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Capxoma FOunea (CIO) nouxku — kpaiine pedkas 310Ka4ecmeeHHas 0nyxonb, XapaKkmepusyoujaacs azpecCugHbiM meueHuem, 3a001e8anue
umeem Hebnaazonpusmuslii npoeHo3. B ceéa3u ¢ pedkoii ecmpeuaemocmoto cmandapmol aeuenus CIO nouku ne pazpabomansi, 6 mepanuu
3a4acmyro npUMeHsemcs: KOMRACKCHbLI 00X00. B nacmosweli cmamye Mol npediaeaem onucarnue 08yx KAUHUMECKUX CAYHaes NOPadiceHus
nouex CIO y nayuenmoe 10 u 16 aem, npoxoduswux aevenue ¢ HUH demckoii onkonocuu u eemamonoeuu um. akad. PAMH JI.A. lyprnosa
OI'BY «HMHI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu.

B nepeom cayuae umeno mecmo memacmamuueckoe nopaxjcenue nouKu npu A0KAAU3AYUU NEPBUHHO20 04a2a 8 KOCHAX ma3a, 60 2-M — Obiaa
duaenocmuposana nepeuunas CIO nouxu. Oba nauuenma Ha momernm ouaenocmuru umeau 1Vb cmaduro (coenacno TN M-kaaccugpuxavyuu
American Joint Commission on Cancer). Y o06oux 60abHbix nocie nposedenus UHOYKUUOHHOU XumMuomepanuu Obii NOAYYEH HOAHbLI
mepanesmuueckuii omeem (NOAHbLI Ne4eOHbI namomoppo3). B komniexcHom nooxooe nomumo cmanoapmuoi Xumuomepanuu, Xupypeuu
u ay4eeoil mepanuu 6biAa NPUMEHEHA 8blCOKOO03HAsL XUMUOMEPANUs ¢ AYMOA0UMHOI MPaHchAaumayueli nepugheputeckKux cmeono8uix
KAemoK, KOMopasi N0360AUAA C030aMb OAA20NPUSMHbIE YCA08US 0451 00120CPOHHOL PEMUCCUU Y 00HO20 U3 NAUUEHMO08, dadce HeCMOMpPS. HA
UHUYUAABHYIO PACHPOCMPAHEHHOCIb NPOYeccd.
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Primary Ewing’s sarcoma of the kidney: description of two rare clinical cases and review of world literature

O.M. Romantsova, V. Yu. Panarina, M.A. Bolokhonova, V.V. Khairullova, D.B. Hestanov, M. M. Efimova, T.R. Panferova,
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N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia

FEwing’s sarcoma (ES) of the kidney is an extremely rare malignant tumor characterized by an aggressive course, and therefore the disease has
an unfavorable prognosis. Due to the rare occurrence, standards for the treatment of ES of the kidney have not been developed; an integrated
approach is often used in therapy. In this article, we present a description of two clinical cases of kidney damage with ES in patients aged
10 and 16 who were treated at the Research Institute of Pediatric Oncology and Hematology named after Academician of the Russian
Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia.

In the first case, there was a metastatic lesion of the kidney with the localization of the primary focus in the pelvic bones, in the second, primary
ES of the kidney was diagnosed. Both patients had stage IVb at the time of diagnosis (TNM classification American Joint Commission on
Cancer). In both patients, after induction chemotherapy, a complete therapeutic response (complete therapeutic pathomorphosis) was obtained.
In an integrated approach, in addition to standard chemotherapy, surgery and radiation therapy, in both cases, high-dose chemotherapy with
autologous peripheral stem cell transplantation was used, which made it possible to create favorable conditions for long-term remission in one
of the patients, even despite the initial prevalence of the process.

Key words: extraskeletal (visceral) Ewing’s sarcoma, sarcoma kidney, chemotherapy, radiation therapy, nephrectomy, autologous
hematopoietic stem cell transplantation

For citation: Romantsova O.M., Panarina V.Yu., Bolokhonova M.A., Khairullova V.V., Hestanov D.B., Efimova M.M., Panferova T.R.,
Ignatenko O.A., Kozlov N.A., Stroganova A.M., Kirgizov K.I., Varfolomeeva S.R. Primary Ewing’s sarcoma of the kidney: description
of two rare clinical cases and review of world literature. Russian Journal of Pediatric Hematology and Oncology. 2023;10(3):70—81.

Information about the authors

O.M. Romantsova: Pediatric Oncologist, Head of the Department No. 2 (Chemotherapy of Tumors of the Musculoskeletal System) of the Research Institute of
Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical
Research Center of Oncology, Ministry of Health of Russia, e-mail: dr.roma 19586@gmail.com, https://orcid.org/0000-0002-2310-0106, SPIN-code: 4629-6784
V.Yu. Panarina: Pediatric Oncologist Pediatric Oncology Department No. 2 (Chemotherapy of Tumors of the Musculoskeletal System) of the Research Institute
of Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical
Research Center of Oncology, Ministry of Health of Russia, e-mail: veronicapanarina@yandex.ru; https://orcid.org/0000-0002-3822-8786

M.A. Bolokhonova: Pediatric Oncologist of Polyclinic Department of the Research Institute of Pediatric Oncology and Hematology named after Academician

of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia,

e-mail: mbolokhonova93@mail.ru; https://orcid.org/0000-0003-4933-8750

V.V. Khairullova: Pediatric Oncologist Pediatric Oncology Department No. 2 (Chemotherapy of Tumors of the Musculoskeletal System) of the Research

Institute of Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National
Medical Research Center of Oncology, Ministry of Health of Russia, e-mail: vini999 999@mail.ru; https://orcid.org/0000-0003-0883- 7801

D.B. Khestanov: Cand. of Sci. (Med.), Senior Researcher of the Pediatric Oncology Department No. 2 (Chemotherapy of Tumors of the Musculoskeletal
System) of the Research Institute of Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov at
N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia, e-mail: hestanov@mail.ru; https.//orcid.org/0000-0002-8 149-254X,

SPIN-code: 9756-1732

M M. Efimova: Pediatric Oncologist Pediatric Oncology Department No. 2 (Chemotherapy of Tumors of the Musculoskeletal System) of the Research Institute
of Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical
Research Center of Oncology, Ministry of Health of Russia, e-mail: Drefimovaburgol@yandex.ru; https://orcid.org/0000-0002- 1925-2457

T.R. Panferova: Cand. of Sci. (Med.), Senior Researcher of the Pediatric Radiology Department of Consultative and Diagnostic Center at N.N. Blokhin

National Medical Research Center of Oncology, Ministry of Health of Russia, e-mail: tizmailova@gmail.com; https://orcid.org/0000-0003-2240-069X,

SPIN-code: 3869-7993

O.A. Ignatenko: Cand. of Sci. (Med.), Radiologist of the Pediatric Radiology Department of Consultative and Diagnostic Center at N.N. Blokhin National
Medical Research Center of Oncology, Ministry of Health of Russia, e-mail: kirillovaoa@gmail.com; https.//orcid.org/0000-0003-2794-6886

N.A. Kozlov: Cand. of Sci. (Med.), Pathologist Pathological Department of the Department of Morphological and Molecular-Genetic Diagnostics of Tumors at
N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia, e-mail: newbox 13@mail.ru; https://orcid.org/0000-0003-3852-3969
A.M. Stroganova: Cand. of Sci. (Med.), Head of the Molecular Biology Laboratory, Department of Molecular Genetic Research, Center for Morphological and
Molecular Genetic Diagnostics of Tumors of the N.N. Trapeznikov Research Institute of Clinical Oncology at N.N. Blokhin National Medical Research Center
of Oncology, Ministry of Health of Russia, e-mail: stroganova_am@mail.ru; https://orcid.org/0000-0002-7297-5240

K.I. Kirgizov: Cand. of Sci. (Med.), Deputy Director for Scientific Work of Research Institute of Pediatric Oncology and Hematology named after Academician

of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia,

e-mail: k.kirgizov@ronc.ru; https.//orcid.org/0000-0002-2945-284X, SPIN-code: 3803-6370

S.R. Varfolomeeva: Dr. of Sci. (Med.), Professor, Director of the Research Institute of Pediatric Oncology and Hematology named after Academician

of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia,

e-mail: s.varfolomeeva@ronc.ru; htips.//orcid.org/0000-0001-6131-1783

Authors’ contributions

0.M. Romantsova: article design development, review of publications on the topic of the article, data collection, participation in the development of a treatment
concept, patient management, preparation of a list of references, formation of an article and its writing, literary editing, composing a resume

V.Yu. Panarina, M.A. Bolokhonova: article design development, data collection, patient management, literary and scientific editing of the article

V.V. Khairullova, D.B. Khestanov, M.M. Efimova, T.R. Panferova, O.A. Ignatenko, N.A. Kozlov, A.M. Stroganova: patient management, data collection,
review of publications on the topic of the article

K.1I. Kirgizov, S.R. Varfolomeeva: participation in the development of the treatment concept, scientific editing of the article

KoH( kT nHTEpecoB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUU KOHGMKTA nHTepecoB. / Conflict of interest. The authors declare no conflict of interest.
DunancupoBanue. VccnenoBaHue mpoBeaeHO 6e3 CIOHCOPCKO TonnepXKu. / Funding. The study was performed without external funding.
Undopmuposannoe coracue. OT 3aKOHHBIX MTPEACTABUTENEH MAIIMEHTOB MOTYYEHBI MUChMEHHBIE 100POBOJIbHBIE MH(GOPMUPOBAHHBIE COTIACHUST HA
UCTIOIb30BaHUE UX MEAULIMHCKUX IaHHBIX (PE3yJIbTaTOB 00CIeI0BaHMSI, JIeUeHUsI M HAOMIOIeHNsT) B 00e3TMUeHHOI (hopMe B HAYUHBIX LIeJIsIX (IaTa

nonnucanust — 01.11.2021). / Informed consent. A written voluntary informed consent was obtained from the patient’s legal representative for the use of his
medical data (results of examination, treatment and observation) in an impersonal form for scientific purposes (date of signing — 01.11.2021).

Knuunyeckue Habnwopenus // Clinical cases




Knuunyeckue Habnwopenus // Clinical cases

~
N

@ POCCUIACKNIA XXYPHAT

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Beenenne

Bneckenernasg capkoma IOuHra moukm (Bucle-
panbHasgs CHO) — 310 pemkoe M KpaifHe arpecCMBHOE
3JI0KQYeCTBEHHOE HOBOOOPA30BaHME C BBICOKMM MeTa-
craThyeckuM moteHianoM [1, 2]. JlaHHas matosorus
BHepBbie ObUTa ommcaHa B 1975 1. Seemayer et al. [3].
B cBsI31 ¢ OTCYTCTBMEM KIIMHUYECKUX PEKOMEHAALIMIA 110
JIEYEHUIO JAHHOM MaTOJOIMKM BO3MOXKHO MCIIOJIb30BaHUE
IIPOTOKOJIOB Tepanuu, mpuMeHsieMbix ajst JiedeHus CHO.
MecTHOE pacrpocTpaHeHUe OITyXO0JIM 3a IPeAe/ibl IIOYKH,
OITyXOJIEBbIII TPOMO U OTIAJC€HHbBIC METACTa3bl SIBJISIOTCS
HeOMaronpusITHLIMUA TTPOTHOCTUYECKMMU  (haKTOpaMU.
YpoBeHb CMEPTHOCTHU Cpeau IMallMeHTOB ¢ MECTHO-pac-
IPOCTPAHEHHBIM M METAaCTaTUYECKUM 3aboJieBaHUEM
BBICOK, HECMOTPsI HAa KOMILUIEKCHBIA ITOAXOMA B TEParluu.
JlocTtaTouHO penko y OOJbHBIX C JUCCEMUHMPOBAHHBI-
MM CTaJAMSIMM B Ka4eCTBE KOHCOJIMIUPYIOLIEH Teparuu
MpUMeHsieTcsl BbICOKOAo3Has xumuoTepanus (BIAXT)
C ayToTpaHCIUIaHTaluel nepucepruyecKux CTBOJIOBBIX
kinetok (ayro-TI'CK). B Hamumx HaOmoaeHUSIX JaHHas
OIILIMS TT0Ka3aja JOBOJbHO XOPOLIMIA pe3yjibraT B Kade-
CTBE JOCTVMXKEHUS MOJHOT0 3 deKTa.

Kmmamgeckwii corygaii Ne 1

Heeouxa, 10 sem, nocmynuaa ¢ HUH demckoii oHkon0-
euu u eemamonoeuu um. akad. PAMH JI.A. Jlypnosa OI'BY
«HMMWI] onxonoeuu um. H.H. broxuna» Munzdpasa Poc-
cuu (HUHU JIOul) c Hanpasasowum OuazHo3oM ONyxonb
(capxoma? negppobaracmoma?) npasoit nouxku. M3 anamuesa
uzeecmuo, umo 6 Kouuye ageycma 2020 e. pebeHoK noay4un
mpaemy Ha demckoil naoujaoke. Yepes 2 ned nossunace xpo-
MOMa, 8 C83U ¢ Hem pooumenu 06pamuaucy K mpasmamono-
2y. Buvia evicmaesnen duaenos: pacmsicenue KancyabHo-ces-
304H020 annapama mazobedpenHoeo cycmasa. Ilozxuce
cocmosiHue pebeHKa yXyouuaocs: noSeUAUCh 004U 8 HO2aX,
nepuoduueckue nodsemvl memnepamypv. measa 0o cyoge-
opunbHbIX Yugp, cHusuracy macca meaa Ha 1,5 ke 3a 1 mec.
IIpu nogemopHom obpawenuu Kk mpagmamonozy 6 ceHmsope
2020 e. 6bina evinoanena komnoromepras momoepagus (KT)
masa u opeanog oprownoil nosocmu (OBII), na komopoii
0ObLI0 BbIAGAEHO HOB000OPA308AHUE NPABOL NOUKU U OeCPYK -
yus Kocmetl 1e60I NOA0BUHBL MA3A, 8 C8A3U € YeM NAYUeHM -
Ka Ovina Hanpasnena Ha koucyrsmauuro 6 HUU JI0ul, 20e
0bL10 nposedeHo KoMnaeKCHoe 00caed08aHue pedbeHKa.

Ilpu yaempaseykoeom uccaedosanuu (Y3H) 6 npoek-
Yyuu npasoil nouKU U UEeHMPAaAbHbIX 0m0en08 3a0pHUIUH-
H020 HMPOCMPAHCMBA ONPedessinocy OO0AbMUX pPa3Mepos
(~19 x 12 x 15 cm) mHoeoy31080e 0bpazoeanue c 0baa-
KOGUOHBIMU  OOWUDHBIMU  KAALUUHAMHBIMU  GKAIOYEHUAMU
U NPUBHAKAMU UHBA3UU 6 npasyr doaro neuwenu (puc. 1).
Ilo Kkparw HuMCHUX U AaMeparbHbIX 0m0es08 O0nyxXoau
BU3YANUBUPOBANACy OCAMOYHAS MKAHb NPAGOU NOUKU.
Huxcnss noaas eena (HIIB) docmosepno ue onpedens-
aace. B dugpghepenyuanrvhom oduaenocmuueckom psoy pac-
cmampusanucy: 1) 3abprowunHas — Hellpobaacmoma,
2) onyxoav NOYKU ¢ MEMAcmamuyecKum NopadceHuem
3a0pUWUHHBIX AumMpamudeckux y3108 (/1Y) u npaeoii doau
neuexu.

72023
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Puc. 1. Y3U. B npoexyuu npagoii nouicu onpeoessemcst Onyxoab ¢ 8bipaiceH-
HOU KaavyuHayuet — npodoavbHoe mpancadooMunaibHoe CKanuposatnue (a);
Y346l NAPEHXUMAMO3HOU CMPYKMYypbl 6 Npasoii dose neueHu — Kocoe
mpancaboomunanvhoe ckanupoganue (6)

Fig. 1. Ultrasound. In the projection of the right kidney, a tumor with
pronounced calcification is determined — longitudinal transabdominal
scanning (a); nodes of the parenchymal structure in the right lobe of the liver —
oblique transabdominal scanning (6)

Ha KT OFII 6 npasoil nosogune xcusoma om ypoGHs
duagpaembr 00 6xoda 6 manvlii mas onpeoeasnoch MHO-
20y31080¢e o0bpazoeanue pasmepamu 15 x 13 x 20 cm.
Onyxoab ucxooduna u3 npasoii NO4KU, pacnpocmpaHsiacy
8 UeHmpaabHvle omoensl 3a0pUUHHO20 NPOCMPAHCMEd,
UHBA3UPOBANA NPABYIO Q00 NeYeHU, HePABGHOMEPHO U CAd-
00 Hakanausana kowmpacmuuili npenapam. Cmpykmypa
onyxoau 0vi1a HeOOHOPOOHOIL ¢ KAAbUYUHO30M COCYO08 Npa-
601l nouku. Onyxonesvie Maccvl ¢ MACCUGHOU KAAbUUHAUU -
eli pacnpocmpaHsaAucy 8 npoceem Npagoll No4eyHol GeHbl
u HIIB (puc. 2, 3).

s uckaouenus HeipoeeHHOU npupoodsl onyxoau 0bL10
BbINOAHEHO pPAOUOU30MONHOEe UCCAe008aHUe ¢ Mematioo-
bensuneyanudunom (PI-MHUBI) — cneyuguunvim mymo-
pomponHbiM  paduogapmnpenapamom (PDII), komopoe
NOKA3a10 He2cAMUBHbLI pe3yabmam.

IIpu KT opeanos epyonoit knemku (OIK) evisicaervt MHO-
Jicecmeertble Memacmamueckue o4acu 6 aeekux (puc. 4).
Yposnu neiiponcneyugpuueckoii enonrazvt (NSE) u nakmam-
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Puc. 2. 3D u naanapnas pexoncmpykuuu nepguunozo KT-uccaedosanus (onyxoawb ¢ yuacmkamu KatbyuHamuoli RAOMHOCMU): (hpormanvhoe uzoopaicenue (a),
Kocoe uzobpaxicerue (0), hpoHmanbHas peKOHCMPYKUUsS — ONYX0oab OMmmeueHa cmpeakamu (8)

Fig. 2. 3D and planar reconstruction of the primary CT study (tumor with areas of calcified density): frontal image (a), oblique image (6), frontal reconstruction —

the tumor is marked with arrows (8)

a 0

Puc. 3. Ilepsuunoe KT-uccredosanue: namugnas (a), apmepuanvhas (6), napeHxumamosuas (8) u gvideaumensvras (2) asvl

Fig. 3. Primary CT scan: native (a), arterial (6), parenchymal (8) and excretory (2) phases

decudpoeenaswvt (JII) Oblau ymepenHo nogoludervl U cOCMas-
asau 499 ne/ma u 1301 Ed/n coomeemcmeenHo.

B uensx mopgonoeuneckoil eepugpuxayuu ouaenosa
26.10.2020 6bina ebinoanena AanapocKonuyeckas 6uoncus
onyxoneeoeo o00pazoeanus npasoil nouku. Ilo danHbiM
2UCMON02UYeCK020 U UMMYHocucmoxumuueckoeo (HUTX)
uccaedo8anull onyxons ovina kaaccuguyuposana kax CHO

a o0

Puc. 4. [lepsuunas KT OI'K ¢ ouaeamu 6 npagom u neom neckom (ykasanol
cmpenakamu,)

Fig. 4. Primary CT scan of the chest cavity with spots in the right and left lungs
(indicated by arrows)

(uckarouenvl paboomMuocapKkoma, IHO0MeAUaIbHble CapKo-
mol, aumgpomst). Tlpu nposedenuu gayopecuenmuoii eubpu-
duzayuu in situ (FISH) oOvira eviserena mpanciokayus
yuacmka 22q12, xapaxmepras 0as onyxoaeil cemeicmea
CIO (puc. 5, 6). Pesyaromamor FISH-peakuyuu ouenusanu
¢ nomoupto ¢hayopecuenmuoco mukpockona (Axioskop2
mot plus, Zeiss) u npoepammul Isis. Buzyaruzayus cuena-
N108 0CYULeCmensanach ¢ ucnoaviosanuem uiompoé DAPI,
Spectrum Green, Spectrum QOrange, coomeemcmayoujux
cneKkmpam UCnyckauus (payopopopos, Komopvimu meueHvl
npoowl. FISH-peakyus pacyenusanrace Kaxk noaodxcumens-
Hasl.

Puc. 5. Cxema cmpoenus sonda EWSRI Break Apart FISH Probe Kit,
CytoTest

Fig. 5. Scheme of the structure of the EWSRI1 Break Apart FISH Probe Kit,
CytoTest
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Puc. 6. IIpu ucnoavzoseanuu sonda EWSRI Break Apart nabniodaemes paz-
Dbl8 MeXHCOY 3eNeHbIMU U KPACHBIM CUSHAAAMU 8 0PAX ONYX0Ne8biX KAeMOK

Fig. 6. When using the EWSR 1 Break Apart probe, there is a gap between the
green and red signals in the nuclei of tumor cells

B uensx oyenxu pacnpocmpanenHocmu npouecca 0viaa
npogedena NO3UMPOHHO-IMUCCUOHHAA  momoepagpus/KT
(I12T/KT) ¢ " F-¢pmopoesoxcuearoxosoti ("*F-DPAI), npu
Komopoii evisiereno naxonienue PDII ¢ onyxonesom obpa-
308aHUU NPABOL NOYKU, PACHPOCMPAHSIIOWEMCS 8 NPABYH)
00110 nevenu, 8 160l NOHHOIL U CeOaNUUHOU KOCMSAX, NOosC-
HUYHBIX U Kpecmuyo6blx no3eonkax. Ilpu dooobcaedosanuu na
KT ommeuanacy decmpykuyus men AOHHOU, NOO0B300ULHOIL
U cedaruwHoll Kocmell ¢ GHYMPUMA308bIM GHEKOCIHbIM
KOMNOHEHMOM MOoAWUHOU 3—4 cm, pacnpocmpaHsoujem-
cs 8 NOAOCMb 1e6020 ma3zodedperHHoco cycmaega (puc. 7),
decmpyKuus Kocmeil masza u Kpecmuyda.

a 7

Puc. 7. KT-uccredosanue kocmeii masa (a), gpponmanvhas pexoncmpykuust (6),
3D-pexoncmpykuyus (8). Teaa neeoii nooe300wHOl, Ne80l CeOaNUUHOL
U €801l NOHHOU Kocmell 0eCMPYKMUBHO U3MEHEHbl C HAAUYUeM GHYMPUmd-
308020 GHEKOCHHO20 KOMNOHEHMA (YKA3AHbL CIMPEAKAMU)

Fig. 7. CT scan of the pelvic bones (a), frontal reconstruction (6), 3D
reconstruction (8). The bodies of the left ilium, left ischium and left pubic bones
are destructively changed with the presence of an intrapelvic extraosseous
component (indicated by arrows)
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Yuumoieas dannvie o6credosanus (naruuue decmpyKuyuu
1e601l N008300UHOIL, Ne60ll Ce0aNUWHOU U NeB0l NOHHOL
Kocmell, a maKdce HaAu4ue 8HYMPUMAa308020 U 6HEKOCHI-
HO20 KomnoHewma), Ovin evicmaénien duaeroz: MKB-10
C41.4 CIO kocmeil maza ¢ memacmamu4eckum nopaiceHu-
eM Kpecmuyo8biX U NOACHUMHbIX NO36OHKO8, Ne2KUX, NPaABoill
nouku (¢ onyxonesvim mpomo030M Npasoil NOYeuHOl GeHbl
u HIIB), 3abprowunusix J1Y, newenu. TINIMI, cmadus
IVb (coenacho TNM-kaaccugpuxauyuu American Joint
Commission on Cancer).

Ha myasmuducyunaunapuom KoHcuauyme 0bino NPUHS-
Mo peuleHue 0 Hauane CNeyuaIbHo2o AeueHus no npomoKo-
ay, npunamomy ¢ HUHU JIOul ¢ 2017 e., «CHO-2017» das
NayueHmos epynnbl Y1ompagvicoKkoeo pucka no cxeme VDI
(sunxpucmun 2,0 me/m> enympueenno (6/8) 6 1-ii Oemb,
doxcopybuuyun 37,5 me/m? 6/6 ¢ 1—2-ii Onu u ugocghamuo
2000 me/m? 6/6 6 Onu 1—35). Ha smane undyxyuu npogedero
5 Kkypcoeé Heoadsrosanmuoil noauxumuomepanuu (IIXT) no
sovlueykazantoil cxeme. Ilocae kaxcdoeo kypca IIXTy nayu-
EHMKU COXPAHANACH OAUMENbHAS ANAa3Us KPOBEeMBOopeHUs
(1V cmenenu,).

Ilo pe3yasmamam nposedennozo nocae 5-eo kypca IIXT
KT-uccaedosanus OI'K ommeuanace noaunas peepeccusi
Memacmamu4ecKux o4aeoe 6 neekux (puc. 8).

a 0

Puc. 8. KT OIK. Ilepsuunoe uccredoganue (09.11.2020) — ouaeu
6 aeekux (a, 8); KoHmpoavHoe uccredoganue nocae 5 kypcos IIXT
(14.05.2021) — omcymcemaue o4aeos 6 neekux (0, 2) (ykazano cmpeakamu)

Fig. 8. CT scan of the chest cavity. Primary study (11/09/2020) — lesions in
the lungs (a, 8); control study after 5 courses of chemotherapy (05/14/2021) —
absence of lesions in the lungs (6, e) (indicated by arrows)

Ilo dannoim KT ommeuanocs cokpauieHue pasmepos ony-
xoau Ha 94 %, obpazosanue ymenvuunocs ¢ 11 x 15> 20 cm
00 5% 5 X 7cm, cOXpaHaacs KarbyuHam 6 npoceeme npagoil
noueynoil eenvt u HIIB, a makoice epacmanue onyxoneeoeo
y34a 6 neuers (puc. 9). Memacmaswi 6 3a6prowunnsix J1Y na
MOMeHm 00cA1e008aHUs He ONPedensiNuCh.

Omme4anoco 0OCCMAHOBACHUE KOCMHOU CMPYKmypbl
men ne8blX N008300UIHOU, Ce0aruuHol U AOHHOU Kocmell,
UCYe3HOBEHUEe BHYMPUMA308020 6HEKOCMH020 KOMNOHEHMA,
80CCMAHOBACHUE CMPYKMYPbL NOSACHUYHBIX U KPECU08bIX
no3eonkos (puc. 10).

Ilocae obcyxcdenus Ha myabmuouUCyUNIUHAPHOM KOH-
cunuyme 17.03.2021 6vin 6vinoanen xupypeuveckuii sman
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Puc. 9. KT OBII: a — nepsuunoe uccaedosanue (09.11.2020); 6 — duna-
Muneckoe Habarodenue 6 npouecce aewenus (11.12.2020). Cokpawenue
pasmepos onyxoau c 11x 15% 20cm do 5% 5% 7 cm (ykazano cmpeakamu,)
Fig. 9. CTscan of the abdominal organs: a — primary research (11/09/2020);
0 — dynamic observation during treatment (12/11/2020). Reduction in tumor
size from 11 15> 20cm do 5 x 5% 7 cm (indicated by arrows)

a

Puc. 10. KT xocmeii maza: a — nepsuunoe uccaedosanue (09.11.2020),
mena ne8otl no08300WHOL, Ne80l CeOaNUUWHOU U Ae60ll NOHHOU Kocmeil
0eCmpyKmueHoO U3MEHeHbl ¢ HAAUYUeM BHYMPUMA3z08020 6HEKOCMHO20
Komnonenma (yKazano cmpeaxamu); 6 — ounamuueckoe HabaiooeHue 6 npo-
yecce neuerus (10.09.2021), soccmanosaenue KOCMHOU cmpyKmypsl men
€601 n008300UIHOIL, 1€80ll Ce0arUuHOU U 1e60ll NOHHOU Kocmell (YKa3aHo
cmpeaxkami,), 6HeKOCHHbLI KOMHOHEHM He onpedeasiemcs

Fig. 10. CT scan of the pelvic bones: a — primary study (11/09/2020), the
body of the left ilium, the left ischium and the body of the left pubic bone
are destructively changed with the presence of an intrapelvic extraosseous
component (indicated by arrows); 6 — dynamic observation during treatment
(09/10/2021), restoration of the bone structure of the body of the left ilium,
the left ischium and the body of the left pubic bone (indicated by arrows), the
extraosseous component is not determined

AedeHuss 8 obOveme HepPaAOpeHardIKmomuy cnpasa, amu-
nuyHoll pesekuuu S6 neueru, mpombOIKmomuu u OUONCUU
sabprowunubix J1Y. Ilpu eucmonoeuveckom uccaedo8anuu
ONepauUoHH020 MAmepuaia A0dxdce OCMAMOYHOU CaApKOMbl
ObL10 npedcmasneno noasMu GUOPO3HOU MKAHU, KANbUUHA-
mamu, CKONAeHUAMU KCAHMOMHbBIX KAEMOK U eeMOCUdepUHa
npu OMCYMCMEUU HCU3HECHOCOOHBIX ONYX01e8blX KAemOK,
YUMo COOMBEMCMBOBANO NPUSHAKAM HOAH020 Ne4eOH020
namomopgosa (puc. 11, 12).
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Puc. 11. IIpenapam neghpadperarskmomuu — aoxce onyxoau npeocmaene-
HO 04aeamu HeKpo3a U KaibyuHamamu (Rpagas 8epxHss Yacmb CHUMKQ),
NPUBHAKU OCMAMOYHOI ONYXO0AU He 00HADYICeHbl; NePpUPOKANbHO 6 noue-
HOLL napeHxume omme4aemcs 8bIPadCeHHbLi peakmueHslil puopos. Okpacka
2eMAMOKCUAUHOM U F03UHOM, X 50

Fig. 11. Nephradrenalectomy specimen — the tumor bed is represented by
foci of necrosis and calcifications (upper right part of the image), no signs
of residual tumor were found; Perifocally, pronounced reactive fibrosis is
observed in the renal parenchyma. Stained with hematoxylin and eosin, < 50

Puc. 12. IIpenapam negpadpenansxmomuu — a034ce 0nyxoau npeocmasaeHo
ovazamu HeKpo3a, GUOPOHBIMU RPOCAOUKAMU U MHONCECIBEHHbIMU KaAb-
yuHamamu (8epxHsis NOAOBUHA CHUMKA), NPUSHAKU OCMAMOYHOU ONyX0Au
He 00HapyceHbl; NepudoKanbHO 8 NOUEHHOL NAPEHXUMe OMMe1aemcs Gblpa-
JICeHHbLI peakmueHblil uopo3. OKpacka eemMamokcuauHOM U 303UHOM, X 50

Fig. 12. Nephradrenalectomy specimen — the tumor bed is represented by foci
of necrosis, fibrous layers and multiple calcifications (upper half of the image),
no signs of residual tumor were found; perifocally, pronounced reactive fibrosis
is observed in the renal parenchyma. Stained with hematoxylin and eosin, % 50

B kauecmee n10Ka1bH020 KOHMPOAS NPOBEOeHA KOHPOPM-
Has ducmanyuonHas ayueeas mepanus (JIT) na kocmu maza
8 pazoeoli ouazoeoii doze (PO/) 2,4 Ip, cymmapHas ouazosas
doza (COI) = 45,6 Ip. Ha smom gpone nposedero 2 Kypca
IIXT no cxeme VC/IE: sunkpucmun 2 m 2/m? 6/6 6 1-ii dew,
yuknogpocgpan 1200me/m? 6/ 6 1-ii derv/5monosud 100me/m?
8/6 6 Onu 1—5, ugpocgpamuo 1800 me/m? 6/6 6 Onu 1—5.

B c6a3u ¢ uHuyuarbHo HeOAALONPUAMHBIM NPOSHO30M
8 Kauecmee KoHcoaudayuu Obin nposeden sman BIAXT
¢ nocaedyroueit aymo-TICK. Yuumvieas nuskuii nomeH-

Knuunyeckue Habnwopenus // Clinical cases
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yuan 0458 60CCMAHOBACHUS 2eMON033d, 2AY00KYI0 anaauio
KposemeopeHuss nocae npedutecmeyrouux Kypcog IIXT,
a makjce NAOXYH MOOUAU3AUUK NepudepuecKux cmeo-
/08bIX KACMOK U HEYy008Aemeopumenvuulii co0p Ha agepese
(CD34" 1,6 ka/ke), 6bi10 nPUHAMO peuieHue 0 pedyKuuu 003
Xumuonpenapamos. Iman KOHCOAUOAUUU NPOBOOUACH NO
cxeme Treo/Mel (mpeocyavgpan 36 000 me/m? 6/6 ¢ —6-20
no —4-it onu, meagpanran 120 me/m? 6 —1-ii denv) ¢ nocae-
dyruell peungysueil nepugeputeckKux cmeon08bix KAemox.
Boccmanosnenue yynkyuu mpancniaHmama ommeHeHo Ha
15-e cymku.

Yepes 90 oneii nocae smana BAXT nayuenmxke nposede-
Ha kpynnonoavHo JIT na aeexue ¢ PO/ 1,5 Ip, CONA = 15 Ip.

[Tlayuenmka 3axonuuna npoepammuoe neyeHue 8 urone
2021 e. B Hacmosuuilt MOMeHmM no OaHHbIM KOHMPOAbHOZ0
obcnedosanus 6 urone 2023 e. npusHaku peuuousa uiu npo-
2peccuposarus 3a60neeanus He ommeyennsl. Cpok Haba00eHus
0Om MOMeHmMa NOCMAano8KU duaeHo3a cocmaensem 32 mec.

Kmmamgeckwmii coryqaii Ne 2

Maavuux, 15 nem, nocmynua ¢ HUH J[Oul c obsemubim
obpasoeanuem npaeoii nouxku. M3 anamneza 3abonesanus
uzeecmuo, umo y nayuenma 6 dexabpe 2020 e. noseuauce
6oau 6 nosichuye. Ilpogodusace KoHcepsamugHas mepanus
HecmepouoHbIMU RPOMUBOBOCHAAUMENbHbIMU CDEOCMEaAMU —
oe3 sgpgpexma. Ilocae doobcredosarnus 6visereHa Onyxonb
npaeoti NouKuU.

[lpu nocmynaenuu cocmosiHue pacyeHeno KaxK msicenoe,
00YyC1081€HO 0NYX01€80il UHMOKCUKAYUell, a makaice aulpad-
JHCEHHBIM 00NEBbIM CUHOPOMOM 8 00AaCmU NOSICHUUbL U 1€60L
HudcHell koneunocmu. Ommeuanucy nepuoouteckue nodse-
Mbl memnepamypusl meaa 00 GeopuabHbiX UUGp, CHUICEHUE
Mmaccol meaa Ha 8 ke 3a npouteduiue 3 mec.

Ilpu Y3HU npasas nouka bvira degpopmuposana u yseau-
uena 3a cuem onyxoau pazmepamu 12 x 10 x 12 cm, ucxo-
dsuweil u3 cpedHe-HAPYICHbIX ee omdenog (puc. 13). Bu3zy-
anu3uposanucy yseauvenHole 00 4 X 2 cm, usmMeHeHHbvle
napakaganvisie u napaaopmanstuie J1Y.

Ilo dannvim KT 6bi10 6bisieaeno obsemuoe obpazosa-
HUe 8 1amepanvHblX 0moesax Npaeoil NouKU pasmepamu
10 x 12 x 12 cm, He0OOHOPOOHOIU CMPYKMYpPbL U ¢ HAAUYUEM
YHACMKO08 KAAbUUHAMHOU, NAPEHXUMAMO3HOU U JHCUOKOCH -
Holl naomuocmu. Bobaacmu cocyducmoil HOJCKU npasoii no4-
KU 8blaeasincs Kkonenomepam J1Y pasmepamu 4,5 % 5% 7,5 cm
(puc. 14, 15).

B neuenu onpedensinca memacmamuueckuii ouae oua-
mempom 1 cm. Memacmamuueckoe nopadicenue neeKux He
sviseneHo (puc. 16).

a 0
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Puc. 13. Y3U OBII: npodoavhoe (a) u nonepeunoe (6) ckanuposanue onyxo-
au npaeoil nouku. Heodnopoonas cmpykmypa, nogvluieHHas 3X02eHHOCHb,
HeuemKas PaHuLa ¢ NOHKoll

Fig. 13. Ultrasound of the abdominal organs: longitudinal (a) and transverse (6)
scanning of the tumor of the right kidney. Heterogeneous structure, increased
echogenicity, unclear border with the kidney

Ilo dannvim IIDT/KT ¢ F-@IT ébiseneno Hakonienue
P®DII 6 ob6semuom 00pazosanuu npasoli NOUKU, 8 Memacma-
muueckom ouaee neuenu, 3aopowunnsix J1Y edoav aopmol,
HIIB u npasbix noueunvix cocyoax, 6 Kocmsx (nopajcerue
KaunoguoHnoti kocmu, ThO noseonka, kpecmua, npagoi
bedpernnoti kocmu). Ilo dannbim muenoepammsl — onyxone-
80€ nopaxcenue KOCMHO20 M032a 8 4 moukKax.

Ha momenm obcaedosanus yposens NSE cocmaensin
1337 ne/ma, yposens JIAT — 2178 Ed/a. B yeasx mopgo-
noeuveckoll eepugpuxkauyuu ouaenosa navuenmy 05.02.2021
ovina evinoanena TRU-CUT-6uoncus 06pazoéanus no4xu.
Ilo pezyasmamam eucmonocuueckoeo, UI'X u monexyasap-

6 4

Puc. 14. [lepsuunoe KT-uccredosanue: namuenas (a), apmepuanvhas (6), napenxumamosnas (8) u evioeaumenvias (2) gazo

Fig. 14. Primary CT study: native (a), arterial (6), parenchymal (8) and excretory (2) phases
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Puc. 15. llepsuunas KT-pekoncmpyKkyus 60 (ppoHmMatbHoll U caummans-
Holl npoekyusx. Jlamepanvhbie omoensl npasoii NOUKU 3aMeljeHbl ONnyxXo-
ne6oli mxauvto 10 X 12 X 12 cm He0OHOPOOHOU cmMpYyKmypbl ¢ HaAuuem
YUACMKO8 KAAbUUHAMHOU, NAPEHXUMAMO3HOU U JICUOKOCHHOU HAOMHO-
cmu. Heusmenennas mkans npagoil NOYKU NPOCAEIHCUBAENICS 6 ee 6ePXHEM
u HuxcHeM noatocax. Onyxoneewlii y3en pacnpocmpansemcs 6 A0XaHKy npa-
601l NOYKU, HEDABHOMEPHO HAKANAUBAEM KOHMPACMHbLI NPenapam 3a cuem
cemu namonou4eckux uzsumoix cocydos. Knepeou u caeea om oproutnoi
aopmul — eduHu"Hble OMOeAbHO Aexcaujue J1Y do 1,5 cm

Fig. 15. Primary CT reconstruction in frontal and sagittal projections. The
lateral parts of the right kidney are replaced by tumor tissue 10 12 12 cm
of heterogeneous structure with the presence of areas of calcification,
parenchymal and fluid density. Unchanged tissue of the right kidney can be
traced in its upper and lower poles. The tumor node spreads into the pelvis of the
right kidney and unevenly accumulates the contrast agent due to a network of
pathological tortuous vessels. Anterior and to the left of the abdominal aorta —
single separate lymph nodes up to 1.5 cm

Puc. 16. B npaesoii dose newenu na epanuye S7/8 ceemenmos ouae 1 cm (yka-
3aHO cmpeakamu)

Fig. 16. In the right lobe of the liver at the border of S7/8 segments there is
a I cm lesion (indicated by arrows)

Ho-2eHemuueckoeo uccaedosanuii — eneckeaemuas CIHO
npaeoil nouxu (puc. 17, 18). Yuumoieas dannsie komniekc-
H020 006cnedosanusi, Obia evicmaesaer ouaenoz: MKb-10 C64
Bueckenemnas CHO npaeoil nouku ¢ memacmamu4ecKum
nopayceruem 3abprouiunubix J1Y, neuenu, xocmeil, Kocm-
H020 M032a, NOOKOJICHO-JICUPOBOLL KAeM4amKU MeMeHHOU
obnacmu.

Ilayuenmy npogedeno 5 kypcoe IIXT no npomokony
«CIO-2017> o0ns nauuenmoe epynnol YAbmMpasbiCOK020
pucka no cxeme VDI (eunkpucmun 2,0 me/m? /6 ¢ 1-it denn,
dokcopyouuun 37,5 me/m> 6/6 ¢ onu 1—2 u ugpocgpamuo
2000 me/m? 6/6 6 Onu 1-15).

Ilo pe3yrbmamam KkoHmpoawbHbIX 00cAe008aHUIL: caHayUs
KOCMHO020 M032a docmueHyma nocae 2-20 Kypca Heoadsio-
sanmuoul I1XT, a makxoce ommeuanraco 8ulpasjiceHHas noao-
JcumenvbHas OUHAMUKA 8 8U0e YMeHbULeHUS OCHOBHOR0 04ae2d
c10x 12%x 12¢cmdo 5% 5,5% 6,5 cm (cokpawenue na 84 %)
no dannvim KT (puc. 19, 20).

72023

Puc. 17. Tpenanobuonmam 310KauecmeeHHoOl MEAKOKDY2AOKACMOHHOL
onyxonu. OKpacka 2eMamoKkCcuruHom u 303uHom, x 200

Fig. 17. Trephine biopsy specimen of a malignant small round cell tumor.
Stained with hematoxylin and eosin, x 200

Puc. 18. IIpu ucnoavsosanuu 3onda EWSRI Break Apart nabawdaemcs
DAa3pble MedCOY 3eNeHbIMU U KPACHbIM CUCHAAAMU 8 S0paX ONYX01€8biX KAe-
mok (mpancaokayus eena EWSRI)

Fig. 18. When using the EWSRI Break Apart probe, there is a break
between the green and red signals in the nuclei of tumor cells (EWSRI gene
translocation)

Ilo oannvim [IDT/KT ¢ “F-DIT mak e ommeuanrace
noaoJcUMeNbHas OUHAMUKA 8 BUOe YMEHbULeHUS HAKONACHUS
P®DII 6 npasoii nouke u 3abprowunnsix J1Y. Panee onpede-
aseutuecst ouaeu Haxonaenuss POII 6 neuenu, kocmsix npu
00c1e008aHUU HUBEAUPOBANU.

Caedyrowum smanom Obira nposedena Heghpaope-
HandKkmomus cnpasa ¢ duccexkyuetl 3aoproutunnoix J1Y. Ilo
pesyabmamam eucmonoeuteckoeo saxaovenus: CH nouku
¢ NpU3HaKamu NoAHO20 je4ebH020 namomopgoza (nodice
ONnyxoau npedcmasneHo o4aeamu HeKpo3d, KaabUuHama-
MU, CKONACHUSAMU KCAHMOMHbIX KAeMOK, noAsmu (puoposa,
omaoxceHuaMU eemocudepuna) (puc. 21).

Yuumoieas Oannvie eucmonoeuveckoeo uccaedoganus
nocaeonepayuoHHo20 Mamepuana (RoaHbLi 3ghgexm u ompu-
yamenwvHvle Kpas pesekuyuu), 0bia0 NPUHAMO KOANe2UANbHOe
peuterue He npogodums donoanumenvro JIT na nepeuunbiii
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Puc. 19. KT OBII ¢ koumpacmuposanuem. JHunamuueckoe HabaroOeHue.
Cokpawerue pasmepos onyxoau npaeoii nouku 6 npoyecce IIXT: a — nep-
suyHoe uccredosarue; 6 — uepes 2 Mec NOCAe HAYAAA NeHeHUs, 8 — Yepe3
4 mec nocae Havana reuerus

Fig. 19. CT'scan of the abdominal organs with contrast. Dynamic observation.
Reduction in the size of the tumor of the right kidney during chemotherapy:
a — primary study; 6 — 2 months after the start of treatment; ¢ — 4 months
after the start of treatment

a 7

Puc. 20. KT OKFII ¢ xonmpacmuposanuem (ppoHmanrvhas npoexyus).
Junamuueckoe nabarodenue. Cokpauwjernue pazmepos onyxoau npagoil NOYKU
6 npouecce ITXT: a — nepsuunoe uccaedosanue; 6 — uepes 2 mec nocae Ha4a-
Aa nevenusi; 6 — uepes 4 mec nocae Ha4ana neueHus:

Fig. 20. CT scan of the abdominal organs with contrast (frontal projection).
Dynamic observation. Reduction in the size of the tumor of the right kidney
during chemotherapy: a — primary study; 6 — 2 months after the start
of treatment; ¢ — 4 months after the start of treatment

ouae. B kauecmee koncoaudauuu 6vin evinonner sman BIAXT
¢ nocaedyrwueti aymo-TICK. Dman koncoaudauuu npo-
goouncs no cxeme Treo/Mel (mpeocyavpan 42 000 me/m?
8/6 ¢ —6-20 no —4-ii Onu, meaganan 140 me/m? 6 — 1-ii derv)
¢ nocaedyioueli peunghysueil nepugeputecKux cmeoso8uix
KAemoK.
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Puc. 21. lucmonocuueckue npusnaku noaHoeo ne4eOHoe0 namomopghosa
CIO — n0%1ce ocmamouoil onyxoau npeocmagaeno noAamMu 3amecmument-
H020 (pubpo3a, ouazamu OpeaHU3yIOUE20Cs HeKPO3a, CKONACHUAMU KAAbUU-
Hamos, eemocudepuna u neHucmvix makpogaeos. OKpacka eeMamoxcuiu-
HOM U 303uHOM, X 50

Fig. 21. Histological signs of complete therapeutic pathomorphosis of ES —
the residual tumor bed is represented by fields of replacement fibrosis, foci of
organizing necrosis, accumulations of calcifications, hemosiderin and foamy
macrophages. Stained with hematoxylin and eosin, % 50

Ilocae 6occmanognrenuss @ynkyuu mpavcnianmama
(13-e cymku) nayuenmy Hawama noooepiucusarouyas Xumuo-
mepanus 6 o0veme: eunopeabun 25 me/m? 6 1, 8 u 15-it onu,
yuknopocpamuo 25 me/m? — 28 oneir. Yepesz 19 mec om
Hauana nepeuuHol mepanuu Ha ghone noAdeprucUBaAIOUe20
AeyeHuUs1 y nayueHma Oblau 8bl6AeHbl NPUSHAKU Npo2pec-
CUPOBAHUSL OCHOBHO20 3A004€8AHUS, 8 C8AA3U C HeM Npo-
gedeHbl 2 AuHUU mepanuu, 8 nocaedyrnujem 0Kasasuuecs
HeaphekmusHbIMU, U NAYUEHM NO2UO OM NPOEPeccUposa-
HUSL 0CHOBHO20 3a60aesarnus. [lepuod Habawdenus cocma-
eun 26 mec.

Oo0cyxneHne

IMo mannbsiM MupoBoii sutepatypbl, CIO cocrasnsier
0K0J10 1,5 % BCcex OHKOJIOTMYECKMUX 3a00JIeBaHUI1 y IeTei
W 3aHUMAaeT 2-€ MECTO CPEeIM BCEX 3JIOKAUYECTBEHHBIX
HOBOOOpa3oBaHMii KocTell ckeneta. BHeckenerHast CHO
pa3BUBAETCSl TIPEUMYIIIECTBEHHO B TYJOBUIIE W KOHEY-
HOCTSIX M COCTaBJIsIeT okojio 6 % Bcex ciyuaeB CHO [4].
CoracHo kiaccubuKalu OIyXOoJdell MSTKUX TKaHei
u KocTeil (penakiust BceMrpHOIT opraHu3anm 3ApaBooX-
panenwust, 2020 1), CIO sBisieTcst BBICOKO3JI0OKAYeCTBEH-
HOI MEJTKOKPYTJIOKJIETOUHOM OITyXOJIbIO C XapaKTePHbBIM
cnussHueM TeHoB cemelictBa FET (oobrano EWSRI)
u 4jeHa cemeiicTBa ¢akTopoB TpaHckpurnuuu ETS [5].
CIO B 85 % cnyvaeB cBsizdaHa ¢ TpaHciokanueit t(11; 22)
(q24; q12). B octraBuuxcst 1—5 % ciyyaeB HaGmoaa0TCS
TpaHCJIOKAIINK, KOTOPbIe BKITIOYAIOT ciiusiHue reHa EWS
W ONHOTO W3 WIEHOB CEMEWCTBA TPAHCKPUTIIIMOHHBIX
dakropoB ETS, Gmaromapst 4emy Mmpoucxoaut oOpa3o-
BaHue cieaylonmx xuMepHbix OenkoB: EWSRI-ERG,
EWSRI-ETVI unu EWSR1-FEV [6]. BerkuBaeMocTb TpH
CIO nnst nokanu3oBaHHBIX GopM coctasisieT 65—75 %,
a Mpy HAJTUIMU METAaCTaTUYECKOl 0OJIe3HN CHUXKAETCSI 10
20—-30 % [7].
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CIO mouku sBisIeTCS OOCTATOYHO penkoi (opmoit
JIaHHOTO 3a00JieBaHUSI, OTHOCSILEHCS K BHECKEJIETHOM
JIOKAJIM3alMK, M cocTaBisieT oT 1 1o 5 % Bcex ommyxoleii
mouex [8, 9]. OHa MMeeT CKJIOHHOCTb K paHHEMY MeTacTa-
supoBaHuio. Haumbosiee yacTbiIMM OpraHamMu-MUILIEHSIMU
SIBJISIIOTCS peruoHapHble J1Y, nerkue, meyeHb, koctu [9, 10].

IIpoucxoxneHne OIyXOJM OCTaeTcs CIopHbIM. Ha
CEeTOMHSIIIHUN NeHb BBIABMHYTHI 3 TMIIOTE3bl, KOTOPhIC
O00BSICHSIOT BOBHUKHOBEHME TaHHOTO 3aboyieBaHus [11]:
1-9 — IpOMCXOXIEHUE U3 CTBOJOBBIX KJIETOK HEPBHOTO
rpedHs; 2-1 — U3 dMOPHUOHAJIBHBIX OCTEOXOHAPOTEHHBIX
KJIETOK-TIPEAIIECTBEHHUKOB; 3-s1 — OITyXOJIb pa3BUBaETCs
U3 ME3CHXUMAaJIbHBIX CTBOJIOBBIX KJIETOK.

B Mupe umeeTcss orpaHMYeHHOE KOJIUYECTBO 3aperu-
ctpupoBaHHBIX ciydaeB CHO IMoukm B CBSI3U € PEAKOCTHIO
3a0oseBaHus. Kinmuuyeckast kaptuHa B 70 % nposiBisier-
¢s1 00JIbIO B OOKY MJIM XKMBOTE, MaJbIIMPyeMbIM 00pa30oBa-
HueM u remarypueii (36,7 %). [Ipumepno B 30 % ciyyaeB
MMPUCYTCTBYIOT CUMIITOMBI OITyXOJEBOM MHTOKCHUKAIIUU,
BKJTIOYAIOIIME JTUXOPAIKy U MOoTepio Beca [§], uro HabI0-
JaJloch y 00OMX TAIlIMEHTOB, OMMCAaHHBIX HamMu. s
IMOCTAHOBKY JWAarHo3a HCIOJIb3YeTCsI TUCTOJIOTMYECKOe
ncciaegoBanue B tangaeme ¢ MI'X, a takxke MoJeKyJsip-
HO-T€HETUYECKHM UCCIIeI0BaHUEM.

B nogaBinsitonieM 60JbITMHCTBE JOCTYITHBIX HAOIIOAE -
Huii, onuceiBatonux CHO mouku, oTMedaeTcst mpeobna-
JlaHWe MYXKCKOTO I1oJia Haj xXKeHCKUM [12—14]. Haubonee
yacTo 3a00JIeBaHKE BO3HUKAET B IIOAPOCTKOBOM IIEPUOJIE,
a cpeIHMI BO3pacT MalueHTOB cocTanisieT 15—20 et [15,
16]. OnHako B MCCJIEIOBAHUM, ITIPOBEAECHHOM B OHKOJIO-
TUYECKOM IIEHTPe AHIEPCOHA, BKJIIOYAIOIIEM TPYIIITY
n3 30 6onbHBIX ¢ peHanbHOU CHO, cpemHmii Bo3pacT Ha
MOMEHT ITOCTaHOBKU auarHosa cocrasuia 30,5 roga. Cro-
WUT OTMETUTD, YTO 3-51 AeKana XXM3HU 0ojiee CBOMCTBEHHA
st BHeckeaeTHoit CIO [4, 8].

Ha ocHoBaHMM KPYIHBIX KOTOPTHBIX MCCICIOBAHUIA,
BKJTIOUAIOIIMX MAllMEHTOB C Pa3IMUYHBIMU JIOKaIU3allv-
avu CIO, oTMeueHo, 4TO OOJBIINME pa3Mepbl OITyXOJIU
(6onee 10 cM) SIBISIIOTCST HEOMArONPUSITHBIM (PAaKTOPOM
nporHo3a [4, 17, 18]. Hanuune oTnageHHBIX METACTa30B
onuchbiBaetcst y 40—65 % 6onbHbIx ¢ CHO mouku, 4To Tak-
K€ KOppeIMpyeT ¢ TIOXUM MporHo3oMm [2, 19—21]. YacTo-
Ta TMCCEMUHUPOBAHHBIX (DOpPM 3a00IeBaHUS MIPU MTOCTA-
HOBKE JMarHo3a 3HAYMTEIbHO BBIIIE, YeM Y TallMeHTOB
¢ knaccuyeckoit CHO [17, 18]. Takas BbIcOKasi yacToTa
METACTa30B OTPAXAET arpeCCUBHBIN XapaKTep 3TOMU OITy-
XOJI WIM 33JePXKKy B TMAarHOCTHKE, TTOCKOJIbKY 3a0pio-
LLIMHHOE MPOCTPAHCTBO MpPeACTaB/IsIeT COO0M OOILLIMPHBIMI
00BEeM, KOTOPBII MO3BOJISIET OITyXOJU JOCTATOYHO TOJITO
pacTu, Mpexkae YeM IOSIBSITCS IEPBbIE CUMITTOMBI.

CloxXHOCTM  BBI3BIBaeT U auddepeHImaibHas
IHMarHOCTHKA MepBUYHO peHanbHO CIO ¢ npyrumu orry-
XOJIIMU TTOYeK, TAKMUMU KaK MOYeYHO-KJIETOYHAs KapIlv-
HoMma (0oJiee CBOMICTBEHHAs JAaHHOI BO3PACTHOM IPYIIIIE),
9KCTpaHOMaIbHbIe JTUMMOMBI C TEPBUYHON JOKalIM3a-
el B 00JacTu MOYKM [22], MeTacTaTUYECKOe TopakKe-
HUME TIOYeK MpU capKoMax Npyrux Jokanuzauuii. Bech
CMEKTP IMPOBEACHHBIX NTMArHOCTUYECKUX MEpPOIPUSITUI

72023

TOMNVOL. 10

TMO3BOJIMJI HaM B KJIMHUYeCcKoM ciaydae Ne 1 3amomo3puTh
MeTacTaTUYecKoe ITopaxkeHUe ITOYKW IIpU TEPBUYHOMN
koctHoii CHO, nmokanu3oBaHHOM B 00J1aCTH KOCTe# Ta3a.
OnHako OKOHYATENbHBIN AMArHo3 3a4acTylo yCTaHaB-
JINBAETCS TOJBKO IIOCJ]E IIJIAHOBOTO THUCTOJIOTHYECKOIO
3aKJII0YCHMS YIAJCHHO! MOYKMU.

Pexomenpganuu no agdexkTuBHomy JedyeHuio CHO
TMOYKM CKYIHBI B CBSI3M C PEIKOCThIO 3aboyieBaHus. Tem
He MeHee HamboJiee JacTO MEePBBIM 3TAIllOM BBITIOJHSIET-
Cs XMPYPTrUYECKOe BMEIIATEIbCTBO. BakHO OTMETHUTH,
YTO HEMDPIKTOMHUS OCTAeTCsI EIUHCTBEHHBIM METOIOM
JICYECHUST U TIO3BOJISIET JOOUTHCS XOPOIIUX PEe3yIbTaTOB
BbDKMBaeMocTH [2, 13, 23]. YeTblpexJieTHsSI yacToTa 6e3-
peLMIUBHON M OO0ILIEil BBDKMBAEMOCTHU JJIs1 TTallMEHTOB
C JIOKaJIM30BaHHON (opMoOil 3aboyieBaHUS COCTaBUIIA
54 % (95 % noseputenbHblii uHTepBan (M) 27-81)
u 85 % (95 % AN 65—100) COOTBETCTBEHHO I1O CpaBHE-
HUIO ¢ MauMeHTaMM C JUCCEMUHMPOBAHHON (popMoit
3aboneBaHust — 35 % (95 % AW 13—58) u 47 % (95 % A1
23—71) COOTBETCTBEHHO.

B cBa3u ¢ Tem, uto BucuepanbHasg CHO 3auactyio
COITPOBOXK/IA€TCSI PErMOHAPHBIMU U OTIAJeHHBIMU MeTa-
crazamu [24], moaxoa B AMarHOCTUKE U JIeUEHUU JOKEH
HOCUTb KOMIUIEKCHBII Xapaktep. Hambonee HeOmaro-
MPUSATHBIMU (haKTOpPaMU MIPOTHO3A SBISIOTCS JTOKAIbHOE
pacmpocTpaHeHHEe ONMYyXOJW 3a TIpeaesibl MOYKM, Haju-
Yre OIyXOJEBOro TpoMOa U OTHAJEHHBIX METacTa30B.
3auactyio BuclepanbHble CH) BBICOKOUYBCTBUTEILHbI
K XUMHOTepanuu. B yacTHOCTH, TepBOHAYalbHO OBLIO
00HapyXeHO, YTO BUHKPUCTUH, AKTUHOMUIIMH U LIMKJIO-
bochamun 3chdheKTUBHBI TIpU JCUSHUU JaHHON MaToJIO-
ruu [12]. ITo3xe nokcopyoulmH, ndochaMua u 3TOMO3U/
Takke MPOAEMOHCTPUPOBAIM aKTUBHOCTh B OTHOIIIEHUM
aTUX omyxojeit [25]. B HacTosiee BpeMsl CyIIeCTBYIOT
3 cTpareruu NMepBUYHOM Tepanuu: naiueHTaM B CeBep-
HOl AMepuKe IIpOBOMSAT KOMOMHAIIMIO IperapaToB
BUHKPUCTUH/TOKCOPYOUIIMH/TIMKI0(hochaMuI, yepemyst
¢ udochamunom u stonosunom (VAC/IE), ¢ mpume-
HEHMEM HMHTepBajia CXKaTusl, T. €. KypChl BBITTOJTHSIOTCS
Kaxable 2 Hell, YTO B HACTOSIIEE BPEMSI CTAJIO «30JI0ThIM
crangaptom» JedeHusi CIHO [26]. B EBpome HaubGosee
pacmpoCTpaHEHHBIM TIOAXONOM SIBJISIETCS TPUMEHEHME
Kypca BMHKPHCTHUH/IOKCOPYOUIIMH/3TOMno3un/udocha-
mug (VIDE) B kauecTBe HayaabHOM CXeMBI JiedeHus [27],
a B ctpaHax CKaHIMHABUM U Y OONBIIMHCTBA B3POCIIBIX
MalMeHTOB UCTIONB3YIOT €T0 YIIPOIIEHHBIN PeXXUM — BUH-
KpuctuH/noxkcopyounmt/udochamun (VID) [28]. Tepa-
s B CPeIHEM COCTaBIsSIeT A0 14 IIMKIOB U ITO3BOJISIET
JOCTUYDb CTOMKON pPEeMUCCUU Y OOJBIIMHCTBA OOJBHBIX.
HeynuButenbHO, UTO B psife caydaeB He yIaeTCsl JOCTUYb
YVIOBJICTBOPUTEIIBHOIO OTBeTa OT MYJIBTUMOIAIbHOMN
Teparuu u3-3a 00jee arpeCCMBHOIO Xapakrepa 3a00jeBa-
HUs. 3a4acTyl0 OTMEYaeTCsl paHHEe ero MPOorpeccrupoBa-
Hue (B cpenHeM nociie 5—6-ro kypcos I1XT) [29], a Takke
pa3BUTHUE paHHUX PeIUAUBOB (MeHee 12 Mec oT MOMEHTa
okoHuYaHMs JeyeHus ) [30].

Xopouio u3BecTHa paauodyBcTBUTeNbHOCTE CIO,
B cBsI3U ¢ yeM npumeHeHue JIT MoxeT ObITh MCITOIb30Ba-
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HO Kak JIOIOJIHUTEJIbHAs OIS JIOKAJIbHOTO KOHTPOJIS.
Oco0eHHO B TeX cirydasix, Koraa Ha (hoHe HeoaIbIOBaHT-
HOM Tepanuu He JOCTUTHYT TOJHbIA 3(G¢eKT (MOITHBII
JiedeOHbIi maToMopd03). DTO OBUIO MPOJAEMOHCTPUPOBA-
HO B MCCJICIOBAaHUM, OIKMCHIBAIOIIEM 9 TTallMeHTOB C BUC-
nepanbHoit CHO (peHanbHas JIOKalM3alusi), KOTOPBIM
obuta TipoBeneHa anbioBaHTHas JIT (B mose 50—60 Ip)
Ha JIOXE€ YHAJEeHHOM OIyXOdW U peruoHanbHbIX JIY,
B pe3yJbTaTe 4yero ObLI JOCTUTHYT TOJHBIA oTBeT [15].
B nmepBoM KJIMHUYECKOM cTydyae 0OTLHOMY C TIEpBUYHBIM
MopaXkeHMeM KOCTell Ta3a Oblia MpoBeAeHa paauKalbHast
JIT B nose 45,6 Ip (m3omo3a — 50,4 Ip). OcHOBBIBAsICh
Ha BBIIICYIIOMSIHYTBIX MCCIEIOBAHUSIX, MOXHO Cle/IaTh
BBIBOJ, O HEOOXO0AUMOCTH BbintoaHeHUs JIT mpu Hamnaumn
OCTaTOYHOI OOJIC3HU II0C/Ie XUPYPrUYE€CKOIo JICYCHUS,
MOJIOKUTENIBHBIX KPasiX Pe3eKLUU U JIOKOPETMOHAIbHOM
muMdaneHonaTuu [14].

ITo nanneiM HUUM JOwul, 3a nepuox ¢ 2012 no 2022 r.
Habmonanuchk 50 mammeHToB ¢ BHeckeneTHoir CHO, 11
OOJIBHBIX MMEJM BHUCLEPAIbHYIO JIOKAIM3AIMIO0, U3 HUX
2 o6butn ¢ peHanbHo dopMmoit CHO u 2 ¢ mertacrazamu
CIO B mouky. CTOUT OTMETUTh, YTO MALIMEHTHI C MeTa-
cratmyeckuM nopaxkeHuem nouku CHO, HecmoTpss Ha
MHULMAJIBHYIO TMCCEeMUHALIMIO IIpoliecca, UMean boliee
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OJIarONPUSITHBIN MPOTHO3 M B HACTOSIIEe BpeMsl HAXoO-
natcs B pemuccuu. K coxaneHuro, BUcIiepabHas JoKa-
Jm3aums y 60abHBIX ¢ BHeckeneTHoit CHO koppenupyer
¢ KpaiiHe HeOJaronpusTHBIM IIporHo3om. Ilomumo 3Toro
ObUTM BBISIBJIEHBI CJIeIYIOLINE HeOJaronpusTHbIE (hakTo-
pbl: ctamusi 3a00jeBaHUsI, OOBEM MEPBUYHOM OITyXOJH,
a TakKe TMcceMUHaL Tpolecca [4].

3akiroyenne

IMepBuunaa CHO mouyku — 3TO KpaiiHe peakoe Ipo-
sIBJICHMEe BHecKeneTHo# (BucuepanbHoii) CHO, koto-
poe IOKHO OBbITh BKJIIOUeHO B AuddepeHInaIbHYI0
MUaTHOCTUKY TEPBUYHBIX OIyXOJeil IovyeK. B cBs3u
C HETUIIMYHOM KIIMHWYECKON KAapTUHOU M BO3PACTHBI-
MM XapaKTepUCTUKAMM TMAaLMEHTOB Ha IIEpBOM STalle
B HEKOTOPBIX CIIyuasix HEOOXOAMMO ITPOBeAeHE OMOTICUM
¢ Mopdonornueckoit BepuduKalueil nuarHosa. Taxkoit
MOAXO[I TTO3BOJIUT M30eKaTh BHIOOPA OIIMOOYHON TaKTH-
K1 (MHULIMAJIBHO HealeKBaTHOE XUPYPIrUIecKoe JIeUeHUE,
HeaJeKBaTHbBIN BEIOOP CTApTOBOM XuMuoTepanuun). Yaie
BCET0 OKOHYATEIbHBII TMarH03 MOXKHO ITOCTaBUTh TOJIBKO
1ocje BBIMOJHEeHUs HedpakTomuu. [IpuMeHeHUe KOM-
TUIEKCHOTO TIOAXOAa B JICUEHUHU ITOKA3bIBAeT JOBOJIBHO
XOPOIINE Pe3yJIbTaThl B TOCTUKEHUU ITOJTHOM PEMUCCHUU.
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