyrux obpasoBaHui,
TaKMX KaK BUHHbIE NATHA, FTEMaHrMOMbI U IMMDaHIMOMBl
[12, 14, 15].

YunTbiBas NMPOUCXOMAEHWE aHrMOCapKOMbl W3
3HOOTENMANbHbIX K/1EeTOK COCYAOB, OMYXONW MOryT
pa3BuBaTbCHA MpaKkTUMYeckun B niobom opraHe. B HacTo-
Auwee BpeMa B Knaccudmkaumm onyxonen MArkmx
TKaHel n KocTen BceMupHo# opraHvsauuu 3npaBo-
oxpaHeHus, onybnmkoBaHHoi B 2020 r., aHruocap-
KOMbl pa3fenifailoT Ha aHrMOoCapKOMbl MAMKUX TKaHen
M @aHrMOCapKOMbl C MEPBUYHBIM MOPANKEHUEM KOCTEN
[1, 2]. Npu atom npubnuanTensHo 4% Bcex aHrMo-
CapKOM MEepBMYHO BO3HMKaIT B KocTaAx [16]. Mpwu
MOPa)yeHUM MSACKUX TKaHeh MpPeuMyLLeCTBEHHOMN
fiokanusaumen ABMAAITCA MArKME TKaHW TYMOBMLLA,
Tasa, rofnoBbl U LIen, CPEeAOCTEHUA U BHYTPEHHUX
opraHos (neyeHb, cepaue) [11]. Mpwn aHrmocapkome
KOCTeW nopa)keHne MoKeT BbiTb KaK CONMMUTapHbIM,
Tak 1 MynbTudoKanbHbiM (0o 40% crydaes), ¢ npeu-
MYLLECTBEHHbIM MOPA)XeHWEM LNUHHbIX TpybuaTbix
kocTeit [16].

AHrMOCapKoMa XxapaKTepu3yeTcsi arpeCcCUBHbIM
TEYEeHMeM, BbICOKOW 4YaCTOTOW pPa3BUTUS MECTHbIX
PELMIMBOB M CKIOHHOCTbIO K MeTacTasuposaHuio [3,
4, 9, 12]. KnuHnyeckn onyxonb NposBsSeTCA YBenu-
ymBalowmmMcsa bonesHeHHbIM 0bpa3oBaHMeEM U MHOrAA
MPe3eHTUPYeT OCTPbIM KPOBOTEYEHWUEM, aHEMUEN UMK
koarynonatuen [11]. KoskHoe mopaskeHue npw aHruo-
CapKoMe MepBoHaYasibHO MOXET HaNoOMUHaTb reMaToMy
“nu BbITb NPEACTABNEHO MHOXECTBEHHbLIMW BO3BbILLAI0-
LLMMMCA Hap NOBEPXHOCTbIO MypPrypPHO-KpacHbIMK nany-
namu. MNopobHasa KNUHUYECKas MpeseHTaLus MOXeT
BbITb HENPaBWIBHO TPaKTOBaHa Kak [OBPOKayeCcTBEHHOE
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obpasoBaHue, UTO 3aTPYAHSET CBOEBPEMEHHYIO MocTa-
HOBKY OmarHosa [12].

E. Bien u coasT. [17] nayunnu 10 naumeHToB C
OETCKOM aHrMOCapKOMOWM U MPULLINK K BbIBOLY, YTO 3TH
HoBoOBpa3oBaHus 0BpasyioT cneundryHyio nogrpynmny
netckux CMT, KoTopble AEMOHCTPUPYIOT arpecCcuBHoOe
KIIMHUYecKoe nosefeHve, 06bIYHO C MECTHBIMU peLVan-
BaMu u MeTacTasamu. B uccneposaHwu, NnpoBeAEHHOM
A. Ferrari u coasT. [3], 25% LeTCKMUX aHrMOCapKOM
XapaKTepu3oBannCcb HanuMymeM OTAANEeHHbIX MeTac-
Ta30B Ha MOMEHT MOCTaHOBKM AnarHo3a. PacnpocTpaHs-
€TCSl aHrMoCapKoMa NPenMyLLECTBEHHO reMaToreHHbIM
nyteM. Hanbonee uvacTo BCTpeuyaeTcs MetacTatuye-
CKOE MOPaKEHWe NErkunx, nevyeHun, KoCTen, BO3MOKHO
nopa)eHue MArknx TKaHen B obBnacTu nokanusaumu
MEePBUYHON ONYXONW U PErvoHanbHbIX NMMQaTUYECKUX
yanos [18].

PeHTreHomornyeckun nopaxeHue MArkMx TKaHew
BbIFMSAAMT HecneunduyHo. [pn NpoBefeHnn KOMMbIo-
TepHoW TOMOrpachmm OMUChIBAIOT Macchl, MO MAOTHOCTM
MOXOXME Ha MbILLIEYHYIO TKaHb, HO C SIPKUM reTepo-
FEHHbIM HaKOMSIEHNeM KOHTPACTHOro BellecTsa. MoryT
onpenensTbca bonbLume nuTatoLwme cocyabl. [pm npose-
neHun MPT Ha B3BeLLEHHbIX M30bpakeHusX BbISBASIOT
FMNEPUHTEHCKBHBIE 0Yaru C BblpaXXEHHbIMK MyCTOTaMm
notoka [18].

Mpu nopaxeHun onyxoneBbIM NMPOLLECCOM KOCTEN
Ha TOMorpaMMmax OnpefensaTCa NMTUYECKne odarm,
3KCLIEHTPUYECKME, NOKAnNn3oBaHHble B MeTaaunadmse.
MepnocTanbHasa peakuus MoXeT OTCYTCTBOBaTb, OTEK
MSAMKUX TKaHeh MOoKeT BbiTb MUHUMarbHbIM. [pyu 3TOM
BO3MOXXHO MHOMKECTBEHHOE MOPAaXEHWNE OOHOMN U TON Xe
kocTm [19].

Mo3UTPOHHO-3IMUCCUOHHAs TOMOrpadhus/KoMnbio-
TepHas ToMorpadums No3BOMSET OLEHUTL pacnpocTpa-
HEHHOCTb OMyXO0J1eBOIO MPOLLECCA W BbISBUTb MeTacTasbl
aHrmocapkomsl [12].

CTaHpapTOM NOCTaHOBKM AMarHo3a aHrMocapKoMbl
SBNAETCA natoMopdonornyeckoe uccnenosaHue. B
BonblIMHCTBE ClyyaeB MakKPOCKOMMYECKM OMyXoflb
MNoTHas, MHOroysfnosas, C Mioxo 0603HaYeHHbIMM
rPaHuLaMm, pasHOBESIMKMMM MOSIOCTAMM, 3amnOSTHeHbIMK
Kposbio [11].

AHrMOCapKOMbl MAMKMX TKaHel COCTOAT M3 cpefn-
Hero pasmepa KI/1eTOK, PaCMOSIOKEHHbIX THe3naMu,
CONMUAHO, COCOYKaMM U B BUAE 3UAIOLLMX COCYAUCTLIX
kaHanoB. OnyxoneBble KNETKU MMEIOT HenpaBuIlbHbIE
FMNEPXPOMHBIE UM BE3UKYISAPHbIE APA W BbIPasKeHHbIe
AOpbILWKKM. LnTonnasma 303nHOGNUIbHAsA C HEYETKUMM
rpanuuamu. Onyxonb 0bblyHO MMeeT Ba3odhopMUpy-
IOLLLYIO @pPXMTEKTYPY C LUMMOBUOHBIM BUAOM U UHPUIIb-
TpaTuBHbIMM KpasMu (pucyHok 4) [11].

BakHo oTMeuaTb Hanmnume n 06bEM INUTENVONAHOIO
KOMMOHEHTa OMyX0snu, KOTOpbIN ABNSieTC (DaKTOPOM
MSI0Xoro nporHosa (pucyHok 5).
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B 6onblUMHCTBE CryYyaeB aHTMOCAPKOMY MOMHO
3anofo3puTb NpY CBETOBOM MUKPOCKOMWUU MYTEM BbISIB=
NEHUNA KNEeTOoK, 0bpasylownx pyaMMeHTapHble CoCyam-
CTble kaHasbl. OgHako Ba3ohopMUpYIoLLAs apXUTEKTypa
He Bcerfa ouyeBMiHa, YTo onpepensieT noTpebHOCTb
B MCMOJIb30BaHUN MMMYHOIrMCTOXUMMUYECKOrO Uccne-
posanus. A.T. Deyrup u coasT. [20] onybnukosanu
cepuio cnyyaeB M3 15 aHrMocapKkoM, BO3HUKLLUKUX BO
BHYTPEHHUX OpraHax v MACKMX TKaHAX Y NauueHTOB
B Bo3pacTe 21 roga v mnapgwe. OueHnBanucb rmcTo-
normyeckme ocobeHHOCTM, BKIIOYas XxapakTep pocTa
(BazopopMupyOLWMiA UK coNUAHbIR). ConuaHble
YYacTKM, COCTOSILLME U3 BEePETEHO0DPa3sHbIX UK anuTe-
NMOUIHbIX KNEeToK, BCTpevyanuch bonee uem B 50%
onyxonen. 3nutennompgHas Mopdonorns npucyT-
cTBOBana, No KpavHen Mepe, ovaroso 6onee uem
B 50% cnyuaes.

PucyHok 4

'McTonornyeckoe UccnenoBaHue: runepkeToyYHas
OMyXofib, COCTOALLAS U3 BEPETEHOBUAHDIX, OBOMAHBIX
W SNUTENMOMIHBIX KIETOK C KpaWHe BbICOKOW MUTO-
TUYECKOW aKTUBHOCTbIO. KneTku hopMupyioT Menkue

MOMOCTK, 3aMOofTHEeHHble apuTpoumnTamm. OKpacka remMa-
TOKCUJTMHOM U 303UHOM, % 200

Figure 4

Histological examination: a hypercellular tumor composed
of spindle-shaped, ovoid and epithelioid cells with extreme-
ly high mitotic activity. Cells form small spaces containing

PucyHok 5

"'McTonornyeckoe NCCNeaoBaHne: aNUTENUONIHBIN
KOMMOHEHT OMyX0S1, KOTOPbIN ABMAETCA BasKHbIM NPO-
FHOCTUYECKMM NpU3HakoM. OKpacka reMaToOKCUITMHOM 1
303uHOM, x 200

Figure 5

Histological examination: the epithelioid component of the
tumor which is an important prognostic feature. Hematoxy-
lin and eosin staining, x 200

% T

b ;d? X

MMMyHOrMCTOXMMUYECKOE MUCCllefoBaHue
SBNSETCSH BasKHbIM LOMOSIHUTENbHLIM MeTOLOM B
OMarHoOCTUKe aHr1MocapkoM, ocobeHHO Npu HU3Koand-
hepeHUMpoBaHHbIX hopMax. B KneTkax onyxonu BbisiB-
NAETCA 3KCMPECCUsi COCYLUCTbIX U 3HOOTEeNUanbHbIX
MapkepoB, Takux kak CD31, CD34 Factor VIII, Flil, ERG
[11] (pucyHru 6, 7).

O6WUMU MONEKYNIAPHO-TEHETUUECKUMU U3MEHE-
HUAMW NpU aHMMOCaPKOME ABMSETCA aKTMBaLMSA COCYaM-
CTO-CMeUMOUUYECKUX PELLENTOPHBIX TMPO3UHKUHAS, TakUX
Kak TIE1, KDR, TEK u FLT1, u nytu (PI3K)/Akt, obHapy-
MMBaeMbIx B BonblumHeTBe cryvaes [1, 13, 21]. MoMumo
3TOro, MOKasaHo, YTO Y MOMOabIX B3pOCSbIX NpeobnapaioT
abeppauwu reHa CIC, a npu paguaLmoHHO-0ByCoBNEHHOM
aHrmocapKoMe BbIABAIOT aMMIMOIMKaLMIO MPOTOOHKOreHa
MYC, y yacTi BonbHbIX ANarHOCTUPYIOT U3MEHEHUSA B reHe
TP53 [1]. VHTepecHbIM NpefcTaBnsaeTcs To, YTo aHrmocap-
KOMbI C MOPaXEHNEM KOCTEN M MArKMX TKaHen pasnuya-
I0TCS1 O MOMNEKYNSAPHO-TEHETUYECKUM XapaKTEPUCTUKaM.
Tak, akTvBaums curHanbHbix nyten Rbl n TGF- ssunack
OT/IMYMTENBHBIM MPU3HAKOM aHIMOCaPKOMbI KocTei [21].
KpoMe Toro, obHapysKeHbl pasfiMyHble MEXaHU3Mbl aKTu-
Bauuu 0bLLEr0 AN aHMMOCAPKOM CUIHAfbHOro MyTy
PucyHok 6
VIMMYHOrMCTOXMMUYECKOE UCCIIeA0BaHNE:!

BblpayeHHasi MeMbpaHHas SKCMNPECCUs KIeTKaMu orny-
xonu CD34. x 200

Figure 6
Immunohistochemistry: a marked membranous expression
of CD34 by tumor cells. x 200

PucyHok 7

NMMyHOrMCTOXMMUYECKOE UCCEAoBaHVE: SaepHas
3Kcnpeccus knetkamm onyxonu ERG. x 200

Figure 7

Immunohistochemistry: nuclear expression of ERG by tumor
cells. x 200
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(PI3K)/Akt: npu nopaseHuu KocTeil oTMevanacb
CHWKeHHas akcnpeccus PTEN, a npu nopaseHum MAarkux
TKaHelt Habniopanack rnepakcnpeccus KIT [21].

[undbdepeHunanbHbii AMarHo3 aHrMoCapKoMbl B
MepByio o4yepefb cnepyet NPOBOAUTL C FEMaHTMOMON,
IOBEHUMBHON aHrMOMBPOMON, IMUTENUOUIHON reMaH-
FMO3HOOTENMOMOW, CONUTapHOM hMBpo3HOMA onyxonbio,
capkoMmoit Kanowu, u opyrumu 3abonesaHmamu [11, 12].

CTaHLapTHbIM MOAXOAOM K NTEYEHWIO aHTMOCaPKOMBI
ABNSAETCA pafuKanbHas XMpypruyeckas pesekuus.
OpHako B criyyasix HepesekTabenbHOCTM unu MetacTa-
TUYECKOr0 XapakTepa aHrMoCapKOMbl XMMMOTEpanus
MOTeHUMaNbHO MOXeT 0breruntb yaaneHue onyxosu
3a CyeT yMeHbLUeHWs ee pa3Mepa U HUBENMPOBaHUS
MeTacTaTuyeckoro nopasenus [22-24]. Heobxoanmo
MOAYEPKHYTb, YTO NPAKTUYECKM BCA HaAKOMMEeHHas
“HpopMauma 0 Tepanun aHrMOCapKOMbI MOJTyYeHa Ha
B3POC/ION NONynsiumMu nauneHTos. [pu 3TOM pag uuTo-
CTaTMYECKMUX NpenapaToB, PefKko WCMOJIb3YIOLNXCA B
PYTUHHOW KIIMHWUYECKON NpaKTUKe ANA JIeYeHWs 3110Ka-
YeCTBEHHbIX HOBOOOpPa30BaHMIN y LeTel, TakuUX Kak
TaKCaHbl, BK/IOYEHbI B NeAMaTPUYECKME CXeMbI NIeYeHns
aHrMOCapKOMbl Ha OCHOBe AaHHbIX 06 ux addekTns-
HOCTU, NPOAEMOHCTPMPOBAHHOM Y B3poCTbix [25].

Y B3pocnbix ¢ MeTacTtatuyeckon dopmoin CMT
CTaH@apTOM Tepanuu sIBNSETCS UCMOJSIb30BaHWe aHTpa-
UMKNUHOB (anupybuumHa unu gokcopybuumHa), Kak
npasuno, B coyetaHun ¢ ndocdammuaom. lpu atom
MOKa3aHo, YTO aHrMoCapKoMa XapaKTepU3yeTcs Comno-
CTaBMMOW C APYrMMM FUCTONOrMYECKUMU BapuaHTamm
CMT 4yBCTBUTENIbHOCTbLIO K LOKCOPYOUUMHY [26, 27].
Kpome aToro, B oTnuune ot gpyrux CMT npwu aHrmocap-
KOMe MPOAEeMOHCTpMUPOBaHa 3DHEKTUBHOCTb TaKCaHOB,
B YaCTHOCTM NaknuTakcena u goueTtakcena [25, 28].
Mo paHHbIM peTpocnekTnBHOro uccnegosanuna EORTC,
pe3ynbTaTbl JIEYEHUS TOMbKO MaKIMTaKCeoM CpaB-
HWMbI CO CXeMaMW TepanuM Ha OCHOBE aHTPaLMKITNHOB —
yactoTa 06bekTuBHbIX 0TBeToB (YOO) coctaemna ot 58
00 75% B 3aBMCUMOCTM OT JIOKanM3aumm HoBoobpaso-
BaHws [28].

Ha ceropHALWHWI feHb He CyLLeCTBYeT LOCTaTOUHbIX
LOKa3aTesnbCTB M MPAMbIX CPaBHEHUIA B MOAOEPIKKY
OMpEeReneHHoON CXeMbl B MEPBON MMHUM Tepanuu, U
MO3TOMY Ha MPaKTUKE OHW UCMOMb3YIOTCA NOCNeno-
BaTeslbHO [29]. B KauecTBe BTOpPOW NMMHUM Tepanuu
MpPeanpuHUMannChb NONbITKA KOMBUHALMKU Pa3NYHbIX
npenapatoB. [Toka3aHa 3dpdheKTUBHOCTb remMumnTabuHa —
aHTuMeTabonuta M3 rpynnsl aHTaroHMCTOB MUPUMU-
OMHOB. B peTpocnekTMBHOM aHanu3e MUTanbAHCKOW
rpynnbl aBTOPOB, B KOTOPbIVA BOLWNKM 25 MauMeHToB ¢
pacnpocTpaHeHHbIMU DOPMaMKU aHrMOCapKOMbI, MoJly-
YaBLUMX MOHOTepanuio remumtabuHom, YOO cocTasuna
68%, a MeamaHa b6eccobbituitHoit (BCB) v obueit (0B)
BbiskmBaeMocTvt — 7 n 17 mMec cooTseTcTBeHHO [30]. Mpw
3TOM paHAOMMW3WPOBaHHOE MPOCMEKTUBHOE UCCMefo-
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BaHwue |l dasbl y NauMeHTOB C pPasfiM4yHbIMU FUCTONO-
rMyeckummn BapuvaHtamMn CMT v HannumeMm oTAaNEHHbIX
MeTacTa3oB Mokasano, YTo KoMbuHauua remumntabuHa
W poueTakcena NpeBoCcxXoannna MOHOTepanuio reMumTa-
BuHom. Mennana BCB coctaBuna 6,2 mec gnsa rpynnsbl
reMuuTabuH/goueTakcen U 3 Mec LN MOHOTEpanuu
reMumtabuHoM, MeguaHa OB coctaBuna 17,9 mec u
11,5 mMec cooTeeTcTBeHHO [31].

MonbiTKa ynyJyweHns 3ageKTUBHOCTN Tepanuu
nyTeM fobaBrneHns K naknuTakceny aHTUaHrMoreH-
Horo npenapata beBaun3symab ycnexom He yBeHYanach.
Wccneposanue Il dhasbl gaHHOM KOMBUHALMKY NPOAEMOH-
CTPUPOBasIo OTCYTCTBUE ee npeuMyluecTs [32]. OaHako
nobaenexHve besaumsymaba B CTaHAAPTHYIO CXeMy
Tepanuu BTOPOW NMIMHWK C UCMOMb30BaHWEM reMumnTabuHa
W poLeTakcena y nauvMeHToB C peunamBammn 1 MeTacTa-
Tnyeckummn coopmamu CMT nokasano obHapexusatoLLme
peaynbTathl — Y00 coctasuna 49% [33]. Mpu aHrvocap-
KOMe [laHHOe COYeTaHne NpenapaToB Hy)AaeTcs B fafb-
HeWweM n3yyeHun B Bonee KpPyMHbIX NPOCMEKTUBHBIX
NCCNEROBaHUSAX.

B cBA3K ¢ TeM, UTO pAR 31M0KaYeCTBEHHbIX COCYOM-
CTbIX OMYXOMNeW, BKII0Yas aHrMOCapKOMbI, 3KCNpeccu-
PYIOT BbICOKME YPOBHM apeHEepPruyeckrx peLenTopos,
Bbina npeanpuHATa NonbiTka nccnegoBaHus addek-
TMBHOCTU WHrMbupoBaHMA pocTa onyxonu B-appe-
HobnokaTopoM nponpaHononom. B nccneposaHue
E. Pasquier n coaBT. Bowwnu 7 NauMeHTOB C peLuanBmpy-
oMM/ MeTacTaTuUeCcknM 3aborieBaHueM, NosnydaBLUKX
METPOHOMHYIO Tepanuio BUHBMacTMHOM u MeToTpe-
KCaTOM B COYeTaHuu ¢ nponpaHonofnioM. Y 5 nauu-
€HTOB Habniofancsa YacTUYHbIA OTBET Ha Tepanuio, a y
2 — MOSHbIV OTBET, NPW 3TOM MEAMaHa BbIXMBAEMOCTU
6es3 nporpeccupoBaHusa coctasuna 11 mec, a OB —
16 Mec [34].

B nonbiTke nccrnepoBaTb aKTMBHOCTb Hecesek-
TUBHbIX UHIMBUTOPOB TUPO3MHKMHA3 PETPOCMEKTUBHO
Bbina oueHeHa adhcheKTMBHOCTL NasonaHuba, opobpeH-
Horo ansa neyexnns CMT, nporpeccupyiownx Ha dooHe
neyenuns aHTpauumknuHamu. OTBeT Ha Tepanuio 6bin
3adpukcupoBaH B 20% cnyvyaeB, MeanaHa BblXMBae-
MoCTu Be3 MporpeccupoBaHvs As MaUMEHTOB C aHruno-
capkomon cocTtaBuna 3 Mec, MegmaHa OB — 9,9 Mec
[35]. B 2021 r. D. Pink # coaBT. bbinn onyBrmMKkoBaHbi
pe3ynbTaTbl UCMOMb30BaHWUA KOMBMHAUMM NaknMTak-
cena 1 nasonaHuba npu pacnpocTpaHeHHbIX hopMax u
peunaMBax aHrmocapkombl. [loka3aHa Bonee BbiCOKas
3 PEeKTUBHOCTb laHHOW KOMBUHauUMKu npu aHruocap-
KOMax MOBEPXHOCTHbIX MArkux TkaHei ¢ BCB 11,3 mec
v OB 21,6 mec [36].

B 2017 r. B uccnenosaHum Il chasbl oueHnBanach
Be3onacHOCTb 1 akTUBHOCTbL NemMbponusymaba — MOHO-
KnoHanbHoro antutena npotus PD-1 — npw pacnpo-
cTpaHeHHbix CMT u capkoMax kocTel. HecmoTps
Ha TO, YTO aHrMOCapKOMbI He Dbifi BKIIOYEHBI B 3TO
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nccrefoBaHue, NokasaHo, 4To nembponuaymab obna-
OaeT KIIMHNYECKOW aKTUBHOCTbIO, 0COBEHHO B KOropTe
MSIFKOTKaHHbIX CapKkoM C YyacToToi oTeeTa 18% [37]. B
3TOM e rogy onybnukosaHo coobLieHne 06 ycnelHoM
neveHunn nembponusymaboM naumeHTa ¢ MeTacTaTuye-
CKOW hOpMOW aHMMOCapPKOMBI C ANIUTENBbHOCTbIO Habrnio-
neHus 8 Mec [38]. Uccnepnosanue Il dhasbl KoMBUHALMMK
ununumymaba n HuBonlymMaba npu MeTacTaTUYECKON U
HepesekTabenbHOW aHrMocapkoMe, onybnunkoBaHHoe
M.J. Wagner u coast. B 2021 r., npogeMoHCTpupoBarno
yacTtoTy obulero oteeta 25%, nNpu 3TOM 6-MecsAuYHas
BCB cocTasuna 38% [39]. E. Rosenbaum u coaeT. B
CBOEM PETPOCMEKTUMBHOM MCCef0BaHWM NOKasanm
YBENIMYEHNE BbIXMBAEMOCTH MALMEHTOB, MOJyYaBLUMNX
KOMBMHMPOBaHHYIO Tepanuio, BKITIOYAIOLWYI0 UHTnbu-
TOpbl KOHTPObHbIX TOYek. Tak, MeanaHa ECB cocTasuna
11,9 mec, OB — 42,5 mec [40].

B neaouaTtpuyeckoi monynsiuMM Mano KpymnHbIX
MCCrefoBaHUN, OMUCbIBAIOWMX Me3eHXWManbHble
OMyXO0JIM COCYAMCTOr0 MPOUCXOMKAEHNS.

B 2010 r. 6b11m onybnukoBaHbl pesynbTaTbl Habnio-
nenus 32 nauveHTtoB u3 Monbwu v MepManun, nony-
YaBLUMX JleyeHue Mo NOBOLY COCYAMCTbIX OMyXonen
BbICOKOW M MPOMEXYTOYHOW CTEMEHEN 310KaUYeCTBEH-
HocT B 1981-2002 rr., y 14 u3 koTopbIx Bbina anarHo-
CTMpOBaHa aHrMocapkoma. TeueHne aHrMoCapKoMbl B
OaHHOM UCCIefoBaHUM XapaKTepPN30Banoch HanMuneM
M3BECTHbIX MPOrHOCTUYECKM HeBnaronpusaTHbIX hakTopos
npu CMT y neten: BoBneYeHneM riyboKMX MAKUX TKaHEeN
(71,4%), Bonblummm pasmepamu obpasosaHus (B 64,2%),
WHBa3Mel B OKpysaioLLme CTPYKTypbl (B 71,4%), pacnpo-
CTpaHeHHol cTaaueit 3abonesanus (B 85,7%). MauveHTbl
nonyyanu ctaHaapTHyio INXT, BkriouaioLLyio ndocdamuma,
AKTUHOMMULMH [1 M BUHKPUCTWH. Pe3ynbTaTbl neyeHms Hbinum
pasouaposbiBalolLMMu: MeamaHa OB coctasuna 27 mec,
B MMBbIX OCTasca Tonbko 1 nauvenT [4]. Takum obpasom,
BbIN0 MOKa3aHo, UTO aHrMocapkoMa y AeTen sBfseTcs
BbICOKOArpecCuBHOW OMyXOSblo C MSIOXMM OTBETOM Ha
cTaHpapTHyio MXT.

YuuTbiBas fOKa3aHHyl0 3pPeKTUBHOCTL TaKCaHOB,
B YaCTHOCTW MakKfMTaKcena, y B3pOC/blX, HEMELKUMM
uccneposatensmu ua rpynnel CWS B 2012 r. 6bina
BbldefieHa oThoeflbHasA TepaneBTUYECKas BETBb ANA
MeYeHNst aHrMoCcapKoMbI, BKIlOYaLas KoMbuHaumio
VDC c naknutakcenoM. B peTpocneKTUBHON OLEHKe
pesynbTaTtoB feyeHns 12 nauueHToB MO NpeacTas-
MTEHHON CXeMe B COYEeTaHUW C MeTOAaMu FOKaslbHOW
Tepanuu nosHblit oTeeT bbin gocturHyT y 10 (83%) n3
12 peten. Mokasatenu 5-netHeit CB n OB cocTaBunm
64% 1 80% COOTBETCTBEHHO, UTO 3HAUMTESNBHO BbILLE,
4yeM Mpu UCMNOMb30BaHWM OPYruUX TepaneBTUYECKUX
pexuMoB. TaknuM obpasoM, aBTopbl coenanv BbiBOA,
yTo fobBaBneHne K CTaHOAPTHON CUCTEMHOW Tepanuu
MakWTaKcena, a TaKXe arpecCcvBHbIA NOKasbHbIN
KOHTPOMb C NPOBEAEHNEM JTOKasbHON Jly4YeBOW Tepanuu

MO3BOMWMAMN YNyYWNUTb pe3ynbTaTbl JleYeHnsa LeTen
C aHrvocapkomoit [5].

MonyyeHHble B HAlLEM UCCMefOBaHUW JaHHble B
Llef/IoM COOTBETCTBYIOT OMMUCAHHBIM B MEXAYHAPOAHOW
nutepaType. Bo3pacT naumeHToB Bbln1 HECKOMBbKO
MEHbLLe, YEM B UCCIIe[0BaHUAX EBPOMENCKMX aBTOPOB
[4, 5]. NHTepecHOM 0COBEHHOCTbIO ABMMOCH TO, YTO,
HECMOTPA Ha PEAKOe MOpasKeHNe aHrMoCapKOMOMN KOCTEN
y LeTei, NO AaHHbIM MWPOBOW NUTEpaTypbl, B HalleM
uccnenosanun B 40% cnyuaes (2/5 nauneHToB) oTMe-
yarnocb NepBUYHOE MOPAsKEHWE KOCTHbIX CTPYKTYP. JTuLb
y 1 nauveHTa 0TMeyYanocb NOPaMKEHNE KOXKU U MAMKUX
TKaHeW C XapaKkTepHOMN ANs B3POCHbIX NaLUMEHTOB KIIMHN-
YECKOMW KapTUHOM M OTAESIbHBIMU 0Yaramv MopaxeHus
KoM B 0BracTu nokanusauuv NepBUYHON OMYXOSu.
MopaseHWsi 0TAaNeHHbIX OPraHoB U CUCTEM B MOMEHT
MOCTaHOBKM [MarHo3a He Bbllo 0TMEUEHO HU Y OOHOrO
naumeHTa. Cnepyet ocobo oTMeTuTh, uto B Knaccudom-
Kauum onmyxosfie MArKUX TKaHel n kocten BcemupHom
opraHvsauuu 3ppasooxpaHennsa 2020 r. ctagupo-
BaHWe aHrMOCapKOMbl HE PEKOMEHAYeTCs, MOCKOJIbKY
arpeccuBHoe TeuyeHue 3aboneBaHus He Mo3BONAET
ncnonb3oBaTth CTaHAapTHble And CMT cucTeMbl OLEHKM
pacrnpoCTpaHeHHOCTM OMyxonesoro npouecca [1].

BOMbLWMHCTBO BKMIOYEHHBIX B aHann3 B0MbHbIX
noJslyyanu Tepanuio B paMKax creuuanbHbIX PEKOMEH-
pauni rpynnel CWS gns nauMeHToB C aHIMOCApPKOMOIA.
Mpu aToM y 2 13 4 NauMeHTOB, KOTOPbIM NPOBOAMNACH
Tepanusi B COOTBETCTBUW C BETBbIO ANS JIEYEHWUS aHrMo-
capkoM npotokona CWS, BBegeHue naknuTakcena
COMPOBOKAAMOCh Pa3BUTUEM MHPY3MOHHBIX peakumi,
HEe MO3BOMMBLLMX NPOJOMKUTL JIeUeHWe JaHHbIM npena-
paToM.

BaskHOM € nMpaKTUYeCKOoM TOUKM 3peHusa fBuMach
BO3MOMHOCTb 3aMeHbl MakMTakcena Ha Hab-naknu-
Takcen, COLEpXallMih HaHOOMCMEPCHbIN Naku-
Takcen, cTabunusupoBaHHbiM anbbymuHoM, bBes
pnobaBneHus aTaHona u Makporona rNuUepunpULnUHO-
nearta. llocnefHee BelLLeCTBO pacCcMaTpuBaeTCs Kak
KMI0YEBON 3NEMEHT pa3BUTUS UHADY3UOHHBLIX peaKLUui
npv Mcnosnb3oBaHuM naknutakcena [41]. Y 1 (50%)
U3 2 NMauMeHTOB C peakuueih rmnepyyBCTBUTENbHOCTU
Ha NaKMMTaKCesn YaCTWUYHbIA OTBET Ha Tepanwuio Bbin
LBOCTUrHYT NOCne NPOAOSIKEHNS JIEUYEHUS C UCMOMb30-
BaHWeM Hab-naknuTakcena, Yto COOTBETCTBYET MNpea-
CTaBMEHHbIM B NUTepaType CBEAEHWUSIM O BO3MOKHOM
3P HEKTUBHOCTU TaKOW 3aMEHbI.

Haww paHHble MOATBEpPXOAlOT arpecCuBHbI
XapaKkTtep TeueHus 3aboneBaHus 1 B LenoM Hebnaro-
MPWSITHBIN OTAANEHHBIN MPOrHO3. Tak, B 2 Crlyyasx oTMe-
yanocb paHHee nporpeccupoBaHue 3aboneBaHusa Ha
choHe nposeneHus cneundmyeckon Tepanuu, y 1 nauu-
eHTa Bbin KOHCTaTMPOBaH peumanB 3abonesaHus nocne
LOCTUKEHUS NONHOro oTBeTa. JIuwb 2 6onbHbIX B HACTO-
fiLLlee BPEMS KMBbl M HE MMEIOT NPU3HAKOB NPOrpeccu-
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poBaHus/peunnmnBa 3aboneBaHns nocre 3aBepLUeHUs
cneundunyeckon Tepanuu.

TeM He MeHee MONyYeHHble AaHHble CBUAETENb-
CTBYIOT O TOM, YTO Yy 4YaCTW NaLMEHTOB MPOBELEHMUE
MPOrpaMMHOro NieYeHusi, OCHOBAHHOIO Ha 3KCTpano-
NAUMM OMbITa Y B3POC/bIX MALMEHTOB, B YAaCTHOCTH
VHKOPMOPUPOBaHMUS B MHULIMASIBHYIO TEPANUIO TaKCaHOB
(naknuTakcen), MoskeT obecrneunTb ANUTENbHBbI
KOHTpONb Hap 3aboneBaHueM. Halim paHHble Takke
NOOYEPKMBAIOT BAXXHOCTb MPOBENEHUA NOKabHON
Ny4yeBOW Tepanuu, NOCKOMbKY Yy 2 BbIKMBLUMX NaLu-
EHTOB He BbII0 0TMeuYeHOo HebnaronpuaTHbIX CoBbITUN,
HeCMoTps Ha BbiMofHeHMe R1-pesekumn B OOHOM
Crny4Yyae U OTCYTCTBME XUPYPrUYECKOro feyeHus —
B APYroM.

NHTepeCHbIMM NpencTaBnATCA MNOMYyYeHHble
pe3ynbTaTbl NIeYeHUs NaLUMeHTOB C PELMOMBAMU aHIU-
0CapKOMbl, CBUAETENbCTBYIOLLIME O MOTEHLMANbHOM
3¢ deKTUBHOCTU KOMBMHALMIA Ha OCHOBe reMumTabuHa
1 TakcaHoB npu 3ToM Buae CMT. Takske BaHOM, Ha HaLl
B3rnsAn, ABNSETCH BO3MOKHOCTb MPOLOSIKUTENBHOMO
KOHTpONA Hapf 3abonesaHneM y MauMeHTOB C Nporpec-
cueit/peunamBoM: y 2 13 3 NauMeHTOB Npu KOHCTaTaumum
nporpeccun/peunansa onyxom XMMMoTepaneBTMYecKoe
fleYeHne C UCMOIb30BaHWEM Pa3fMyYHbIX KOMOUHALMM
npenapaToB MPOBOAMIIOCH B TEYEHWE MOCHEenyIoLwnx
18 n 30 Mec o MoMeHTa cMepTH OT 3aboneBaHus.
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cnyJyaeB 3aboneBaHus, nydlliee noHUMaHue buonorum
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