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Bpoocoennas mezobnracmuas neghppoma (BMH) — pedxas nepsuunas onyxonv nouku y demeil panHe2o 603pacma, XapaxKmepusyruaacs
npoOMeNCYMoUHbIM Ouonouteckum nosedernuem. OCHOBHbIM MEMOOOM AeueHUs 16A3emcs padukanvhoe ydaseHue onyxoau. Lleav dannoeo
Uccne008aHuss — aHanU3 cOOCMEEeHH020 ONbIMA No Ae4eHUI0 nauuermos ¢ duaeno3zom BMH. Pooumenu 60abHbix 0aau coeaacue Ha Uchonb-
306aHUe UHGOPMAYUU 0 HUX, 8 MOM HUcAe Homocpaguil, 8 HAYUHbIX UCCAO08AHUAX U NYOAUKAYUSX.
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Congenital mesoblastic nephroma (CMN) is a rare primary kidney tumor in young children, characterized by intermediate biological
behavior. The main treatment method is the radical removal of the tumor. The purpose of this study is to analyze our own experience
in the treatment of patients with a diagnosis of CMN. Parents of patients agreed to the use of information about them, including photographs,
in scientific research and publications.
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Beenenne

OI1yx0J11 MoYeK y JeTeil cocTaBisior 6—8 % Bcex 3710-
KayecTBEeHHBIX HOBooOpa3oBanuii (3HO) merckoro Bo3-
pacra [1]. Hanbonee yactag mepBUYHas 3JI0KaueCTBEH-
Hasl OIlyXOJIb IIOYEK Yy JeTell — OoImyxoyib BuiibMca, Ha ee
JIOJTIO0 IpUXOAUTCS 85% OT BCcexX CIydaeB OIyXOJIeii MoYeK
y nereii [1, 2].

BpoxnenHnast me3obaactHast Hedbpoma (BMH) — pen-
koe 3HO, cocraBisioniee 3 % Bcex HOBOOOpa3OBaHUIA
nouek y aereit [3, 4]. BMH nHaubonee pacrpocTpaHeHHas
OITyXOJIb ITOYKH Y JETEH MepBhIX 6 MecsLEeB XU3Hu [4, 5].
B 15 % cnydaeB OuarHOCTUpYeTCs IIpU MpPEHATaIbHOM
CKPUHMHIE OEpeMEHHBIX BO BpeMsl YJIbTPa3ByKOBOI'O
ucciaenosanust (Y3N) [5, 6].

Bolande et al. B 1967 r. BriepBble MCIIOJIb30BAIA TEP-
muH BMH u onucanu obpasoBaHue MOYeK, MMelollee
OTJIMYHOE OT KJIacCMYecKoil TpexdasHoit HedpobiacTo-
MBI CTpOEHUE onmyxoju [7].

Tucronormyecku Boimensior 3 tuna BMH: knaccu-
YeCKMI, KJIETOYHbBII U cMmelaHHbIi [4]. CrenyeT oTMme-
TUTh, YTO JJig KJIETOYHOro U cMelaHHoro tunos BMH
XapaKTepPHO BbISIBJICHUE MyTallMU B OITyXOJIEBBIX KJICTKAX,
Hanuuue rubpuaHoro rea ETV6/NTRK3 (6, 8.

OcHoBHoI1 Meton JeyeHuss BMH — xupypruueckoe
paguKaJIbHOE yIajJeHue OImyXou [9].

Ienb HACTOsIIEH MYOIMKALMH — aHAJIM3 COOCTBEHHOTO
onbiTa HWUU nerckoii onkosoruu u rematojoruu ®IbY
«HaunoHanbHBI MEOUIIMHCKUN  HCCIEeA0BATEIbCKUIA
eHTp onkosoruu uM. H.H. brnoxuna» Munsnpasa Poc-
cun (HUM JOul’ HMUII onkonornu um. H.H. broxu-
Ha) MO JCUeHHUIO MallMeHTOB ¢ AuarHo3omM BMH.

MatepuaJjsl 1 METOIbI

[IpoBeneH peTPOCIEKTUBHBIM aHAIU3 MAlleHTOB
¢ Bepu(ULIMPOBAHHBIM Ha 0a3e J1abopaTOpUM MaTOMOP-
¢donoruu HMUILI onkonorum um. H.H. brnoxuna nna-
rHo3oM BMH 3a nepuop ¢ ntong 2002 r. mo anpenb 2018 .
(188 mec).

B aHanu3 BKIIOYeHBI 16 HALMEHTOB: BCe OOJIbHBIC
nosydyanu nedenue B ycraoBusgsx HUUM 10wl 1 naumeHT
MMOCTYIMJI C PEUUINBOM I1OCJIE IMPOBEACHHOIO XUPYpPTH-
YECKOTO JICYCHUS IO MECTY KUTEJIbCTBA (CM. KIMHUYC-
CKMU cITyvaii).

JlnarHo3 ycTaHOBJIEH HA OCHOBAaHUM TMCTOJIOTMYECKO-
IO MCCJIENOBAHUS COIJIACHO KPUTEPHUSIM KiaacCuUKaIuu
onyxoJjeii moyek BecemupHoii opraHu3zaunm 3apaBooxpa-
HEHMSI.

Bcem mamveHTaM mpoBOIMIIACh OLIEHKA PEe3yJIbTaTOB
MHCTPYMEHTAJIbHBIX METOIOB OO0C/IeIOBaHUsI, BKJIIOYAst
KoMmIbioTepHyto Tomorpaduio (KT), marHutHO-pe3o-
HaHcHY10 ToMorpaduio (MPT).

Jng ouenku craryca reHa ETV6 Bcem OOJBbHBIM
BBITIOJIHEHO ITUTOTEHETUYECKOE MCCAeAOBAaHME METOIOM
dayopecuenTHol rubpunusamuu in situ (FISH).

OueHuBajicsi 00beM TMPOBEIEHHOTO XUPYPruueckoro
JiedyeHus. 11 3TOro MCIoib30Bajlach CIEAYIOIasl Kiac-

cupukaumst: RO — MMKpPOCKONMYECKU paauKaabHas
omepanus; R1 — MMKpOCKONMMYECKM HepaauKalbHas;
R2 — wmakpockonuyecku HepaauKaiabHasi oIlepaiusi.

ITpoaHanu3upoBaHbl OTAAJEHHbBIC PE3YJILTAThl JICYCHMUS
nanueHToB ¢ BMH.

Pe3syabraTsi

B nccnenoBanue BKIIIOYEHBI 16 MAllMEHTOB 3a MEPU-
on ¢ utons 2002 1. mo amnpenb 2018 . U3 Hux 1 GonbHOIM
MOCTYITJI B OTIEJICHUE C PELIMIMBOM 3a00JIeBaHMsI.

MenunaHa Bo3pacta Ha MOMEHT pa3BUTUSI IIEPBBIX CUM-
nroMoB coctaBuia 1,1 mec (quanason — 0—7 mec), Torna
KakK MeIuaHa Bo3pacTa Ha MOMEHT ITOCTAaHOBKU JIMarHo3a
obuUta paBHa 2,9 Mec (muamazoH — 1—8 Mec). Pacmpene-
JIEHKE I10 TI0JIy BBIIJISIACNIO clieayroum obpaszom: 10/16
(62,5 %) — manbuuiku, 6/16 (37,5 %) — neBOUKH.

B 25 % (4/16) cnyuyaeB oOIyXojb ObLla BbISIBICHA
MpeHaTaJbHO IPU IUIAHOBOM CKPUHUHIE OEpEeMEHHBIX.
B 25 % (4/16) — B cBsI3u ¢ XajnobamMu Ha yBeJUUYECHUE
kuBoTa pebeHka U B 50 % (8/16) oOpazoBaHuEe OBLIO
BBISIBJICHO cClyd4aiilHO TIpu IutaHoBoM Y3M opraHoB
oprorrHoit mojoctu (OBIT).

Bcem manmentam niposeneHsl KT/MPT OBII — cka-
HUpOBaHME C KOHTPACTHBIM ycwieHueM, a Takxke KT
opraHoB rpynHoit kietku (OI'K). Hu y omHoro us Hux
JAHHBIX 32 HaJM4ue OTHAJIEHHBIX METACTa30B MOJYYEHO
He ObLIO.

XapaxkrepucTrka O0JIbHBIX ITpeACTaBlieHa B Ta0I. 1 1 2:
JIaTepaJIbHOCTb OITyXOJIEBOTO Ipoliecca BhISIBISLIACH OU-
HaKOBO 4acTO Kak CIIpaBa, Tak U ciaeBa — B 50 % (8/16)
cJIydaes.

BceM mnanueHTaM Ha IMEpBOM 3Talle BBIITOJIHEHO
XUpyprudeckoe jedyeHue B oobeme: 13/16 (81,3 %) 6oib-
HbIM — CPEIMHHAs JIAITApOTOMUS, HEDPOYPETEPIKTOMUSL;
2/16 (12,5 %) — namapockonu4deckass HedpoypeTepIK-
tomus u 1/16 (6,2 %) — nanapockKomnuyeckasi pe3eKius
MOYKU (JUIMTEIBHOCTh HAOIIOACHMS 32 3TUM IalleHTOM
coctaBuia 110 mec, peOEHOK XKUB).

BceM neTsiM Xupypruyeckoe JieU€HHE BBIITOJIHEHO
B o0beMe RO-pesexkiiuu, 4To MOATBEPXKIEHO JaHHBIMU
MMKPOCKOITMYECKOT0 UCCIICIOBAHMSI.

Y 8 (50 %) nmaumenToB Obl1a ycTaHoBieHa 1 cramgus
3aboneBanus, y 7 (43,7 %) — Il cramua uy 1 (6,3 %) —
III cTanus (MHTpaoIepallMOHHBIN pa3phIB KaICy/Ibl OIy-
X0JIU (ITO0 MECTY XXUTEJIbCTBA)).

Y 12/16 (75 %) 60abHbIX rucTOIO0rMYecKuii Tun BMH
COOTBETCTBOBAJ Kilaccuueckomy, y 3/16 (18,8 %) oGHapy-
JKEH KJIeTOYHbI T 1y 1 (6,2 %) nauyeHTa — CMeIlaH-
HBIU TUIIL.

ITpu npoBeaeHUM LIUTOTEHETUYECKOTO UCCIeI0BaAHMS
meronom FISH y 2/3 (66,6 %) nauueHTOB ¢ KJIETOYHBIM
tuniom BMH BrisiBieH ren ETV6.

Menuana HaOIIOASHUS OT MOMEHTA ITOCTAHOBKY TMA-
rHo3a coctaBuia 48,3 mec (mmana3oH — 7—118 mec), Bce
MalUEHThI XKUBBI.

Kmmaugeckwmii corygait

Manvuuk poduncs om 4-ii bepemenHocmu, npomexasuiell
Ha gpone mHo20600us 6 111 mpumecmpe, 6mopwix podos, podo-
paspeuienue onepamugHoe Nymem Kecapegoeo ceveHus Ha
39-i1 Hedene bepemennocmu. Macca mena npu podxcoenuu —
3500 e, pocm — 54 cm. o wikane Aneap — 7/8 6annos.
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Poccuiickuii xypHan JETCKOU TEMATOJIOTUU u OHKOJIOT U

Tadmma 1. Xapaxmepucmuka nayuenmos ¢ BMH (n = 16), éxaiouennbix 6 uccaedoganue (cobcmeennvie dannvle)

Table 1. Characterization of patients with congenital mesoblastic nephroma (n = 16) included in the study (own data)

BMH/xnaccuueckuii
,[[eBqua 1,0 Congenital mesoblastic
Girl nephromay/classic
2 BMH /xnaccuueckuit
JleBouka 1,6 Congenital mesoblastic
Girl nephromay/classic
3 BMH /xnaccuueckuit
Masnbunk 2,1 Congenital mesoblastic
Boy nephromay/classic
4 BMH /xnaccuueckuit
JleBouka 3,5 Congenital mesoblastic
Girl nephromay/classic
5 BMH /xnaccuueckuit
JleBouka 2,4 Congenital mesoblastic
Girl nephromay/classic
6 BMH /knaccuueckuii
Manpunk 2,7 Congenital mesoblastic
Boy nephromay/classic
7 BMH /xnaccuaeckuit
Manbunk 3,5 Congenital mesoblastic
Boy nephromay/classic
8 BMH /knerounsrit
Manbuuk 3,8 Congenital mesoblastic
Boy nephromay/cellular
9 BMH /cMmentanHbIi
Manbuuk 7,8 Congenital mesoblastic
Boy nephroma/mixed
10 BMH /xneTounsrit
Manbuuk 1,8 Congenital mesoblastic
Boy nephromay/cellular
11 BMH /knerounsrit
Masnbuuk 2,9 Congenital mesoblastic
Boy nephromay/cellular
12 BMH /knaccuueckuii
Masbuuk 0,8 Congenital mesoblastic
Boy nephromay/classic
13 BMH /xnaccuueckuit
Masbuuk 7,8 Congenital mesoblastic
Boy nephromay/classic
14 BMH /xnaccuueckuit
Masbuuk 4,2 Congenital mesoblastic
Boy nephromay/classic
15 BMH /knaccuyeckuii
JleBouka 2,9 Congenital mesoblastic
Girl nephromay/classic
16 BMH /xnaccuueckuit
JleBouka 3,8 Congenital mesoblastic
Girl nephromay/classic

Tucronorus TIEPBUYHOM

Cnesa
Left 1 OITyXOJIN
Histology of the primary tumor
TucTonorus nepBUYHON
Cnesa I
Left OTTyXOJTH
Histology of the primary tumor
Tucronorus nepBUYHOI
CrpaBa 1
Right OITyXOJTH
Histology of the primary tumor
Tucronorus mepBUYHON
CrmpaBa I
Right OTTyXOJTH
Histology of the primary tumor
Tucronorus mepBUYHOMI
CrmpaBa I
Right OITyXOJTH
Histology of the primary tumor
Tucrosorust IepBUYHON
Cresa I
Left OITyXOJIH
Histology of the primary tumor
TucToorust MepBUYHON
CmpaBa
Right 1 OIyXOJIN
Histology of the primary tumor
TucTosorust IepBUYHON
CneBa
Lefi 111 OIyXOJI
Histology of the primary tumor
[ucToJIOT ST IEPBUYHOI
CneBa

11 OIyX0JIn
Left Histology of the primary tumor

Tucronorust mepBUYHOM

CneBa
Lefi 11 OIyX0JIn
Histology of the primary tumor
TuicTosorust mepBUYHON
CrpaBa
Right 11 OIyXOJIi
Histology of the primary tumor
Tucrosorust epBUYHON
CneBa
Left 1 OIyX0JIn
Histology of the primary tumor
TucTonorust mepBUYHON
CneBa
Left 1 OIyXOJIN
Histology of the primary tumor
TucTonorust mepBUYHON
CrpaBa
Right 11 OIyXO0JIi
Histology of the primary tumor
Tucronorust nepBUYHOM
CrpaBa
Right 1 OMyXO0JIn
Histology of the primary tumor
Tucronorus nepBUYHOM
Lty 11 OIyXO0JIn
Right

Histology of the primary tumor

B sospacme 1 mecsaya peberky evinonneno nianogoe Y3H
OFII, svisicaeno obpaszosanue nesoli nouku. Bpauom-dem-
CKUM OHKO01020M (MO MECMY JHCUMenbcmea) peKkomeH008aHo
dunamuyeckoe HabaOO0eHue.

B sospacme 3 mecsaues no dannvim Y3HU OFII ¢ dunamu-
Ke 8bls161eH0 yeeauueHue 00pa3eanus 1e6oil NOYKU, 8 C83U
¢ uem pebeHOK 20CNUMANU3UPOBan 6 CMAuUOHAp No Mecmy
JACUMENbCMBA, BINOAHEHO 00CAed08aHUe.

KT OFBII: obsemHoe obpazosanue n1e6oii NOYKU, HEOO-
HOPOOHOE N0 CMPYKmype, KUCMO3HO-COAUOHO20 CMPOEHUs,
pasmepamu 68 < 57 % 69 mm (obvem — 139 cm?).

Ilo danuvim penmeenoepagpuu OI'K namonoeuu u ovaeo-
8bIX UBMEHEHUL] He Bblsi6AEHO.

Ilocae nposedernus: Heobx00umozo o6sema OuaeHOCm -
Yeckux uccnedo8anuil, yHumsleas 603pacm nayueHma, Ha
nepeom amane 8biNOAHEHO ONePamusHoe AeueHue 8 obseme
Heghpoypemepakmomuu caeea (docmyn — nonepeuHblil
paspes 6 1e60l noA08uHe OPIOWHOLU NOAOCMU blule NYN-
Ka; 0CA0dCHeHUe — UHMPAONepayuoHHbL Pa3pslé Kancy-
Abl ONYXOAU C U3AUMUEM ONYXOAEBOL MACChl 8 OPIOUIHYIO
nosocms).

Tucmonoeuueckue xapakmepucmuku ONYXOoAU COOM-
semcmeosaru BMH, kaemounwviii mun, nokaisvHas cma-
Ous 111 (unmpaonepayuorHbvLil paspvié KANcyavl ONYXoa)

(puc. 1).
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Tabmuna 2. Xapaxmepucmuka nayuenmos ¢ BMH (n = 16), éxaiouennbix 6 uccaedoganue (cobcmeennvie dannvle)

Table 2. Characterization of patients with congenital mesoblastic nephroma (n = 16) included in the study (own data)

IleBqua
Girl

2
JleBouka
Girl

3
Manbuuk
Boy

4
JleBouka
Girl

5
JleBouka
Girl

6
Manbuuk
Boy

7
Masbuuk
Boy

8
Masnbuuk
Boy

9
Manbuuk
Boy

10
Masibuuk
Boy

11
Manbuuk
Boy

12
Masbuuk
Boy

13
Masnbunk
Boy

14
Masbuuk
Boy

15
JleBouka
Girl
16
JleBouka
Girl

IpeHaranbHO, Ha 32-i1
HeJeJse 1Mo JaHHbeM Y3 U

Prenatal, at the 32" week

according to ultrasound

TNpenaranbHO, Ha 23-ii
HeJese o faHHbIM Y3
Prenatal, at the 23 week
according to ultrasound
IIpenaranbHO, Ha 40-ii
HeJese o naHHbiM Y3
Prenatal, on the 40" week
according to ultrasound
BeccummntomHoe TeueHne,/
miaHosoe Y31
Asymptomatic/planned
ultrasound
VBenuvyeHue pa3MepoB
SKUBOTA
Enlargement of the abdomen
BeccumnromHoe TeueHue/
miaHoBoe Y3
Asymptomatic/planned
ultrasound
BeccummnromHoe TeueHune/
miaHosoe Y31
Asymptomatic/planned
ultrasound

BeccumrntoMHoe TeueHue,/
miaHosoe Y3
Asymptomatic/planned
ultrasound

BeccummnromHoe TeueHue/
miaHoBoe Y3U
Asymptomatic/planned
ultrasound
BeccumnroMHoe TeueHue,/
miaHoBoe Y3U
Asymptomatic/planned
ultrasound

[lepBbie cyTKM XU3HH,

yBeJIMYEHUE Pa3MePOB KUBOTA

First day of life,
enlargement of the abdomen
IIpenaranbHo, Ha 40-ii
HeJese 1o faHHbIM Y3
Prenatal, on the 40" week
according to ultrasound

VYBenueHue pazMepoB
SKUBOTA
Enlargement of the abdomen
BeccumiitomHoe TedyeHune,/
maHosoe Y31
Asymptomatic/planned
ultrasound
VYBenuyeHue pa3MepoB
KUBOTA
Enlargement of the abdomen
VBenuueHue pa3MepoB
SKUBOTA
Enlargement of the abdomen

Het
No

Her
No

Hert
No

Her

Her

Ha
Yes

Het
No

Ia
Yes

Her
No

Her
No

Het

Her
No

Vnanenwue omyxoiu, RO
Tumor removal, RO

VYnanenue onyxou, RO
Tumor removal, RO

Vnanenue omyxosu, RO
Tumor removal, RO

Vnanenue onyxoau, RO
Tumor removal, RO

VYnanenue onyxoau, RO
Tumor removal, RO

Vnanenue onyxosu, RO
Tumor removal, RO

Vnanenue onyxoau, RO
Tumor removal, RO

VYnanenue onyxoau, RO
Tumor removal, RO

Vnanenue ormyxonu, R0
Tumor removal, RO

Vnanenue onyxoau, RO
Tumor removal, RO

Vnanenue onyxosu, RO
Tumor removal, RO

VYnanenue onyxoau, RO
Tumor removal, RO

VYnanenue onyxosu, RO
Tumor removal, RO

VYnanenue onyxosu, RO
Tumor removal, RO

Vnanenue ormyxonu, RO
Tumor removal, RO

VYnanenue onyxosu, RO
Tumor removal, RO

TTonHbIi OTBET
Complete response

[Monublit oTBET
Complete response

ITonHblit oTBET
Complete response

TTonHbIit OTBET
Complete response

[Tonublit oTBET
Complete response

ITonHblit oTBET
Complete response

[MonHblit oTBET
Complete response

[Monublit oTBET
Complete response

TTonHbIit oTBET
Complete response

[Monublit oTBET
Complete response

[TonHbIiT OTBET
Complete response

[Monublit oTBET
Complete response

[TonHblit oTBET
Complete response

[TonHblit oTBET
Complete response

TTonHbIil oTBET
Complete response

[TonHblit oTBET
Complete response

KuBa 6e3 Mpu3HaKOB
3aboseBanus (56,5)
Alive without disease (56.5)

2KuBa 6e3 npu3HaKoB
3abomneBanus (118,1)
Alive without disease (118.1)

2KuB 6e3 npu3HaKkoB
3a0osieBaHus (85,2)
Alive without disease (85.2)

2KuBa 6e3 npu3HaKoB
3aboseBanus (101,0)
Alive without disease (101.0)

Kupa 6e3 npu3HaKoB
3a0o0sieBaHus (48,4)
Alive without disease (48.4)

Kus 6e3 npu3HaKkoB
3a0osieBanus (24,3)
Alive without disease (24.3)

KuB 6e3 rnpu3HakoB
3aboseBanus (110,3)
Alive without disease (110.3)

PermnuB uepes 6 Mec OT TIepBOit
orepalyu (1o MeCTy KUTETbCTBA)
Relapse after 6 months from the
first operation (at the place of
residence)

KuB 6e3 mpu3HakoB
3a6oseBanus (26,8)

Alive without disease (26.8)

2KuB 6e3 npu3HakoB
3a0osieBanus (24,2)
Alive without disease (24.2)

KuB 6e3 npu3HakoB
3aboseBanus (22,8)
Alive without disease (22.8)

KuB 6e3 npu3HaKoB
3a0osieBaHus (48,2)
Alive without disease (48.2)

KuB 6e3 npu3HakoB
3a0oseBanus (13,1)
Alive without disease (13.1)

KuB 6e3 mpu3HaKkoB
3a0oseBaHus (7,2)
Alive without disease (7.2)

KuB 6e3 nmpu3HakoB
3aboneBanus (69,3)
Alive without disease (69.3)

2KuBa 6e3 npu3HaKkoB
3a0osieBaHus (48,8)
Alive without disease (48.8)
2KuBa 6e3 mpu3HaKoB

3a0oseBaHust (35,8)
Alive without disease (35.8)
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

Puc. 1. Tucmonoeuueckas kapmuna BMH, kaemounwii mun. Oxpacka
2eMAMOKCUNUHOM U 203UHOM, % 200

Fig. 1. The histological picture of congenital mesoblastic nephroma, cellular
type. Stained with hematoxylin and eosin, x 200

Yuumuieas eucmonoeuneckuii apuanm onyxonu, npUHs-
mo peuierue ocmasums pedernKa nod OUHAMUMECKUM HAOAI0-
OeHuem.

Oonako uepe3 6 mec nocae ONepamueHo2o AeueHus npu
KoHmpoavHom obcaedosanuu no oannsim Y3U OFII 6 noxce
Yyoanennoll 1e6oil NOUKU 8U3YaAAUUPOBANOCH SUNOIXOLEHHOE
obpazosanue pasmepamu 50 % 44 x 33 mm (06sem — 37,8 cm’).
Podumeau om npednodicennoco no8MOPHOLO0 ONEePamueHoe0
BMeUamenbcmed no Mecmy JHCUmenbcmed OmKa3anuc.

B 6ospacme 11 mecaues pebeHOK eocnumanusuposan
80 2-e xupypeuueckoe omdeneHue onyxoneil mopaxkoaooo-
MmuHanvHoi aoxaruzayuu HUH JJOul HMUI] onkonoeuu
um. H.H. baoxuna 0aa OdanvHeiiwe2o 0oobcaredosanus
U onpedenenuss MAKMUKU CREYUANbHO20 AeHeHUs.

Pebenky nposedero komniekcHoe obcredogarue.

Onpedenenue KOHUEHMPAYULl OHKOMAPKEPo8 6 Kposu:
anvgha-ghemonpomeun,  HelpoHcneyuguueckas —eHoaasa,
Oema-xopuoHu4eckuii 20HadomponuH, geppumun, 1aKmam-
deeudpocenaza — 6 npedenax 803pacmHoOll HOPMbl.

KT OKBIl ¢ e6HympuseHHbIM KOHMPACMUPOBAHUEM.:
3a6pruUHHO napasepmebparvHo cieéa Ha ypogue Thi12-1L3
Nn0360HK06 (8 obaacmu n0Xca YOaneHHOU 1e80l NOUKU
€ ONYx041610) 8bI5161€HO 00BEMHOE 00PA308AHUE C HEPOBHBIMU
Koumypamu pazmepamu 57 x 42 x 61 mm (obsem — 76 cm’).
Cmpykmypa onyxoau He0OHOPOOHA 34 CHem MHOJICeCMEeH-
HbIX HU3KONAOMHbBIX U KUCIMO3HbIX 30H (puc. 2).

KT OI'K: ouaeosvie u unguabmpamuetvie UsMeHeHus He
8bIS6ACHDL.

Ilocne nposedenus Heobxodumoeo obsema duaesHocmute-
CKUX UCCAe008AHUI HA KAUHUYECKOM KOHCUAUYMEe NPUHAMO
peuleHue 0 NPoBeOeHUU XUpypeuuecKkoeo dmana jeveHus,
NPUHUMAS 80 BHUMAHUE 803MOJICHOCHYb BbINOAHEHUS paou-
KanbHoeo y0aneHus Onyxonu.

Pebenky evinonHen onepamueHblii 2man Ae4eHus 8 00s-
eme: cpeQUHHAs Aanapomomus, yoaieHue Onyxoau, aope-
Hanskmomus. Coenacrno npomokoay onepayuu onyxons yoa-
AeHa MAKPOCKONUYECKU PAOUKANbHO.

Tucmonoeuueckoe  3akawuenue  cOOMBEEMCMBE0OBAN0
NepeUMHOMY 3aKAOUEeHUI0, 8 Kpasx pe3eKuul Onyxoab He

Puc. 2. KT OFII ¢ xoumpacmubim ycunenuem: a — HamugHas ¢asa;
0 — apmepuanvhas gasza; ¢ — evideaumenvHas ¢aza. B 3abpowunHom
npoCMpancmee caeea 6 A0Jce YOaAeHHOI OnyXonu 1e60ll NOYKU BbAGAAeM S
00veMHOe KpynHoOyepucmoe o00pazoeanue, HeOOHOPOOHOe NO CMpYyKmype
3a cuem nepembiex U 30H HCUOKOCMHOU U NAPEHXUMAMO3HOU NAOMHOCMU.
Obpaszosanie He0OHOPOOHO HAKANAUBAEM KOHMPACMHbLI Npenapam no
nepembiuKam u 6 nepugheputecKux omoenax

Fig. 2. CT scan of the abdominal organs with contrast enhancement:
a— native phase; 6 — arterial phase; ¢ — excretory phase. In the retroperitoneal
space on the left, in the bed of the removed tumor of the left kidney, a large
coarse formation appears which is heterogeneous in structure due to jumpers
and zones of liquid and parenchymal density. Education heterogeneously
accumulates a contrast drug in the jumpers and in the peripheral regions

obHapyucena. Obsem onepamueHozo emeulamenscmea Ovia
unmepnpemuposar kax RO-pesexyus.

Lumoeenemuuecioe uccaedosanue memodom FISH: kax
6 NepeUUHOM ONePaAYUOHHOM Mamepuaie, max u @ peyuoug-
HOUl onyxoau o6Hapyxcena nepecmpoiika eena ETV6.

Taxum 0b6pazom, ¢ yuemom eUCmon02u4ecK0e0 8apUaHma
0Onyxoau, paduKaibHo bINOAHEHHO20 XUPYPeUHECK020 feve-
Hus u obsema pesexyuu (R0O), 6b110 npuHamo peuieHue 0anb-
Helluiee cneyuanvHoe JeveHue (XUMuomepanesmuueckoe)
nayuenmy He nposooums, pedeHoK 8 Y006AemEopUMenbHOM
comamuueckom cmamyce Obli GbLINUCAH U3 OMOeAeHUs.
Ha dannbiii momenm OaumenvHocms HAOAOOEHUS COCMAB-
asiem 27 mec, COXpaHAemcs NOAHbLL omeem No OCHOBHOMY
3a601e8aHUI).

OocyxaeHue

BMH — penkast mepBu4Has1 OIyXoJib MOYKM y JAeTeit
paHHEro BO3pacTa, XapaKTEePU3YIOIIAscs ITPOMEKYTOY-
HBIM OMoJiornyeckuM noseaeHueM [3, 4]. Ha nomto BMH
npuxoautcs 3 % Bcex CllydaeB OIYXOJIei TMOYeK y JeTeit
[3—5]. B nuteparype He mMeeTCs OINMMCAHUI C JBYCTO-
POHHUM mopaxkeHueMm mnodyek py BMH, B otimuue or
onyxoiau Bunbmca.

BMH nuarHocTupyercs y aeTeil rmepBbIX 6 MecsiieB
JKW3HHU, BJAAHHOM Koropre naueHToB B 50 % ciiyuyaeB Bcex
HOBOOOpA30BaHMI IOYEK IMATHOCTUPYIOTCSI HMMEHHO
BMH [4,5].B15 % cny4yaeBoHU 0OOHAPYKUBAIOTCS IIPEHA-
TaJbHO WJIX BIIEPBbIE IHU KU3HU peOeHKa, YTOAEMOHCTPH -
pyeT sMOpHOHAJIbHOE MPOUCXOXIECHME Omyxouu [5, 6].
Yame BMH BcTpeuaeTcs y Maabu4MKOB, YeM Y JAEBOYEK
[9]. B Hamieii Koropte maluuMeHTOB MpPeHAaTaAJIbHO HOBO-
obpa3oBaHue BbIsIBIEHO y 4 (25 %) u3 16 nmauueHTOB,
U B OOJBIIMHCTBE ciiydaeB — 62,5 % (10/16) — y majib-
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YUKOB, YTO BIIOJIHE KOPPEIUPYET C MEXIYHapOIHBIMU
TTaHHBIMU.

CormacHo OOJBIITMHCTBY OIYOJIMKOBAHHBIX  CITydacB,
CpeIHUI1 BO3pacT MalMeHTOB cocTapsieT MeHee 1 Mecsna [9].

s BMH HexapakTepHO MeTacTa3upOBaHUE, OQHAKO
B CJIyYasix pelyavBa 3a00JjieBaHUS OMUCAaHbl METacTa3bl
B FOJIOBHOI MO3T, jierkue [9].

Jns BMH xapaktepHo Haiuuue peuuIpoKHOMR
TpaHcaokauuu t(12;15) (p13, q25) ¢ dbopMmupoBaHueM
xuMepHoro teHa ETV6/NTRK3. Y dYacTm MalleHTOB
¢ BMH onucana tpucomus o 11-it xpomocome, penko —
TpucoMus o xpomocomam 2, 8, 9, 10, 17, 18, 20 [6, 8,
10, 11]. CnenyeT OTMETUTb, YTO XUMepHBIA reH ETV6/
NTRK3 v mipeAcTaBJ€HHbIE BbIIIE TPUCOMMU OIMCAHbI
TOJBKO Y TIAIIMEHTOB C KJIETOYHBIM M CMEIIIaHHBIM THUIIA-
mu BMH [8]. KneTounblii 1 kiiaccuueckuii Tunsl BMH
paccMaTpUBArOTCS KaK MOYSYHBIN aHAI0T MH(MaHTIIBHOMN
¢GuOpocapKoOMBbI ¢ TTOPaXXEHUEM MSITKUX TKaHEU, YUUThI-
Basi CXOXYIO TMICTOJIOTMYECKYI0O KapTHMHY U MOJIEKYIISIP-
HO-T€HETUYECKME OCOOEHHOCTH 3TUX BUAOB HOBOOOPA30-
Banuii (ren ETV6/NTRK3) [12]. B Hairem uccienoBaHUN
BCeM ITalleHTaM OBUIO MPOBEIECHO IIUTOTeHETUICCKOE
ncciaegoanue MetonoM FISH m Tonbko y 2 GOMBHBIX
¢ Ki1eTouHbIM TuIIoM BMH BuIsiBiieH rex ETV6.

B xypnane Nature Communications B 2018 1. Obl1n
OITyOJIMKOBaHBI Pe3YJIBTaThl KCCIIEIOBATETLCKOM TPYIIITHI,
no ux gaHHeIM 1pu BMH kiieTouHoro tumna, 6e3 BbISIB-
snenHoro reHa ETV6/NTRK3, B HEKOTOPBIX ClTydasix OOHa-
pyXuBaetcst MyTanusi B reHax BRAF wiin NTRK1. B 70 %
cllyyaeB TIpU KJIaCCUYEeCKOM M cMmellaHHoM Tumnax BMH
BoIsiBiIsieTcsl MyTauust EGFR [13].

B Hacrosimee BpeMsi B HayIHOI JIUTEPAType OIMCHI-
BAlOTCSl €AMHUYHbIE CIyJyau, yKa3blBalolllMe Ha HaJIUYKUe
IpeapacIioarajomx (akTopoB K pPa3BUTUIO JTaHHOTO
BUAa omyxoau. Tak, omucaHbl 3 KIMHUYECKMX Ciydas
BMH, acconunpoBaHHBIX ¢ cMHApoMoM bekButa—Bue-
mana [14]. 1.B. Fuchs et. al B 2013 1. onyb6mukoBaau pabo-
Ty o ceMmeiiHoit opme BMH [15].

Brinensaror 3 rucronornyeckux tuna BMH: xi1accuue-
CKMIi, KJIETOYHBIN 1 CMeILIaHHbIi [4].

Mukpockonuuecku BMH kjnaccuueckoro Ttwumna
COCTOUT M3 BEPETEHOBUIHBIX KJIETOK, 00Opa3yIOIIMX ITyd-
KU, 3TU KJIETKU CKJIOHHBI K MHOWIBTPUPYIOIIEMY POCTY
B HOPMAaJIbHYIO MApEHXUMY IMOYKU. XapaKTepHO OTCYT-
CTBUE HEKPO30B, YMEPEHHOE KOJIUYECTBO MUTO30B.

Knetounsiit Tum BMH B 001bIIMHCTBE ClTy4aeB Mpea-
CTaBJIEH COJIMIHBIM XapaKTEepPOM pPOCTa, OKa3bIBAIOIIUM
KOMITPUMUpYIOIlee BO3ICHCTBME Ha 3I0POBYIO TapeH-
XuUMy Mmouku. Mukpockonudecku mist BMH kinerounoro
THUMA XapaKTepHbl HEKPO3bl M OOJBIIOE YKMCIO KIIETOK,
HaXoIsIIuxcs B (ha3e MUTO3A.

CwMmemaHHbIi T BMH — 3T0 mpoMeXyTouHBIi Bapu-
aHT MEXY IBYMS BBIIIIEOTTMCAHHBIMM.

B 6onbmmHceTBe caydae ipy BMH oTmeuaercst 6ec-
CHUMITOMHOE TeUeHMEe, yBEeJIWYeHUE XMBOTA B OObEMe.
K penkuM KIMHWYECKUM TIPOSIBICHUSIM OTHOCSITCS:
BOJSIHKA IUIOAQ, TUIEpKaJblIMEMUs, apTepualbHas
TUIIepTEH3Us, reMaTypus [3, 9].

B nuteparype mmeercsl onvcaHue €IMHUIHOTO KIIM-
HUuyeckoro ciaydas nauueHta ¢ BMH xkiierouHoro tumna
¢ TtpaHcimokaumeit t(12;15) (pl3, g25) m dheHOMEHOM
CIIOHTAaHHOM perpeccun [16].

JdunarHocTrKa BKITIOUAeT B ceOsT 00s13aTeTbHOE BBITION -
HeHue KT/MPT OBII ¢ BHyTpuBEHHBIM KOHTPaCTUPOBa-
HueM, myasTuctiupaibHoit KT OI'K B nensix uckiioueHust
3HO no4yku ¢ BO3MOXHBIMHU OTHAJIEHHBIMU METACTA3aAMU.
B 80 % cnyyaee BMH BoisiBisiercst Ha I/11 ctanum 3a60-
neBanus [5, 17]. [Ilpu ganHOM BMAEe HOBOOOpa30BaHUS
OTCYTCTBYIOT crieliuduieckre paaroornieckue Kpure-
p¥H, OTHAKO UMEETCS PSI MPU3HAKOB, XapaKTEePHBIX IS
TOTO WJIM WHOTro Mopdonorndyeckoro Bapuanta BMH.
Tak, KJTacCUYeCKMIA TUIT TIPEICTABICH ITPEUMYIIIECTBEHHO
COJIMIHBIM KOMITOHEHTOM. JIJIsI KJIETOYHOTO THUIIa XapaK-
TepHO MpeodiiafaHue HEOTHOPOIHOTO KMCTO3HO-COMUI-
Horo BapuaHTa. KMCTO3HBIE yIaCTKM MOTYT COOTBETCTBO-
BaTh KMCTaM, HEKPO3aM U KPOBOUBIUSIHUSM [5].

HudbdepeHuunansHblit anarno3 BMH Bkiitouaet B cebst
LeJbIA PSI HO3OJIOTHIL: 3JI0KAYeCTBCHHAsl DPaOmIOMmHAsI
OIyX0JIb TOYKM, HedpobaacTtoma, HedpobaacTomMaTos,
TIOPOKM Pa3BUTHS MOYKH, HelipobaacToMa (B CiIydae JJoKa-
JIU3ALUM OITYXOJIM B 00J1aCTH BEPXHETO MOJII0Ca TTOUKHU).

BaxxHO OTMETUTB, UTO Ha IIEPBOM 3Tarle JCUCHUS BCEM
MalueHTaM C OIyXOJIblO MOYEK B BO3pacTe 10 6 MecsileB
PEKOMEHIYETCST BBHITTOJTHEHNE XUPYPTUYECKOTO BMeEIIa-
TeabcTBa [9]. B Hameil koropre 0OJIBHBIX BCeM MallMeH-
taM (100 %) nmepBbIM 3TANIOM MPOBEACHA OIepalysl.

OCHOBHBIM METOIOM JICUCHUS] Ha CETOXHSIIITHMI
JIeHb SIBJIICTCS paauKalbHas TyMOpypeTepHe(hPIKTOMUS
C yaajJeHrueM OKOJIOIMOUeUHO KiaeTyaTku [9].

IIporno3 npu BMH OnaronpustHeiii. [lsgTuneTHsis
ob1as BepkuBaeMocTh neteit ¢ BMH cocrasaser 95 %,
6eccobbiTuitHas — 94 % [9, 18]. PeuuanBbl Bo3HUKa-
10T B 4 % ciydaeB, B OCHOBHOM B T€UEHME IIEPBOro roja
TOCJIe TIOCTAHOBKY JUATHO3a W BBITTOJTHEHHOTO XUPYPTH-
yeckoro JieueHus. Peuuaus npu BMH MoxeT ObITh Kak
JIOKAJIbHBIM, TaK M METaCTATMYECKUM, Jallle IMOSBIISIeTCS
Y IAIIMEHTOB C KJICTOYHBIM BapHAaHTOM CTPOCHMUSI OITyXOJIH.
K HebnaronpusiTHbIM MPOrHOCTUYECKUM (DaKTOpaM MOXK-
HO OTHECTHU: BO3pACT CTaple 3 Mecs1eB HAa MOMEHT MOCTa-
HOBKM AuarHo3a, kiueroyHbli Tum BMH wu III craguio
3a00JIeBaHUsI, YTO TOATBEPXKIAIOT COOCTBEHHBIC JTaHHbBIC
Ha IIprUMepe IPUBEICHHOTO KIIMHNYECKOTO CIydas.

CornacHo KJIMHUYECKUM peKOMEeHIaIUsIM
UMBRELLA SIOP-RTSG 2016 (The Renal Tumor Study
Group of the International Society of Pediatric Oncology),
nauueHtaM ¢ III cragueit 3aboneBaHus W Kjaccuye-
ckum turiom BMH, a takxke ¢ kietouHsiM Tunnom BMH
B ciaydae RO-pesekiuu, mociieonepaiioHHOE JieYeHUe
HE TpeOyeTcsI, peKOMEHIyeTCsl TMHAMWUYECKOe HaOJrome-
HUe. BOJIbHBIM ¢ KJIETOYHBIM BapuaHToOM cTpoeHust BMH
¥ TIOJIOXKUTEJIBHBIMU KPasiMHA PE3¢KIINU TTOCIIe OITepalliH,
PEKOMEHIyeTCS ITIOBTOPHOE BMEIIATEIIbCTBO B IIENISIX
noctikeHust RO. B tex cinyvasx, korma RO-pesexiust He
MOCTUTHYTA JakKe TIPY IIOBTOPHOI OITepaliiy, CJeIyeT pac-
CMOTPETb BOMPOC O MPOBEACHUN XUMUOTEPAUH B PEXKUME
VA (BUHKPUCTUH, AKTHHOMUIIVH) B TeUeHUe 28 He/l.
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Onwir HUMU JOul’' HM UL onkonoruu um. H.H. bro-
XMHA IEMOHCTPUPYET BaKHOCTh KOMIUIEKCHOTO 00CIIeI0-
BaHUsI, MEXIMCLUUIUIMHAPHOIO ITOAXOAa, CBOEBPEMEHHOM
nuarHoctTuky mamueHToB ¢ BMH. Kpome Toro, BaxXHBIM
(hbakTOM SIBJISIETCS TO, YTO IPU BBITOJHEHUU PaauKaabHOI
orepaluy MporHo3 3a001eBaHus B 1I€JIOM OJIArONPUSITHBIN.

BceMm nanmeHTaMm B Bo3pacte 10 6 MeCSLEB ¢ OIMyXo-
JIbIO IOYEK Ha MEepPBOM 3Talle HeOOXOAMMO BBIIOJHEHUE
PaaMKaJIbHOIO XMPYPru4eCKOro JeUeHMsI.

Poccurickuu JKypHa ,ZIETCKOIZ TEMATOJIOTVIM u OHKOJIOTUU
2019 |1

Posb nmocneonepallnoHHON XUMUOTEpAIIUK y TaIlK-
eHtoB ¢ III cramueit 3a0oneBaHus 4O KOHIA HE OTIpe-
nejleHa U TpeOyeT MEXIMCIUIIMHAPHOTO IIOAX01a
¥ aHaJu3a B paMKax COBPEMEHHBIX KIMHUYECKUX
MUCCIIECIOBAHUMA.

BMH — rereporeHHas OIyxoJib, B CBSI3U C 4eM JJIs
JIyYIlIeTO TOHUMaHUS €€ OMOJOrMYeCKOro ITOBEIeHUS
HEoOXomuMO JajbHElllee M3YYeHHE MOJCKYISIpPHO-
reHetndeckoro mnpodunsgs BMH Ha Oonblneit Koropte
MalMEeHTOB.
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