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UraHToKneTouHas aHrmobnactoma (FKAB) — ato
OuYeHb peflkas cocyaucTas OMnyxofb, BrnepBblie
onucaHHas Gonzalez-Crussi v coasT. B 1991 r. [1].
'KAB, xapakTepuaylowancs MeaneHHbIM, NOKanbHO
MHOUNBTPATUBHBIM POCTOM, A0 HACTOSALLEr0 BPEMEHU
He BK/lOYeHa B KayecTBe OTAEeNbHOM HO30M0rnye-
CKOW e[MHMLbl B TUCTONOMMYECKYIO Kraccudmkaumio
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®PIbY «HaumoHarbHbIn MEANLIMHCKUIA NCCIIEA0BaTENbCKUI LIGHTP AETCKOM remMaTosiornym, OHKOIormm
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MvranTokneTouHas aHrnobnactoma (FKAB) — aTo KpaiiHe pefkas onyxomnb COCYOMCTOrO reHesa,
onucaHHas B KoHLe XX Beka. OHa OTHOCUTCA K 0B6pa3oBaHUAM C MPOMENKYTOUHbBIM 3MTOKA4YECTBEHHbIM
MOTEHLMANOM ¥ XapaKTepu3ayeTcs NOKanbHO MHPUNbLTPaTUBHLIM POCTOM. OnyXosib He UMeeT Kaknx-nnbo
YETKUX OTIIMUNTENbBHBIX KIIMHUYECKUX XapaKTEPUCTUK. [IMarHo3 yCTaHaBMMBAETCA UCKITIOYMTESNIBHO Ha
OCHOBaHWW r’MCTOSIOMMYECKOro uccnenoBaHns. B nutepatype obcyaaloTca 2 OCHOBHbIE OMLMM IeYEHMS
AaHHOW NaToONOrMK: paayKanbHoe yaaneHne onyxonu 1 Tepanus HU3KMMK fo3amm nHTepdepoHa ansda.
Kak npaBuso, 3To KOMBMHMPOBaHHOE NeyeHve. B faHHOM cTaTbe NPUBOAUTCS ONMcaHne COBCTBEHHOMO
KIIMHWYecKoro cnyvas. Pooutenu nauveHTa fanv corfilacue Ha MCnosfib3oBaHne MHAOpMaLWu, B TOM
yncne dotorpadpuii pebeHka, B HayuHbIX UCCEQOoBaHMAX U Mybnnkaumsax. MIHTepec NnpeacTaBnsaioT kak
penkocTb 3aboneBaHus, Tak U1 0COBEHHOCTU KITMHUYECKUX XapaKTEPUCTUK NAHHOMO CIyyas, a UMEHHO
KpanHe HebnaronpuaTHas nokanusaums B 0bnacTu poTOrfIoTKM M COOTBETCTBEHHO HEBO3MOMKHOCTb
MPOBEAEHNS He TOMbKO PaAMKanbHOrO YAANeHWs ONyXOmn, HO 1 ee pe3ekuun. Boicokas BepoaTHOCTb
pasBUTUA HeobpaTUMbIX HEBPOSIOMMYECKUX OCMOMHEHUI B 3TON BO3PACTHON rpynne, CBA3aHHbIX C
Tepanue nHTepdbepoHoM anbda, CTaBuna Mo COMHEHWE BO3MOXHOCTb ero npuMmeHeHus. Bnepsbie
npv JaHHOM MCTOMOMMYECKOM BapuaHTe COCYAMCTON onyxomu Bbia NpuMeHeHa xuMuoTepanus,
BKII0YaIOLLLaA METPOHOMHYIO Tepanuio LiknodhoccaHoM 1 BUH6MacTUHOM B KOMBMHALWMM C NIMNOCOMAasbHOM
dopMoit gokcopybuumHa. MNocne 8 Kypcos xuMuoTepanuu Bbiil MOMYYEeH MOJHbIA KIMHUYECKUIA OTBET
C BOCCTaHOBJIEHWEM MPOXOAMMOCTM AbIXaTeSbHbIX U NULLeBapUTENbHbIX MyTen. Mepvon HabnioaeHns K
MOMEHTY HanucaHusa cTaTbi cocTaBun 36 mMec.

KnioueBble cnoBa: cocyancTas 0nyxXosb, rMraHTOKIETOYHas aHrnobnacToma, IMnocomarnsHas gpopma
[okcopybuumHa, uHTepghepoH anbgha
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Giant cell angioblastoma

L.A. Khachatryan, I.S. Kletskaya, G.A. Tereshchenko

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

Giant cell angioblastoma is an extremely rare tumor of vascular origin, described at the end of the 20th century. It belongs
to tumors with intermediate malignant potential and is characterized by locally infiltrative growth. The tumor doesn’t have
any clear distinctive clinical characteristics. The diagnosis is established on the basis of histological examination. Two main
treatment options for this pathology are discussed in the literature: radical removal of the tumor and therapy with low doses of
interferon alpha. As a rule, this is a combination treatment. This article describes our own clinical case. The patient’s parents
gave their consent to the use of their child’s data, including photographs, for research purposes and in publications. Interest is
in the rarity of the disease and the features of the clinical characteristics of this case, specifically the extremely unfavorable
localization in the oropharynx region and, accordingly, the impossibility of carrying out not only a radical removal of the tumor,
but also its resection. The high probability of developing irreversible neurological complications in this age group associated
with interferon alpha therapy questioned the possibility of its use. For the first time in this histological variant of a vascular
tumor, chemotherapy was applied, including metronomic therapy with cyclophosphamide and vinblastine in combination with a
liposomal form of doxorubicin. After 8 courses of chemotherapy, a complete clinical response was obtained with the restoration
of the patency of the respiratory and digestive tracts. The observation period at the time writing of this article was 36 months.
Key words: vascular tumor, giant cell angioblastoma, liposomal form of doxorubicin, interferon alpha
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onyxonen MArkux TKaHew u kocTelt BcemupHon opra-
HU3auuKu 3apaBooxpaHenus [2] n B knaccudmkaumio
ISSVA [3], onHaKo, OCHOBbIBAACb HAa KMMHUYECKUX
[aHHbIX 0nybrMKOBaHHbIX C/lyyaeB, a TaKKe CorflacHo
CYLLECTBYIOLLMM Kaccudmkaumnam cocyamcTtbix obpa-
30BaHuit [4] oHa OTHOCKTCA K OMYXOMAM C NPOMENKY-
TOYHOW CTemneHbio 3510KAUECTBEHHOCTH (NTOKanbHO
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WHBa3UBHbIA POCT 6€3 CKMOHHOCTM K MeTacTasnpo-
BaHMI0).

K HacToswweMy BpeMeHu cooblyaetca o 15 cnyyasx
(rabnuua 1). Mepsblit onucaHHbin cnyyait [1] npea-
cTaBnan cobol BposkOeHHOe MaccuBHoe obpasoBaHue
MPeAnsieybs C 3KCTEHCMBHBIM POCTOM OMYXOJW, KOTOPbIN
npuBen K HeobxoAMMOCTU aMmyTauuu KOHEYHOCTH,
HECMOTPS Ha paHee MpOBEeOEHHYI0 pe3ekuuio. Ha ocHo-
BaHMM MOPONOrMYecKon KapTuHbI aBTOPbI BMepBbIe
npennoxvnu ructonornyeckun auarHos: NKAB. CnycTa
10 net 6bino onybnmkosaHo ele 3 cnyyas 'KAB ¢ noka-
nusaumeit B obnactn Heba, ronosbl 1 pyku [5]. Bbino
MoKa3aHo, YTO 3Ta OMyXOflb ABMSAETCH YHWUKambHbIM
W pemdkuM cocyaucTbiM obpasoBaHMeM C MeAJSIEHHbIM
NOKanbHO MHMUAbLTPaTUBHLIM pocToM. B 2 cnyuyasnx
NPOBOAMIOCH NeyeHne MHTepdepoHoM anbda-2b B
COYETaHUM C pacLUMPEHHOW pe3eKkuunen. Takoe KoMbu-
HUPOBAHHOE fleyeHWe MpMBENIO K BbI3JOPOBMEHMI0. B
nocrenyioLLeM B nuTepaTtype Obin onucaHbl criyyam
XOPOLLUMMU pesynbTaTaMy KOMBMHMPOBAHHOIO feYeHus
XUPYPruyecK1UMmM MeTofamMm u nHTepgepoHom [6-91.

AnupeMuonorus

YacToTa BcTpeuaeMocTu HeusdBecTHa. Onyxonb
BbISIBIISIETCS HE TOJIbKO Y HOBOPOSKLEHHbIX, HO U Y IETEN
CTapLuero Bo3pacTta v fase y B3pocsbiX. Manbumku u
[1eBOYKM BOMEeloT C 0IMHAKOBOM YacTOTOMN.

Matorenes

Bbiro nokasaHo, YTO NOsIBMEHWE U pa3BUTME KpOBE-
HOCHbIX COCYAOB KOHTPONUPYIOT MO MeHbLUeh Mepe 2
FPynnbl TUPO3WHKMHA3HbIX peuentopos: TIE1 u TIE2.
OnHu onpepensoT oucdepeHUMpoBKY KM nponude-
pauvio 3HAOTENWaNbHbIX KNETOK, APYrMe KOHTPOMPYIOT
cdopMMpoBaHMe COCYLUCTOM CTEHKU U COCYAUCTOro
«f10)a». HapylueHne 3KCNpeccun TUPO3MHKMHA3ZHBIX
PeLenTopoB MM MOTEPS OFHOI0 M3 HWUX MOrYT NPUBO-
OWTb K aHOMaslbHOMY OMyX0Jf1eBOMY aHrnoreHesy. CBsidb
MaTo/IOrMYECKUX MEXAHW3MOB, JleXaLUMX B OCHOBE
'KAB, ¢ noTepel TMPO3MHKMHA3HBIX peLenTopoB Heob-
XOAMMO [ioKka3aThb. B HacTosLee BpeMs aTvonornyeckme
dhakTopbl M NaToreHes 3aboneBaHus OCTAOTCA HEU3-
BECTHbIMM [12].

KnuHuka

HoBoobpasoBaHue pacnonaraeTtcsi, No LaHHbIM
nMTepaTypbl, NPENMYLLECTBEHHO HA KOHEYHOCTSAX,
ronose, Hebe. 3T0 cocyancTas OMyxosib C JIOKanbHO
arpeccuBHbIM pocToM, 6e3 ueTkux rpanuu. Koxa Hap
OMyXOrblo Pa3HOI OKpacku: oT benecoro 4o CBET0-KO-
PUYHEBOrO LBeTa, MHOTAA C M3bsA3BNEHUAMU. bbino
MOKa3aHo, YTO OHA MOKET BOBEKATb HE TOSIbKO MArKue
TKaHW, HO M KOCTHYIO TKaHb [6, 7, 9], uTO NpUBOAMT K
pa3BuTHIO BONEBOro CMHAPOMA 1 MOXET BbITb NPUUNHON
MHBaNMAM3aLnv NauyeHToB.
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OunarHos 'KAB ycTaHaBnMBaeTCA UCKIIOUMTESNTBHO MO
pesynbTaTaM rmcTONornyeckoro MCcrnenoBaHus.

MmcTonormyeckue usMeHeHus

Hanbonee xapakTepHOM rmcTONOrMYECKON 0COBEH-
HOCTbIO [AHHOW OMyXOnu SIBNSIeTCA HOAynspHas,
conupHas n nnexkcndopMHasa nponudpepaumns Hegnud-
dhepeHLMpPOBaHHbIX Me3eHXMMasIbHbIX KNeToK, dnbpo-
6nactos, Mmodunbpobnactos v nepuuntos [1, 5, 7].
CTpoMa onyxonu C OTEKOM, HEPaBHOMEPHO BbIpa-
XeHHbIM (hMbBp0O30M, 0TMeYaeTCs MOHOHYKIeapHas
MHGUNBTPALMSA C NPUMECHIO MHOFOUYUCTIEHHBIX TUraHT-
CKMX MHOTFOSIBEPHbIX TMCTUMOLMTOMOLOBHBIX KIETOK.
HabniopaeTca MHUNBTPATUBHLIA POCT C XapaKTepHOM
KOHLIEHTPUYECKOW Napa- U NepuBacKyNApHOWM rpynnu-
POBKOI 31eMeHTOB C hopMMpoBaHMeM MydTonofo6HbIX
CKOMMEHUI KI1ETOK BOKPYI MHOIOYUCIEHHbIX BETBA-
LUMXCA KPOBeHOCHbIX cocynos [7]. LuTtonornueckas
aTVUMusA He BbIpaskeHa, MUTOTUYECKAas aKTUBHOCTb HU3Kas
WNK He onpepenseTcs.

MMMyHornctToxmMmueckoe uccnepoBsaHue

'KAB He obnapaet cneundmuecknM MMMyHODEeHo-
TUMOM: B BEPETEHOBUAHbLIX U OBASIbHbIX, @ TAKKE MOHO-
HYKMeapHbIX U MHOIOSIAEPHbIX KNeTKax onpefenseTcs
3KCMpeccust BUMEHTWHA, MpW 3TOM peakuusi C Mapke-
paMu MblLLIEYHOM AMdDhEePEeHUMPOBKY (KarbMoHMH, Kaslb-
[leCMOH, 0eCMUH) B KrneTKax obpa3oBaHus OTCYTCTBYeT.
B aHpoTenuu natonornyeckmx COcynoB onpenenseTcs
skcnpeccusi CD31, CD34, B bonee KpynHbIX COCYANCTBIX
MOMOCTSAX 3HAOTESIMIA MOXET 3KCNpeccupoBaTb hakTop
VIIl. B BepeTeHOBMAHbLIX KIETKax MOET onpeaensTbCs
dokanbHas akcnpeccusa SMA. Peakummn ¢ aHTUTenamm
k PanCK, muorenuny, S100, CD1a HeraTuBHas, ypoBeHb
nponudepaTUBHOM aKTUBHOCTM Mo 3kcnpeccumn Ki-67
HU3KMA — 2-5%.

MonekynsapHo-reHeTMueckoe uccnenoBaHne
B HacTosfllee BpeMs AaHHble O FeHeTUYEeCKMUX
aHoManusax B 'KAB B nuTepaType oTCyTCTBYIOT.

AundcdepeHumanbHas aMarHocTuka

OvnddepeHumansHasa guarHoctuka 'KAB pomskHa
MPOBOAWUTLCA Kak C COCYAUCTbIMM AobpokayecTBeH-
HbIMU (MHCpaHTMMbHAsA reMaHrMoMa), NoKasibHO arpec-
CMBHbIMM (KanowundopMHas reMaHrMosHaoTenvoma) u
3110KaYecTBeHHbIMU (aNUTenMonaHas reMaHrmoaHmo-
TenvoMma, BoraTthlil TUraHTCKUMK KIeTKaMU BapuaHT)
onyxonamu (Tabauya 2), Tak U C MATKOTKaHHbIMU
HoBoOOpa3oBaHUSAMM AeTCcKOoro Bo3pacTta: fobpo-
KayecTBeHHbIMU (MuUocbmbpoMa), nokanbHO arpec-
cuBHbIMK (NnekcudpopMHas dmbporucTmounTapHas
OMyXofb), 3M0KaYeCTBEHHbIMKW (MHAHTUNbHASA
dombpocapkomMa, amMbpuoHanbHasa pabooMuocapkoMa)
(rabnuua 3).




KJIMHUYECKWUE HABJIOOAEHUA

Tabnuua 1
KnuHuueckune cnyyam 'KAB
Table 1
Cases reports giant cell angioblastoma (GCAB)
Pasmep
UcTouHMK Mon Bospact Jlokanusauus Onyxonu, cM JleueHue Ucxopn
Source Sex Age Location Tumor size, Treatment Follow-up
cm
3 MecsLa Mpasoe AMnyTauus B BO3pacTe
F. Gonzalez-Cruss  KeHckuit (BpospeHHas) S i 85 31,5 MecAaua be3 npu3HakoB peunamsa
1 coasT., 1991 [1] Female 3 months Riphjtlforearm ’ Amputation at age 31.5 Uneventful post-op course
(congenital) 9 months
T s CybroTansbHoe HeT npuaxakos nporpeccuu
S.0. Vargas u MysKCKOM  (BposkaeHHas) Markoe He6o yaanexve UK pesupyanbHoi bonesnn
coasT., 2001 [5] Male 7 months Central palate 15 WnTepchepoH anbea B 56 Mecsies :
(congenital) Subtotal excision No progression of minimal residual
9 Interferon alpha disease at age 56 months
7 T paBoe CybToTanbHoe Het npuaHakos nporpeccuu
S.0. Vargas u o BO3BbILLEHNE yaaneHve UK pesupyanbHoi bonesHu
S0V 2{;001 - Myl\,:lkaclgom [Bp;)ﬁ%ﬁwsa"] runoTeHapa 3,3 WHTepcbepoH anbta B 27 MecsiLeB
N (congenital) Right hypothenar Subtotal excision No progression of minimal residual
9 eminence Interferon alpha disease at age 27 months
S.0. Vargas u MeHckuit 25 pHel Ckanbn Heﬁ s Pesexums HeT AaHHbIX
coagT., 2001 [5] Female 25 days Scalp it Resection No data available
IleBas
R.J.Mao u coaBT.,  Myskckoit 15 MecsiueB  BonbluebepLioBas 0.8 Pesekuus HeT naHHbIx
2011 [6] Male 15 months KOCTb 0 Resection No data available
Left tibia
R.J. Mao n coaBT.,  Myxckoi 4 ropa ﬂpaBaigggfeHHaﬂ 3 KiopeTtax Peunnue q:np:;aﬁaxec DIEERIS
2012 7] Male 4years Right thighbone Thorough curettage Recurrent 17 months after surgery
HeT npu3HakoB nporpeccuu
S. Crivelli-Ochsner  Myskckoi 41 rop [opgkoneHHas siMKa 2.4 RefirarHan 1nu pesunpyasnbHoi bonesmn
1 coasT., 2013 [10] Male 41 years Popliteal fossa 0 pesekuns. uyepes 16 Mec
Radical resection
Uneventful 16 months
HeT npu3HakoB nporpeccuu
L. Yu n coasT., Myskckon 23 Mecsiua npaaaiﬁeﬁfe“aﬂ 2 Pesekuus 1nu pesunpyarnbHoi bonesHn
2015 [9] Male 23 months el 3]‘? P Resection uepes 2 Mec
g ighbone
Uneventful 2 months
HeT npu3HakoBs nporpeccuu
L. Yu n coasr., MysKkckoi 8 net neBaﬂKg%ﬁEeHHaﬂ 2 Kiopetak Unn peaunayansHoi boneaqu
2015 [9] Male 8 years Left distal femur Thorough curettage uepes 10 mec
Uneventful 10 months
o HeT npu3HakoB nporpeccuu
L. Yu u coasT., YKeHckui 37 net ﬂﬁﬁg:g:gzm 2 KiopeTtasx 1nu pesunpyanbHoi bonesHu
2015 [9] Female 37 years Lumbar vertebra Thorough curettage uepes 21 mec
Uneventful 21 months
[ACTHbIE KOCTV M -
L. Yu n coasr., MeHckuit 56 net chanaHra cnesa 3 Kiopetak Husa c pizgiyaa%“:gcﬁonewb'o
2015 [9] Female S6years  Left frleelins and UG Alive with disease for 10 months
Peunamsbl B 2011 r. n 2014 r.,
6e3 npu3HakoB nporpeccum
Y.Maucoast,  ewcki e 1°Ban Denpentan . Kioperas R
2016 [11] Female ChEES Left distal femur Thorough curettage Recurrent in 2011 and 2014 and
uneventful for 23 months after the
latest surgery
Kiopetax u Peuname B 2013 r., 6e3 npu3HakoB
Y. Ma 1 coasT MysKCKOM 1ron lNpasas beapeHHasn QJUIOTPAHCTINAHTALMA o invBa yepes 27 Mec nocrie
2016 [11] Male ey KOCTb 1 P AL nocrefHeit onepaunm
Right distal femur anedse?lloc reaaftabocnee Recurrent in 2013 and uneventful for
implagntation 27 months after the latest surgery
HeT npu3HakoB nporpeccuu
Y. Ma u coasT., MyskcKoi 7 net neBaﬂK?)iﬁEeHHaﬂ 2 KiopeTtax 1nu pesmnpyanbHoi bonesHu
2016 [11] Male 7 years Left distal femur Thorough curettage uepes 26 Mec
Uneventful for 26 months
[lncTanbHbIn
MeTadm3
BonbLuebepLiooi
. KOCTM, MATOYHAs HeT npusHakos nporpeccuu
R.Y. Zhang u Myskckom 5 net 1 TapaHHas KOCTH 2 Xupypruueckoe WK pesupyanbHoi bonesnn
coasr., 2018 [12] Male 5 years (MHOXeCTBEHHbIE) Surgery only uepes 12 Mec
’ Distal metaphysic of Uneventful for 12 months
tibia, calcaneus, and
astragalus
(multiple lesions)
MNMopbAsbluHana
14 pHeit obnactb ¢ HeT npu3HakoBs nporpeccuu
HacToswmii cniyyaii Myskckol  (BposkaeHHasi) pacmpocTpaHeHuem 47 Xummnotepanus UIu pesupyanbHoi bonesnn
Present case Male 14 days B POTOTTIOTKY ’ Chemotherapy uepes 36 Mec
(congenital) Sublingual with Uneventful for 36 months

oropharyngeal spread
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Tabnuua 2
OndbdheperumansHas anarHoctnka MKAB 1 cocyancTbix onyxonen
Table 2
Differential diagnosis between GCAB and vascular tumors
MapameTtp F'KAB WHdaHTUNbHas KanowmudopmHas AnutenuoupHas
Parameter GCAB reMaHruoMa reMaHrnosHpoTen1oMa reMaHrMo3HaoTenuoma ¢
Infantile Kaposiform 0CTEOKNacTonoaobHbIMM
hemangioma hemangioendothelioma FUraHTCKUMU KNeTKaMu
Epithelioid hemangioendothelioma
with osteoclast-like giant cells
Bospact BposkaeHHas/HeoHaTanbHbIi HeoHaTanbHbIi HeoHaTanbHbI 1 paHHWit [let, Monopble B3pocrible
Age Congenital/infancy nepvoa [6bICprIl7l LeTCKUi BO3pacT Young adults, children
pOCT B nepBsble Infancy, early childhood
Hedeny )usmm)
Infancy (rapid growth
in first weeks of life)
Jlokanusauus [onocTb pTa, ckanbm, Koska, Koska, Markue TkaHu, MynbTULIEHTPUYECKN: KO3Ka,
Location TYII0BULLE, KOCTH BUCLIEpanbHbie BUCLIepanbHble nopaxeHus. He KOCTH, U/Wn BHyTpeHHUe
Oral cavity, scalp, trunk, bone nopax)eHns nopaxaeT NepBUYHO KOCTH opraHbl
(neueHb). He Skin, soft tissue, visceral, never Multicentric, involving skin, bones,
nopaxaet primary bone involvement and/or viscera
NEPBUYHO KOCTH
Skin, viscera (most
often — liver), never
in the bone
Poct MHBa3nBHbIN 3KCMaHCHBHbIN MHBa3MBHbIN MHBa3mMBHbIN
Growth Invasive Expansive Invasive Invasive
KneTouHbI coctaB BepeTteHoBuaHble SHpoTenwi, 3HEOTEeNWA, BEpEeTEHOBUAHbIE OnuTEenNMonaHbIe, TMraHTCK1e
Cytology Me3eHXMMarbHble KIEeTKH, nepuumnThbI KIETKN MHOrOSA€PHbIE KMETKM
MOHOHYKII€apbl, FUraHTCKue Endothelial cells, Endothelial cells, spindle cells Epithelioid, giant cells
MHOrOSIePHbIE KMNETKN pericytes
Spindle mesenchymal cells, giant
cells
CtpoeHve [MyukoBoe JlobynspHoe JlobynspHoe KopoTkue Taxu, Lenouky n
Pattern Fascicular Lobular Lobular rHesna
Short strands, cords, chains, and
nests
Matpuke MwukcounaHbIn Het Het ®rBPO3HBIN, MUKCOMAHBIN,
Matrix Myxoid No No rManuHoBbI
Fibrous, myxoid, hyaline
Cocynbl AHoMarnbHble BeTBALLMECH Kanunnspbl Hespenble kanunnspeol, PaccesHHble Menkue cocynbl,
Vasculature COCYAbI C KOHLEHTPUYECKUMU Capillaries LLieNIeBMaHbIE COCYMbl Ba30hopMaLIMs He BblpaskeHa,
W BKCLIEHTPUYECKUMU Poorly formed capillaries, slit-like MHTpaLMTONNa3MaTuyeckme
«MypTaMu> 13 KNeTok vessels BaKyonu
onyxosnu Scattered small lumin_a lined
Abnormal ramifying vessels with by flattened endothelia and
concentric or excentric cellular intracytoplasmic vacuoles
cuffs of neoplastic cells
MNMMyHorncToxmmms CD68* rraHTCK1e KNeTku GLUT1" 3Kkcnpeccus nopgonsiaHuHa CD31, FVIIl, CD34 B 50%
Immunohistochemistry CDé68" giant cells B BepeTeHo0bpa3sHbIX KreTkax CD31, FVIIl, CD34 in 50%
Ha nepudepum fonek
Podoplanin expression in spindle
cells at the periphery of the lobules
[eHeTuKa Het Het Het WWTR1-CAMTAL
Genetics No No No
IeueHue COCTOSILLMI B MHIMBMLUMM pocTa pa3HoobpasHbiX BUPYCOB

B nutepatype obcyskpaoTcs 2 onumu:

— XMPYPruyecKoe neyeHne — papvkasbHoe yaaneHue
OMyXOJM C XOPOLLIMM [0/ITOCPOYHbIM 0TBETOM [1];

— Tepanusi MHTepdpepoHoM anbdoa [8].

Kak npaBuio, 3To KoMbHMpPOBaHHOE feyeHwe.

NHTepchepoHbl — 3TO ceMencTBo BenkoB-uMTO-
KMHOB, 06MajalolWmnx pasfiMuHbIMU XUMUUYECKUMU,
aHTUreHHbIMU U BUONOrMYEeCKUMKU CBOWCTBAMM,
00yCnoBNMBaIOLWMMU CIOXHbIE BHYTPUKIETOYHbIE
aHTUBMPYCHble, aHTUNPoNMdepaTnBHbIE U UMMYHOMO-
oynupyolme adpdpekTb [13].

BbinensiioT 3 OCHOBHbIX Knacca MHTepdhepoHOB
(INF-o,, INF-B, IFN-y) B 3aBMCMMOCTM OT CTPYKTYpbI,
BUONOrnyecknx PYHKUMIA 1 aHTUreHHocTn (Tabrmua 4)
[14].

AHTMBUPYCHbIN 3bdeKT BrnepBble BblT onucaH
B 1957 r. kKak peHOMEH BMPYCHOM UHTepdepeHumn,
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B KIeTKax Mof BIMSIHUEM MEOMAaTOPOB, CEKPETUPYEMBIX
APYrMMU MHDULMPOBAHHBIMU KIETKaMU TOTO e BUAa.
Cam no cebe uHTepchepoH He obnagaeT NpPOTMBOBU-
PYCHbIM 3(P(PEKTOM, HO CTUMYNUPYET CTaHOBMEHME
PE3UCTEHTHOCTU K BMPYyCaM B HEWH(ULMPOBAHHbIX
KrneTkax. 3T0 JocTUraeTca NMyTeM aKkTuBauun fHyc-ak-
TUBMPOBAHHbIX KWMHA3, KOTOPble BKMKYAIOT NyTeM
hocdopUNMpoBaHNS CUrHASbHbIE MYTW, OTBETCTBEHHbIE
3a cuHTe3 6enkos, MHrMBMPYIOLLMX MPOHWKHOBEHWE,
[leKancupaumnio, TpaHCKpUNLUMIo /unu cuHTes 6eskoB
BMpYyCa.

IFN-o, CMHTE3MpYEMbI NeikouMTaMu, NpeacTaBnseT
coboin MHorodhyHKUMOHanbHoM Benok. Kpome npoTueo-
BMPYCHOM 3aLLMTbl U UIMMYHOMOJYIIMPYIOLLEro AENCTBUA
OoH obBbrnapjaeT Take aHTUNPoNMdepaTUBHbIM U aHTU-
aHIMOreHHbIM OENCTBUSAMU, B YACTHOCTU B OTHOLLEHUM
cocyamcTbix obpasosaHuit [15, 16].



KJIMHUYECKWUE HABJIOOAEHUA

Tabnuua 3
Indbbeperumanbras anarHocTka MKAB M MArkoTKaHHbIX ornyxorein AeTCKoro Bo3pacTta
Table 3
Differential diagnosis between GCAB and pediatric soft tissue tumors
MNapameTp 'KAB Muocdmbpoma lnekcudopmHas cou- [urantoknetou- WUHdaHTUNbHasA pu-  AMbpuoHanbHas
Parameter GCAB Myofibroma 6porucTiounTapHas Hasi nbpo6- 6pocapkoMa pabpomuocap-
onyxosnb nactoMa Infantile fibrosarcoma KOMa
Plexiform fibrohistiocytic Giant cell Embryonal
tumor fibroblastoma rhabdomyosarcoma
Bospact BposkneHHas/Heo-  BposkaeHHast/ [letv 1 Monopble BposkneHHas/ BposkaeHHas/HeoHa- [leTcruit
Age HaTanbHbIN HeoHaTarslbHbIi B3pocC/ible HeoHaTarsbHbI TanbHbIN Children
Congenital/infancy  Infancy/congenital Children and young adults  Infancy/congenital Infancy/congenital
Jlokanusauus MonocTb pTa, [lepmanbHas, BepxHve KoHeuyHocTH, TynoswuLue, Msrkue TkaHu ["onoBa u wes,
Location CKarnbM, TYNOBU-  MOAKONHAs, BUC-  HUXHUE KOHEYHOCTH, NPOMEKHOCTb, Soft tissue MOYernonosas cu-
Lie, KOCTK LeparnbHas ronoBsa u Lues NOAMbILLEYHas cTeMa
Oral cavity, scalp, Dermal, Upper extremities, lower obnacTb Head and neck,
trunk, bone subc_utaneous, extremities, head and Trunk, groin, axilla genitourinary
visceral neck system
Poct VHBa3uBHbIN Xopouo oTrpa- VIHBa3MBHbIN VHBa3MBHbIN VHBa3MBHbIN VHBa3uBHbIN
Growth Invasive HUYEHHas, 3KC- Invasive Invasive Invasive Invasive
NaHCWBHbIN
Well-
circumscribed,
expansive
KneTouHbI BepeteHoBuaHble  Hespenble oBo- MoHoHyKneapHble M3BuTble Mo- OT BepeTEHOBUOHBIX  3BE3AYaTble NpU-
cocTaB Me3eHXVMarbHble  WOHbIE W 3pENble  3NUTEeNIMOMAHbIE TUCTU- HOMopdHble [0 OBOWIHbIX KMETOK  MUTUBHbIE KITETKM,
Cytology KIIETKM, MOHOHY-  BEPETEeHOBMAHblE OLMTOMNOA0OHbIE KNET-  BepeTeHOBWAHbIe Spindle to ovoid pabaoMrobnacTbi
Kreapbl, F’MraHT- KIETKM KW, BEPETEHOBULHbIE 1 paccesiHHble _ Stellate
CKue MHorosigep-  Immature plump  (muo)dpmbpobnacTel, TUraHTCKMe primitive cells,
HbIE KIETKM and mature OCTEOKNacTononobHble  MHOrOAEpHbIe rhabdomyoblasts
Spindle spindled TUFAHTCKME KNeTKU KNeTKM
mesenchymal cells, Mononuclear epithelioid ~ Wavy bland spindle
giant cells histiocyte-like cells, cells and scattered
spindled (myo)fibroblasts, giant cells
osteoclast-like giant cells
CTpoeHve [TyukoBoe BudpasHoe, c Ha-  ®ubpobnacTtonopnob-  MnoknetouHoe, [TyukoBoe HeynopsnoueHHo
Pattern Fascicular n4neM «Muonp-  Hole (MHCUNLTPUPYIO-  HEeYNOpPsAAOYEHHO Fascicular pacnono}eHHble
HbIX Y3€/IKOB»  LUME), SMUTENMOUTHbIe  PaCTOSIOKEHHbIE 3neMeHTbl. B
Biphasic (Homynm) v ruranTckue 3M1EMEHTbI 6oTpronaHOM
KneTku Hypocellular BapuaHTe — KaM-
Fibroblast-like patternless BuanbHbIN croin
(infiltrating), epithelioid Patternless
with cannonball
nodularity and giant cells
Matpukc MuKcouaHbIn Konnarenu- MuKkcouaHbIn, rva- MuKconaHbIi, KonnarenusuposaH- MuKcouaHbIn
Matrix Myxoid 3MPOBaHHbIN, NMHWU3UPOBAHHbIN, KOMMareHnampo-  Hblid, MUKCOMAHBIN, C Myxoid
MUKCOMEHO-TMA-  MeTanracTuyeckas BaHHbIN NPUMECHIO 351IeMEHTOB
FIMHOBBIN occudmKaums Myxoid, collagenous BOCMarneHms
Collagenous with Myxoid change, Collagenized,
myxohyaline hyalinized collagen, inflammatory, myxoid
changes metaplastic bone
Cocyabl AHOManbHble BeT-  MHorouvcneH- be3 ocobeHHocTEN BeTtBalumecs MoryT bbITb BbipaskeH- be3 ocobeHHocTen
Vasculature BAILLMECS COCYAbl  Hble TOHKOCTEH- Non-specific NCEeBOOCOCYAU-  HbIMU, BETBALLMMUCS Non-specific
C KOHLEHTPUYEe-  Hble BETBALLMECS CTble npocTpaH-  Possible — prominent,
CKUMM UIN 3KC- nof NPSMbIM cTBa HPC-like
LEHTPUYECKMM  YITIOM COCYAbI Irregularly
«MychTaMu» U3 C NpoTpyaueit branching
KINETOK OMyXomu «MWOUAHBIX pseudovascular
Abnormal ramifying  y3enkoB» B npo- Sheces
vessels with ceeT
concentric or Numerous thin-
excentric cellular walled branching
cuffs of neoplastic  Hp(c-like vessels
cells with spindle cells
bulging into the
lumina
MmmyHorncto- CDé68* ruraHtckue SMA, kanboecmoH CD68" ruraHTCcKue CD34* TRK* [lecMuH,
XUMUA KINETKM (BepeteHoobpa3-  kneTku, SMA* Bepe- MworenuH, MyoD1
Immunohisto- CD68* giant cells Hble KIEeTKW), TeHoBuaHble (Muo) Desmin, Myogenin,
chemistry CD34 (chokarbHo chnbpobnacTei MyoD1
B He3perblx 06- CD68" giant cells, SMA*
nacTsx) spindled (myo)fibroblasts
SMA, Caldesmon
(spindle cells),
CD34 (focal in
immature areas)
leHeTvKa Het Hert Het COL1A1—-PDGFB  t(12;15)(p13;q25) Het
Genetics No No No ->ETV6-NTRK3 No
AHTuUnponudpepaTnBHbin 3dhdeKT pocTuraertcs KUNepoB, YyCUIEHWEM LUTOKMHOBOW aKTUBHOCTHU

HEMOCPEACTBEHHO LMTOTOKCUYECKUM BO3LEWNCTBMEM
Ha OMyXOIieBble KMNEeTKM U W3MEHEHWEM UX aHTWUTeH-
HOrO COCTaBa, a TaKe OMOCPefOBaHO 3a CUET aKTh-
BaUMM Makpodaros, NMMMOLNUTOB U HaTypanbHbIX

[17].

AHTuaHrnoreHHbl 3agchekT Bbin nokasaH nabopa-
TopHbIMK MccrepoBaHusamy B 1980 r. OH peanuayeTcs 3a
CYET 2 MEXaHW3MOB:
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Tabnuua 4
Knaccudmkaumsa 1 xapakTepucTukm nHTepdepoHoB
yenoBseka

Table 4
Classification and characteristics of human interferons

XapaKTepucTHKa Knaccel uiTepcepoHos
Characteristic INF-o, INF-B INF-y
McToyHmk JTWthiI?Otl;llMTZI ®unbpobnactel  Thl-numdounTsl
Source chlsoo Fibroblasts Th1-lymphocytes
Yncrno

Number >23 1 1
Toprosoe rINF-a-2a e

0603HaveHe rINF-0-2b ;m;g%g INF-y
Trade designation cINF-1

lMpumeyanue. rINF — pekoMbuHaHTHbIN MHTEepghepoH, cINF — KoHceHCyCHblIl
nHTEpPhepoH (MoslydeH nyTem XMMUYECKOro cCuHTe3a).

Note. rIFN = recombinant interferon; cINF — consensus interferon (obtained by chemical
synthesis).

PucyHok 1

Jranbl hopMuUpoBaHUsA cocynos (BacKynoreHes/aHrvo-
reHes)

Figure 1
Stages of a vascular formation (vasculogenesis/angiogenesis)
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PucyHok 2
FGF-perynsuns BackynoreHesa
Figure 2

FGF regulation of a vasculogenesis

— BNoKMpoBaHMA MUrpaumu 3SHAOTENUAbHbIX
kneTtok [18]. Murpauus sHAOTENManbHbIX KNETOK
npenctaenseT coboit ofMH M3 HeobxooMMbIX 3TanoB
BaCKynoreHesa — (poOpMMUpPOBaHNSA HOBbIX COCYAOB W3
npeqLwecTsyiowmx (pucyHok 1);

— brokunpoBaHusa akcnpeccun reHa bFGF v cuHTe3a
cooTeeTcTBylollero benka (basic Fibroblast Growth
Factors — FGF).

FGF — aT0 ayTOKpWHHbIA hakTop pocTa, KOTOPbIM
HaXxoAWTCA B UMTOMMa3Me 3HAOTEeNMUanbHbIX KINETOK
nponudepupyoLLmMx COCyaMCTbIX HOBOOBpa30BaHUA.
Kpome Toro, FGF Bbin BbigeneH u3 MHOrMX TKaHen,
BKIioyas onyxonessle [19].

FGF obnanaeT BbICOKON MUTOreHHOM aKTUBHOCTbIO
B OTHOLUEHWMM BONbLUIOrO CNEKTpa KNeTok Me30Aep-
MarnbHOr0 ¥ HEMPO3IKTOAEPMAIbHOrO NMPOUCXOKAEHMS,
K KOTOpbIM B TOM 4WCMe OTHOCST 3HAOTENManbHble
KINETKW, IMafkOMbILLEYHble KreTkn 1 dombpobnacTsl. Mog
nevictBueM bFGF aHrnobnactel Me3ofnepMbl audpdepeH-
LMPYIOTCA B 3HOOTENMAnNbHbIe KMETKM B 3MBPUOHANbHOM
nepuope hopM1poBaHKs cocynos (pucyHok 2).

OcHoBHoOW hakTop pocta cubpobnacTtos Hapsay
¢ VEGF (Vascular Endothelial Growth Factor) sBns-
eTca BeoyLUMM B npouecce HeoaHrnorexesa [20]. Ero
BbICOKMI YPOBEHb CMOCOBCTBYET HE TOMBKO KIIOHAbHOM
nponudpepaunm 3HAOTENUANbHbIX KIETOK, HO U
y4yacTByeT BO BCeX aTanax HeoaHrmoreHesa (pucyHok 3).

MepBoe ycnewwHoe npuMeHeHwne IFN-o 66110 npone-
MOHCTpMpOBaHO B 1989 r. npu neyeHnu reMaHrnomsi
nerkoro (moktop Carl White, Jeusep, CLUA) [22].
B Hauane 1990-x ropoB 6bino nokasaHo, uTo IFN-o
3P heKTUBEH B OTHOLIEHUWN MHAAHTUIIbHBIX FeMaH-
FMOM, B YaCTHOCTM MPU NEYEHUN CTEPOUAPE3UCTEHTHbIX
cdopM. Kpome Toro, 6bino BbiABEHO, YTO Ha3HayeHue
npenapaTa Cepono3nTMBHbLIM MaLMEHTaM C BUPYCOM
MUMMyHofebuLmMTa YerioBeKa NPMBOAMIIO K KYMMPOBaHMIO
KIMUHUYECKUX MPOSIBIIEHNA capkoMbl Kanowwum [23, 24].
3710 no3BonMno NpuMeHnTb IFN-00 B NeYeHnn Kanowum-
dhOopMHoOI reMaHrMoaHpoTenomsl [25].
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KJIMHUYECKWUE HABJIOOAEHUA

PucyHok 3
FGF-perynauus aHrvoreHesa [21]

Figure 3
FGF regulation of an angiogenesis [21]
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Ero ncnons3osaxue y nauneHtos ¢ [KAB ocHoBbIBa-
Nocb Ha criemytoLwmx nosuumsx [8]:

— y nauueHToB ¢ [KAB oTMeuyaeTca BbICOKMIA
ypoBeHb FGF;

— |IFN-o. uHrnbupyet runepnpoaykumio FGF [26];

— IFN-a ABnsieTca npenapaTtoM BTOPON NINHWK MpK
NeYeHUN CTepOMAPE3NCTEHTHBIX reMaHrmom [27] kak
00OPOKAYECTBEHHBIX, Tak U C MPOMEXKYTOUHbIM 3/10Ka-
YECTBEHHbIM NMOTEHLMANOM, K KOTOPbIM OTHOCUTCA Kano-
LWnPopMHas reMaHrMosHEoTENMoMa.

AHTMaHIMOreHHbI 3OdEKT B OTNIMUME OT aHTUNPO-
nmdoepaTMBHOIr0 0TMEYaeTCs MPU HU3KMX Jo3ax — oT 1 fo
3 MnH En/m?/cyT. [inuTenbHOCTL Tepanumu cocTasnser oT
6 0o 12 mMec. 3P PEKTUBHOCTb NEYEHNST MOMKHO KOHTPO-
NMPOBATb He TOSMbKO KIMHUYECKM, HO TaK¥Ke U MO YPOBHIO
FGF B 6ronormueckmx }mMoKOCTAX, Tak Kak bbino noka-
3aHO, UTO OH MOBBILLAETCH Kak B KPOBW, Tak U B MOYe
B nponvdhepaTmBHOM (ha3e pocTa cocyamucTbix obpaso-
BaHuin [28]. BbiNo oTMeueHo, UTo y naumeHTos ¢ [KAB He
pasBMBaeTCH Pe3nCTEHTHOCTb K IFN-al 1 uTo MHrMBuTopsl
HeoaHrmoreHesa, BOSMOXHO, CENIeKTUBHO BO3AENCTBYIOT
Ha NaToNMOrMYECKUin aHrnoreHes, Wansa dusmonoruye-
ckwit [8].

MporHos

MporHos npu NKAB HeonpepeneHHbIn. [laHHble
nuTepaTypbl CBUAETENbCTBYIOT TOM, YTO OH B 3HaA4u-
TENbHOW CTEMeHW 3aBUCUT OT MHDUNbTpaLMK nogne-
KaLUMX TKaHEeW, KOTOopas MOMeT OKa3aTbCA CaMbiM
rMaBHbIM MapKepoM HebnaronpuAaTHONO MPOrHosa u

BbITb I'IpMHVIHOVI BO3MOXHOIro peungmea 3aboneBaHus

[71.

KITMHWUYECKUK CITYYAN

Poaoutenu nauueHTa panu cornacue Ha MCNonb-
30BaHWe uHopMauuu, B TOM unucne doTorpacui
pebeHKa, B HayuHbIX MCCIIER0BaHUAX U Nybnunkaumsax. U3
aHaMHe3a M3BeCTHO, YTo pebeHoK BoneH ¢ poxaeHus,
korga 6bina obHapysKeHa onyxosib NPaBOW MOMOBWHBI
A3blka M AHA POTOBOM NOSIOCTK, NfoTHas u besbones-
HeHHas nNpu nanbnaumu. Ha ocHOBaHWM NPOBEAEHHbIX
uccrnenoBaHuin (MarHUTHO-pe3oHaHCcHas ToMorpadus,
MPT) Gblfl NOCTaBMNEH AWMArHO3. KUCTa MOAbA3bIYHONM
CIIOHHOM skenesbl (paHyna).

Ha 12-e cyTku »n3HuM bbina npennpviHaATa nonbiTka
panMKanbHOro yaaneHvst obpa3oBaHus, OfHaKo onepa-
TUBHOE BMELLATeSIbCTBO OCIIOXHUITOCh KPOBOTEYEHMEM,
B CBA3M C YeM Dblfia NpoBefeHa paclumMpeHHas buoncus.
YCTaHOBIEH AMarHO3: I0BEHWUIbHAs FeMaHrvoma ¢ n3bsas-
BIEHWMEM CNIU3UCTON 0BONOUKM.

B BospacTe 1 mecsiua pebeHoK NocTynun B AETCKYIO
KIMHUYeCKyto BonbHMLY Mo MECTY MTENbCTBA.

Mpu nocTynnexnuun: gedopmauus A3blka, AEBU-
auusa B 3[0OPOBYID CTOPOHY; NanbnupyeTcs NAOTHOe
y3noBoe obpasoBaHue no npasoMy BOKOBOMY Kpalo 1o
KOPHS$ A13blKa 1 MOA 13bIKOM C BbIPasKEHHOW KOHTaKTHOM
KPOBOTOUMBOCTbIO (M3 OHA POTOBOM MONOCTM BAOSb
A3blKa MCXOOUT nnoTHoe obpasoBaHue c benecoa-
TbIMW yyacTKaMu, pa3MepoM 4 x 2 cM, Joxojsiiee
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0O 3apHel cTeHKku rnoTku). ObpasosaHue Npueeno K
CTEHO3Y FopTaHW C HapyLleHueM abixaHus (acummeTpus
4epnanoBMAHbIX XPALLENA U MX AUCKOPAAHTHOCTb C aKTOM
LblXaHusi) U rnoTaHus. B CBA3W C HapyLIeHUEM aKTOB
rNoTaHWsA 1 AblXaHWs 3a cYeT 06TypaLmm BepXHWX Abixa-
TeNbHbIX W NULWEBAPUTESbHBIX NMYyTEW YCTaHOBMEHbI
TPaxeocToMa 1 Ha3oracTpanbHbIi 30HE.

Mo pmaHHbIM BU3yanu3auum:

— yNbTPa3ByKOBOE WCCIIEfOBaHME. TKaHW A3blKa
HECKOIbKO YTOSILLEHBI, B 0BnacTu onepaTMBHOro BMeLLa-
TenbCTBa onpenenseTca fedekT TKaHu 1o 1 cM, CTpykK-
Typa A3blka HETUMUYHAs, KPOBOTOK HE YCUIIEH;

— MPT ronoBbl 1 LLEN C KOHTPACTHbIM YCUSIEHUEM:!
B MpaBblX OTAeflax POTOrNOTKM OTMevyaeTcA AOMNof-
HUTe/IbHOe MArKOTKaHHoe obpasoBaHWe, pasMepamu
4,5 % 2,9 x 3 cM® (06bem 20 cM?) ¢ LOCTATOUHO YETKUMY
KOHTypaMu. KopeHb A3blka 0eddOpMMpPOBaH, CMeLLEH
BrieBo. OBpasoBaHWe NPUNENKNT K YITTy HUKHEN YeniocTy,
pocTuraeT Teepaoro Heba (6e3 MpMsHaKoB AeCTPyKUMK,
NepuoCTanbHON peakuum), NPUBOAS K CYsKEHMIO caruT-
TanbHOro pasMepa nNpoceeTa PoTornoTku. KoHTpactu-
poBaHWe BOCTaTOYHO OAHOPOAHOE, 0bpa3oBaHue MMeeT
TY )K€ MMOTHOCTb, YTO U A3bIK;

— MepecMOTp TMCTONIOFMYECKOro MaTepuana
(HMUL OFOW um. Omutpus Porauesa): onpepensi-

PucyHok 4
'mcTonornyeckoe CTpOEHne onyxosm

loTCA (PparMeHTbl MbILEYHON TKaHU C WHBA3WBHbIM
POCTOM OMYyXONW CONMAHOrO cTpoeHus. HeonnacTu-
yeckas TKaHb obpasoBaHa BETBALUMMUCA KPOBEHOC-
HbIMWU COCYAaMW, PaCMOSIOKEHHbIMW Cpean MUKCOULHON
CTPOMBI C NMMMOrUCTMOLMTaApHON MHUNbTPaUnen,
04aroBbIMW KPOBOW3MUSAHWUAMK. [lepuaHpoTenvansHo
onpepenseTcs Croi NepuuMToB, MPUCYTCTBYIOT BEpeTe-
HoBWAHble chnbpobnacTononobHbie KNETKN U KPYMHbIe
MHOrOAAepHble 3neMeHTbl. HekoTopbie cocyabl
9KTa3npoBaHbl M 3aMoSIHEHbl KPOBbIO, B OTAENIbHbIX
NMPUCYTCTBYIOT TPOMBbLI C NPU3HaKaMu OpraHuM3auum
(pucyHok 4).

MpoBeneHo MMMYHOrMCTOXMMUYECKOE UCCIeAo-
BaHWe C aHTUTENaMM K:

— CD31, CD34 (skcnpeccus B aHaoTenuu);

— SMA (sKcnpeccus B nepuunTax W rnafKkoMbi-
LUEYHbIX KNeTKax);

— CD68 (aKkcrpeccus B rMCTUOLMTAX M TUFAHTCKUX
MHOMOSIAEPHbIX KNneTkax).

Peakuusa B kneTkax onyxonu ¢ aHTuTenamu k CD3,
CD20, nopgonnaHuHy, MelanA, S100, necmuHy, MyoD1,
CD38, PanCK — HeratusHas (pucyHok 5).

3akrnioueHune: Mopdonornyeckas KapTuHa cooT-
BETCTBYET MMraHTOKIIETOUHOW aHrnobnacrome, obpaso-
BaHWe yAasieHo HepaguKasbHo.

A — HeonnacTnyeckas TKaHb COLEPMMUT MOBbILLIEHHOE KOSIMYECTBO aHOMASIbHbIX 3KTa3MpPOBaHHbIX BETBALLMXCS COCYAO0B, YacTb U3
HUX pacLUMpeHbl 1 3anofHeHbl TpoMbamu. OKpaLLMBaHWe reMaTOKCUITMHOM U 303UHOM, x 40; b — MHBA3MBHbIN POCT B MONEpeYHo-
nosiocaTylo MblleyHyIo TKaHb. OKpalLnBaHWe reMaToKCMIIMHOM U 303uHOM, x 100; B — oTMeuaeTcst hopMMpoBaHne KOHLEHTpUYe-
CKUX Nepu- 1 NapaBackysspHbIX «Myd)T> BOKPYI TOHKOCTEHHbIX cOCynoB. OKpallnBaHWe reMaToOKCUITMHOM U 303uHOM, x 200;

" — «MydpTbI» 06pa30BaHbl OKPYrbIMW, BEPETEHOBUAHBIMU U MHOMOSIAEPHBIMU KNeTKaMu. OKpaLLMBaHWe reMaTOKCUITMHOM U
3031HOM, x 400; [1 — 06UNnbHbBIA MUKCOUOHBIA MEXKITETOUHBIN MaTPUKC U BeTBALMeECA cocyabl. OKpalLMBaHWE reMaTOKCUIIMHOM U

303MHOM, x 100

Figure 4

Tumor hystology
A —the lesion has an increased number of abnormal ramifying vessels, part of them are ectatic and filled with thrombi. Hematoxylin and Eosin stain,
x 40; b — the tumor is characterized with invasive growth into the striated muscle. Hematoxylin and Eosin stain, x 100; B — the neoplastic cells are
forming distinctive concentric or eccentric cellular cuffs around thin-walled vessels. Hematoxylin and Eosin stain, x 200; I" — cuffs are composed

of round and spindled cells with occasional multinucleated cells. Hematoxylin and Eosin stain, x 400; [1 — abundant myxoid matrix and ramifying
vessels. Hematoxylin and Eosin stain, x 100
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PucyHok 5
MMMyHOFMCTOXMMMHeCKOG nccregoBaHue

A - c aHTuTenamu k CD31 (akcnpeccus B aHpoTenuu), x 200; b — ¢ aHTuTenamu k CD34 (akcnpeccws B aHpoTenuu), x 200; B - ¢
aHTUTenamm k SMA (akcnpeccus B nepuumMTax v riagkoMbllleuHbix knetkax), x 100; I — ¢ aHtutenamu k CD68 (akcnpeccust B

FNMCTUOLUNTAX U TMFaHTCKUX MHOIMoAAepHbIX kneTkax), x 200

Figure 5
Immunohistochemistry

A —with anti-CD31 (expression in endothelial cells), x 200; b — with anti-CD34 (expression in endothelial cells), x 200; B — with anti-SMA (expression
in pericytes and smooth muscle of the blood vessels wall), x100; " — with anti-CDé8 (expression in histiocytes and multinucleated giant cells), x 200
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B Bo3pacTe 2 MecsiueB pebeHok Bbin nepesepeH
B HMUL OION uM. OmuTpua Poravesa ons pelueHus
BOMpPOCa O TaKTUKe AasibHeWLLen Tepanuu.

Mpu noctynnenun: pebpunbHas nuxopapgka. Pot
MOJSTHOCTBIO He 3aKpbiBaeTCs M3-3a HonbLUMX pa3MepoB
A3blKa. A3blk fedhopmmpoBaH. o HUM cripaBa, a TakKe
no npaBOMYy Kpalo nanbnupyetcs nnoTHoe, 6esbo-
nesHeHHoe obpasoBaHWe, MO MpPaBOMYy Kpalo A3blK
nedurypuposaH, oTMevaeTcs runepcanusaumsa. Ha
nepenHe-H0KOBOW MOBEPXHOCTU fA3blka HabnwopaeTcs
3p03MBHas MOBEPXHOCTb HeBoMbLLUKX pa3MepoB ¢ BenbiM
prnbpuHOBLIM HanleToM. OTMeYaeTCst 3HAUMMOE CYKeHUe
npocBeTa poTOrfoTkM 3a cyeT obpasoBaHusa. [lbixaHue
CBUCTSLLEE, LLIYMHOE, Yepes3 TPaxeoCTOMY, U3 KOTOPOW
BblAenseTca obunbHOe CNM3UCTO-THOMHOE oThend-
emoe. Opbiwka o 70/MuH, caTypaumns 0o 95%, MHosKe-
CTBEHHbIe BIIa)KHble XpuWMbl MPOBOAHOIO XapakTepa.
MnTaHne ocyllecTBNseTCA Yepes3 HasoracTpasbHbIii
30HL.

MpoBeneHo obcnenosanne B cnepytoLLeM obbeme:

— 0bLMit aHanus KpoBu: NenkounTbl — 24 x 10°/n,
remornobux — 86 r/n, TpoMbounTbl — 725 x 10°/5;

— MUKpOBMonormyeckoe NCCnefoBaHNe KPOBK: poCT
Staphylococcus haemolyticus;

— KOMMbloTepHasi ToMorpadus ronoBbl W LIEW:
onyxosesuaHoe 0bpa3oBaHne COCyaUCTON NpUpPOabI;

— MPT: B npaBbIx 0TAeNax poTornoTkM C pacnpo-
CTpaHeHWeM Ha npaBble OTAENbl A3blka (KopeHb, Teno
“ KOHUMK) onpenenseTcs onyxonesuaHoe 0bpasoBaHue
(06beM 14 cM?®), KOTOpOE MHTEHCMBHO HakannueaeT
napamMarHeTuk. KoHTypbl obpa3oBaHus ueTkue, byrpu-
CTble. XapaKTepuCTUKM oMnyxonu Bonblue COOTBETCTBYIOT
cocynmcToMy obpasoBanuio. Obpa3oBaHue cTeHo3MpyeT
MPOCBeT POTOrNoTKM (pUcyHok 6).

Ha ocHoBaHMM NpoBefeHHbIX UCCrnefoBaHuUin Obin
MOCTaBMNeH MarHo3: oCHOBHOM — TKAB MArkux TkaHew
[Ha pOTOBOW NOMOCTK, A3blKa, POTOrNOTKN. OCNOKHEHME!
cencwc, 0bycnoeneHHbin Staphylococcus haemolyticus,
CTEHO3 POTOrfIOTKM, HOCUTESNb TPaXxeoCTOMbI.

Takum obpasoM, TaxecTb cocTosfHuA bbina
obycnoBrneHa Kak OCHOBHbIM 3abofneBaHWeEM U ero
OCJIOHEHWUSAMU, TakK U TEYEHMEeM CEenTUYeCKOro
npouecca.

lMocne nocTaHOBKWM AMarHo3a W KynupoBaHUs
cenTuyeckoro npouecca pebeHky bBbina HasHayeHa
KOMBMHMPOBaHHaA MONMXMMMOTEPanUs: 2-HepenbHas
MeTpoHOMHaa Tepanua (umknodpocdaH B H03e
50 mr/M?/cyT — 14 gHeit + BUHBNACTMH B [o3e 1 Mr/M?
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3 pasa B Hefenio) + nunocomaribHas hopMa LoKcopyou-
umnHa (Kenukce) B nose 1 Mr/kr 1 pas B 21 feHb.

Mocne 2 KypcoB Tepanuu BbINOSHEHA KOHTPOSIbHas
MPT (pucyHok 7), No AaHHbIM KOTOPO OTMevaeTcs
coKpallueHue pasmepoB obpasoBaHua Ha 57%, obbeM
onyxonu cocTasun 6 cM®.

Mocne 4 kypcoB Tepanuu bbina oTMeuyeHa Bbipa-
MEHHAs MOJSIOMUTESIbHAS KIUHUYECKast AMHAMUKa: A3bIK

PucyHok 6

pacrosioKeH B FOPU3OHTASIbHOM NII0CKOCTU, ero fedop-
Mauusa BblpaskeHa He3HauuTeNlbHO, KOpeHb BblbyxaeT
MEHbLLUE B MONOCTb POTOMMIOTKM U HE COMpPUKacaeTcs
C 3aflHeN CTeHKoM rnoTku. PebeHok caMoCcTosATeNbHO
rnoTaeT, He MOMEPXMBAETCH, A3blK YYaCTBYET B aKTe
rnoTaHus. YoaneH HasoracTpanbHbll 30HA, NUTaHUe
ocyllecTBnsieTcs Yepes poT. [10 faHHbIM KOHTPOSbHOWM
MPT oTMeueHa ganbHenLIas NonoXuTenbHas AMHaMUKa —

WHuumaneHas MPT obpa3osaHus potornoTku: T1-B3BeLueHHble u3obpaxenus (T1-BU) B peskume 3D TEE

A — HaTuBHOE uccnenoBaHue (caruTTanbHas Npoekums). OTMeuaeTcs yBenuueHre pasmMepos sibika. OpraH 3aHUMaeT BCIO
POTOBYIO MOMOCTb, UMEET HEMPaBUIbHYIO CDOPMY, HEPOBHbIE KOHTYPbI; B—I" — nccnenoBaHe nocne BHYTPUBEHHOMO BBELEHUS
KOHTPACTHOr 0 BeLLecTBa (caruTTanbHas, akcuanbHas, KopoHarbHas npoekumm). BrisBnseTcs obpasoBaHue B NPaBoi NoMoBUHE
A3blKa ¢ ByrpucTbiMm KoHTYpaMu. OBbpa3oBaHne MHTEHCMBHO U HEPaBHOMEPHO NoBbiaeT MP-curHan nocne BBeoeHUst KOHTPacT-
HOrO BELLECTBA KaK Ha YpOBHE Tena, TaKk U B KOpHe A3blka. PasMepsl 0bpa3osaHus 44 x 29 x 22 MM (caruTTasbHbIi/KopoHasib-
Hbli1/BepTVKanbHbIN pasmepbl), 06beM 14 cM®. OBbluHas apXUTEKTOHMKA MbILLLbI A3blKa HE MPOCIEXMBAETCS

Figure 6
Initial MRI of oropharyngeal neoplasm. T1-weighted images 3D TEE

A - native investigation (sagittal projection). On the sagittal T1-weighted image an increase in the size of the tongue is noted. The tongue occupies
the entire oral cavity, has an irregular shape, uneven contours; B-I" — investigation after intravenous administration of a contrast agent (sagittal,
axial, coronal projections). The neoplasm of the right half of the tongue with tuberous contours intensively and unevenly increases the MR signal
after the administration of a contrast agent both at the level of the body and at the root of the tongue. The size of neoplasm 44 x 29 x 22 mm
(sagittal/coronal/vertical), volume of neoplasm 14 cmq. The usual architectonics of the tongue muscle isn't traced
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COKpalleHne pasMepoB obpasoBaHus ewe Ha 12%,
0bbeM 5,6 cMP.

MNocne 6 kypcoB Tepanuu pebeHky bbina ymaneHa
TPaxeocToMa B CBSA3M C MOSHbIM BOCCTAHOBIIEHNEM MPOXO-
LOVMMOCTM BEPXHMX ObIXaTenbHbIX NyTeN. Ha KOHTPOMbHOM
MPT oTMmeuaeTca TpaHchopMaLmsa CTPYKTYpbl ONyXomu ¢
yMeHbLLeHVeM ee obbema Ha 80% Mo CpaBHEHUIO C MHULW-
arnbHbIM (06bem 0BpasoBaHus cocTaBun 4 cM3).

Bcero pebenky 6b1n10 nposeneHo 8 KypcoB MeTpo-
HOMHOW Tepanuu v BbiNofiHeHO 8 BBeAeHUM Kenwukca.
[OnvTtensHocTb Tepanuu cocTasuna 8 mec.

Takum obpasom, B pesynbTaTe MNPOBELEHHOMN
Tepanuu BbifIo 0TMEYEHO CoKpaLleHne pa3MepoB obpa-
30BaHuA Ha 80% u BOCCTaHOBMEHWE MPOXOAMMOCTMH
BO3AYXOHOCHbIX W MULLEBAPUTESIbHBIX MYTEN, @ TaKKe
paspeLueHne MHEKLIMOHHbIX 04aros.

B panbHeiiweM (4epes 6 Mec nocre OKOH-
uaHus Tepanuu) bbina nposefeHa KOHTposibHas MPT
(pucyHok 8), koTopas nogTeepanna CTaTyC peMUCCUL: B
MpaBbIX OTAef1ax f3blka M POTOrNoTKN 0BBEMHbBIX NaTo-
normyeckux obpasoBaHuii He BbisiBNeHO. [Nepuog Habnio-
feHvs (0T OKOHYaHUs Tepanuu 4O MOMEHTa HanucaHws
CTaTbM) cocTasnseT 36 Mec.

OBCYXXQEHMWE PE3YITbTATOB UCCNEQOBAHUN

[aHHbIA KNUHUYECKUIA CryYal YHUKaneH no MHOMM
napametpam. [pexae BCero, KOHEYHO, U3-3a PEAKOCTU
FMCTONOMMYECKOr0 BapuMaHTa COCYAMCTOM OMyxomu,
a TaKxe KpavHe HebnaronpusiTHOM ee nokanusauuu
(poTornotka), KoTopas Hen3beskHO NPUBOAMT K FTyHOKOiA
WHBanNMaMsaumu (HapylieHue aKTa KeBaHus U ecTe-
CTBEHHOr0 Naccaa NuLLM; NepeKpbITWe NPOCBeTa NULLe-

PucyHok 7
KonTponbHas MPT 0bpa3oBaHus pOTOrMOTKM (CaruTTanbHas u akcuarnbHas npoeKLmnm)

Figure 7
Control MRI of the oropharyngeal neoplasm (sagittal and axial projections)

BOAA W BEPXHUX fbIxaTesflbHbiX nyTeit). OcobeHHoCTAMM
nokanusauumn Beina Takke obycnosneHa M HEBO3MOX-
HOCTb MPOBELEHNS HE TOSIbKO PafuKasibHOM onepauuu,
HO ¥ pesekuun onyxonu. EANHCTBEHHO BO3MOXHbIM
3(pPeKTMBHBIM METOAOM feYeHus, Mo AaHHbIM 3apy-
BeskHbIX aBTOPOB, aABnseTcs HasHauveHue IFN-a. OgHako
OT [aHHOM Tepanuu ObINO pelleHo BO3Aep:KaTbCs
BBMAOY TsXeSblX, MOPOW MHBANMAN3UPYIOLLMX MOBOYHbIX
achbdhekToB npenapata. Ero BoamMoskHaa adhpeKTMBHOCTb
HeconocTaBMMa € NOBOYHbIMU LENCTBUAMU, KOTOPbIE HE
orpaHuumsaioTca obpatuMbiMi (HambBonee yacTble —
MCEeBAOrPUMNMO3HbIA CMHOPOM B BUAE TemnepaTypsl,
MWanrWi; reMaTonormyeckast TOKCUYHOCTb — HEWTpo-
MeHUs U NeYEeHOYHass TOKCMYHOCTb — LUTONNU3, rMNoTu-
peos), a MOryT NPUBOAMTL K MOTEHLMANbHO CepbesHbIM,
HeobpaTUMbIM — HEBPONOrNYECKUM OCIOXHEHUAM B
BMAE CMaCTUYECKON AUNNErnn 1 3afepiKK1 pas3BuTus
[29]. HeBpomnornueckne ocrnomHeHUs 0BbluHO Habmio-
patoTcA y geTten oo 1 ropa, YTo 3HaUMMO OrpaHnyMBaeT
ero ucnonb3oBaHune. KoHeYHo ke, Ha3HayYeHne Tepanum
C 3aBe4OMO W3BECTHOW 3HAUMMOW HEUPOTOKCUY-
HOCTbIO, KOTOpas MoskeT passuTbea B 10-30% cnyuaes,
pebeHKy C ye MMEIOLLMMUCSH TAXKENbIMU XKU3HEeYrpo-
)KaIOLLMMW OCITOKHEHUSIMU, Ka3anoCb HEBO3MOMHBIM.
PaHee HaKOMMEHHbIA HaMK OMbIT TEYEHUST COCYANCTbIX
onyxonemn, KoTopble Tak e, kak U [KAB, obnapaioT
NOKanbHO arpecCuBHbIM MHAWULTPATUBHBIM POCTOM U
OTHOCATCH K ONYyXONfAM C MPOMEXYTOYHbIM 3f10Kave-
CTBEHHbIM MOTEHLMANoM, @ UMEHHO KanowmdopMHON
remMaHruosHgotenuomsl [30], No3BoaUN NPeanonoMuThb,
YTO METPOHOMHaA Tepanusi B KOMBWHaUMK C nerunu-
pOBaHHOW MNoCcoMasbHOW hopMoin AoKcopybuumHa
(Kenukc) MoskeT okasaTbes apdPEKTUBHOM 1 NMpU AaHHOM
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ructonornyeckom BapuanTe. TKAB u kanowwmdop-
MHasi FeMaHrMO3HAOTENNOMA XapaKTepU3yloTCA HU3KUM
nponudepaTVBHbLIM NOTEHLUMANOM. Bo3MOXHO, UMEHHO
3Ta 0cobeHHOCTb MO3BOMSAET AOCTUYL MPEKPaACHbIX
pes3ynbTaToB MpW MCMNOMb30BaHWM NMUIrenMpOBaHHOM
nunocomarnbHolM hopMbl Npenapara.

HokcopybuuunHa rugpoxnopua — LMTOTOKCHYe-
CKWI aHTPaUMKIIMHOBLIN aHTUBNOTUK, BbIAENAEMbIA U3
Streptomyces peucetius var. caesius. [lpenapaT 0THO-
CUTCA K UHrMbutopam Tonousomepasel ll. Monaratot, uto

PucyHok 8

LIMTOTOKCUYECKUA achchekT obycnoBneH ero cnocobHo-
CTbio MHrnbuposaTtb cuHTes AHK, PHK 1 6enkos nytem
BHELPEHWS OOKCOPYOMUMHA Meskay COCEeAHUMM Mapamm
OocHoBaHui aBonHow cnupanu [HK, uto npenatcTeyeT
€e pacKpy4MBaHUIO ONA NOCMefyloWwen pennnKauum.
MermnupoBaHHaa nunocoMarnbsHas opma npenapata
obrnapaeT psnoOM NpenMyLLecTB DapMakOKMHETUKM, UTO
0bycrnoBneHo cTpoeHneM npenapara:

1. JlunocoMmbl copepaTt NOBEPXHOCTHO CBSi3aHHble
rMAPOdUIIbHbIE MOMMMEPbI METOKCUMONUITUIIEHTIMKONA

KoHTponbHasa MPT ob6pa3oBaHusi pOTOrNOTKM CNyCTA 6 MEC OT OKOHYaHWs Tepanum

A — HaTvBHOe T2-BW B akcManbHO NPOEKLUMK: NPOCMEKMBAETCA HOPMarbHas apXUTEKTOHMKA MbILLILL Ai3blKa, Y4aCTKOB MaTonoru-
ueckoro MP-curHana He BbifiBneHo; b-I — T1 FSE (nocTKOHTpacTHble cepuu B CaruTTasnbHOM U KOPOHaNbHOM NPoeKLMsX): oTMe-
yaeTCs TUMMYHOE PaBHOMEPHOE KOHTPaCTUPOBaHWE MbILLIL, A3blKka. KOHTYpbI fi3blka YeTkue, poBHble. [ocne BBEAEHNA KOHTPacT-

HOr0 BeLLecTBa y4acTKOB NaToI0rMYecKoro noebileHnss MP-curHana B TKaHAX Ai3blka He BbISBMEHO

Figure 8
Control MRI of oropharyngeal neoplasm 6 months after the end of therapy

A —native T2 weighted image in axial projection: normal architectonics of the tongue muscle is traced; no areas of pathological MR signal were
detected; B—I" — T1 FSE post-contrast series in sagittal and coronal projections: uniform contrasting of the tongue muscle. The contours of the
tongue are clear, even. After the administration of a contrast agent no areas of pathological MR signal were detected
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(pucyHok 9). ITv NuHelHbIe rPyNMbl METOKCUMOSNUITH-
NEHITIMKONA CO3[al0T BbICTYMAIOLLYIO Haf MOBEPXHOCTbIO
NIMNOCOM 3aLLUMTHYI0 060M0UKY, YMEHbLLAIOLLYIO BO3MON-
HOCTb B3aMMOLENCTBMUA MEXAY NUNUOHON ABYXCIIOMHON
MeMBpaHOM 1 KOMMOHEHTaMM MNfa3Mbl, YTO MO3BOMAET
YOSIMHWUTL BPEMS LUMPKYISUUM MOMEKYNbl B KPOBO-
Toke (HW3Kas NPOHMLAEMOCTb U BHYTPEHHSAS BOAHAS
BydepHas cucteMa No3BOMAIT yOEPKUBATb LOKCOPY-
BMUMH BHYTPU NNNOCOMbI BO BPEMS €r0 LMPKYNALMK B
KpPOBOTOKe).

2. [locTaTo4yHO Manbll pasMep NerunnmpoBaHHbIX
nunocom (cpenHuit ouameTp npubnuautensHo 100 HM)
MO3BOSISET UM MPOHMKATL Yepe3 AedPeKTbl KPOBEHOCHBIX
cocynos onyxonu. [lokcopybuunH ctaHosuTcs Bruono-
CTYMHbIM MOCIe TPaHCCYAaLMM NIUMOCOM W MX NonafaHus
B TKaHw (pucyHok 10).

Takum obpasom, ocobeHHOCTU dhapMaKOKUHETHKM
(DNMTEnNbHbIN KNMPEHC) M oYeHb BbicoKas BuomocTyn-
HoCTb (MeaneHHoe BbiCBOOOMXOEHME LOKCOPYBULMHA
HernoCpeACcTBEHHO B TKaHW OMyXOSM Nocflie TpaHccy-
[auMn MesikKMX IMNOCOM yepe3 CeTb KPOBEHOCHbIX
COCY[0B OMyXOI1), a TaKKe HWU3Kas MUESio- U Kapamo-
TOKCMYHOCTb MO3BOSIUNIN OCTAHOBUTH BbIBOP Ha 3TOM
npenaparte.

3AKITIOYEHUE

KoMbuHupoBaHHaa xuMuoTepanus ¢ UCNonb3oBa-
HWEM MernnmMpoBaHHON NIMNOCOMArbHON hOPMbl LOKCO-
pybvuvHa no3sonuia JOCTUYL MOJTHOMO KIIMHUYECKOr o
0TBeTa C BOCCTAHOBJIEHNEM MPOXOAMMOCTM AbIXaTeSbHbIX
¥ NULLeBapuTenbHbIX NyTen, BepHYB pebeHka K nonHo-
LleHHON %un3HKU. besycnoBHo, 3dheKTUBHOCTL AAHHOM
koMbuHauun xumuonpenapatos npu [KAB TpebyeT
OOMOSTHUTENbHBIX [0Ka3aTeNbCTB, HO B HacTosLlee
BPeMsi OHa [aeT HafeXay Ha BO3MOMHOCTb MOJIHOMO
BbI3AOPOBMEHNS MPW AAHHOM TSKENOM BapuaHTe COCy-
OMCTON MaTonorum, no3sonssa m3bexaTb TpaBMUpY-
loLLMX OMepaTVBHBIX BMeLLaTeIbCTB U MHBANMAM3aLmm
MaseHbKMX NaLMEHTOB, @ TaKXe rPO3HbIX HEBPOSIOrU-

PucyHok 9
CTpoeHwue nunocomarnbHoi hopMbl LOKCOPYBULIMHA

Figure 9
The structure of the liposomal form of doxorubicin

HorcopyBuuHA
Nunocoma
MeTORCHNONHITHASH-

rMARONEG
P T

PucyHok 10
BropocTynHoCTb NMNOCOManbHOM dhOpMbl JOKCOPYOu-
UMHa

Figure 10
Bioavailability of the liposomal

1@ L

YECKUX OCIIOKHEHUI MpW MCNOMb30BaHNM MpenapaTos
nHTepdepoHa.
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