OHKOYPONOIrMA 1°2015

Juaenocmuka u neuenue onyxonei Mouenoa08oil cucmemsl. Pak nouku

Onbim 0AHOMOMEHMHbIX onepayuli npu GunamepanbHoil
Hethpobnacmome y nemel

A.II. Ka3annes, M.A. Pyoanckmii, M.B. Pyoanckas, I1.A. Kepumos,
O.A. Kankoga, /I.B. Prioakosa, E.I. Boiiuenko, A. B. XuzKHMKOB

HUHU demckoit onkonoeuu u eemamonoeuu PIrbHY «POHI] um. H. H. baoxuna»
Poccus, 115478 Mockea, Kawupckoe wocce, 23

Koumaxmeot: Anamoauii [lemposuu Kazanyeé oncoanat@mail.ru

B cmamuve npuseden nepcoranvhblii onvim 00HOMOMEHMHBIX ONepayull npu ouiamepanvroli Heghpobnacmome (bBH) y demelii.

B nepuod ¢ 2000 no 2012 e. ¢ HUH demckoii onxonoeuu u cemamonoeuu PrbHY «POHII um. H. H. baoxura» evinoanetvt 00HOMOMEHMHbIE
xupypeuueckue emeuiamenvcmea 21 (26,2 %) peoenky, boavnomy BH. Bospacm demeii kosebanrcs om 10 mec do 5 rem. O0nomomeHmHoe
onepamugHoe eMeulamenbcmeo 8 obseme pe3eKyuu No4KU ¢ 0beux cmopoH npogedero 9 demsam. Hegppaxmomus ¢ 00HOMOMeHMHOU pe3eK -
yueil npoMuBoNoN0NCHOU NOUKU 8biNOAHEHA 4 Oemsam, 4 60AbHbIM NPO8eOeHa OOHOMOMEHMHAS ONepayus 6 obseme peseKlyul 00HOU NOYKY
u buoncuu 0pyeoii nouKku u 4 nayuenmam 6bINOAHEHA HePPIKMOMUSA U OUONCUS 2-1i NOUKU.

B H — pedkoe 3aboneéanue, o uem ceudemenbcmeyrom 0anHvle MUpo8oil AUmepamypbl, Kaxcooe Hogoe coobuerue o 6oavhvix bH npedcmas-
Asem 8adxcHulll Hayuubll u npakmuyeckuii unmepec. bH cocmasnsem om 4 0o 10 % écex 3noxauecmeenHbix onyxoneil nouex y demei.
CuHxpoHHoe nopaxcerue nouex Habaodaemes 6 5—7 % cayuaee, memaxponroe — 6 2—3 %. BunamepanvHoe nopaxicernue nouex OuazHOCmu-
pyemcsi wauje y demeii bonee pannezo eospacma. OcHosHoll nuk 3abonresaemocmu bH npuxodumcs Ha 6o3pacmuoii nepuod om 3 0o 5 nem.
Peoxo 3abonesanue duacnocmupyemes y oemeii cmapuie 10 nem. Manvuuxu u desouku 601er0m 00UHAK0B0 YACMO.

Karouegvte crosa: busamepanvhas Heghpobaacmoma, demckuii 603pacm, CUHXPOHHOe NOpadiceHue, MemaxporHHoe nopaicerie, 00HOMOMEeHM -
Hble onepayuu, pe3eKyus, HegppIKmomus, NoKa3anus, hakxmops. NPOCHO3A, OCA0IUCHEHUSL, BbIJICUBAEMOCb
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Experience with one-stage operations for bilateral nephroblastoma

A.P. Kazantsev, M.A. Rubansky, M. V. Rubanskaya, P.A. Kerimov, O.A. Kapkova, D.V. Rybakova, E.I. Boichenko, A.V. Khizhnikov

Research Institute of Pediatric Oncology and Hematology, N.N. Blokhin Russian Cancer Research Institute;
23, Kashirskoe Shosse, Moscow 115478, Russia

The paper describes the personal experience with one-stage operations for bilateral nephroblastoma (BN) in children.

In 2000 to 2012, the Research Institute of Pediatric Oncology and Hematology, N.N. Blokhin Russian Cancer Research Institute, performed
one-stage surgical interventions in 21 (26.2 %) children with BN. Their age ranged from 10 months to 5 years. The one-stage surgery as bi-
lateral nephrectomy was made in 9 children. Nephrectomy with one-stage resection of the contralateral kidney was carried out in 4 children;
4 patients underwent one-stage surgery as resection of one kidney and biopsy of the other and 4 patients had nephrectomy and biopsy of the
second kidney.

BN is a rare disease as suggested by the data available in the world literature; each new report on patients with BN is of great scientific and
practical interest. The rate of BN is 4 to 10 % of all kidney cancers in children. Synchronous and metachronous kidney injuries are encoun-
tered in 5—7 and 2—3 % of cases, respectively. Bilateral renal involvement is more commonly diagnosed in younger children. The major peak
incidence of BN occurs from ages 3 to 5 years. The disease is rarely diagnosed in children above 10 years. Boys and girls are equally fre-
quently ill.

Key words: bilateral nephroblastoma, childhood, synchronous injury, metachronous injury, one-stage operations, resection, nephrectomy,
indications, predictors, complications, survival

BeepneHue

B cratbe mpuBOAMTCS TIEPCOHATBHBIN OIBIT OTHOMO-
MEHTHBIX OoIlepaluii py ouiarepaibHO HedpobiacTome
(BH) y nmereit. C 2010 . B HUW AOTI' ®I'BY «POHI]
nMm. H.H. brioxuHa» B OTHOIIIEHUN JIeYeHUST OOTbHBIX
¢ onyxonbto Bunbmca u bH npunsar npotokon SIOP
2001/04. Llenas Tepanuu — TOJTHOE M3JieueHNe pebeHKa
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W BBITTOJTHEHUE MAaKCUMAJIbBHO OPTraHOCOXPAHSOIIETO OIe-
paTUBHOTO BMellaTebcTBa. BaskHBIM KOMITOHEHTOM KOM-
TUIEKCHOTO JIeYeHUS SABJIsIeTCsl Xupyprudeckuit. OcHoBHast
3aja4ya XMpypruyeckoro BMeIaTeIbCTBa — BBITIOJITHEHUE
Pe3eKLMHU MOYKHM JJISI MAKCUMAJIbHOTO COXpaHEHUsT (PYHK-
LUOHUpYIOIIE moyeyHoi TKaHu. OrepaTUBHbBIN 3Tan
JICYEHMS TUTAHUPYETCS TTOCIIE ONITUMAJIBHOTO COKPAILIEHUS
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OIyXoyiu Ha (hoHe MpenonepauoHHON XMMUOTEpaIu.
PazpaboTaHa npuHLMITAATbHAS TTO3ULIMS XUPYPTUYECKOTO
JiedeHUs OOIbHBIX C IBYCTOPOHHEH ommyxosbio BunbMca.

* Ha 1-M 3Tare BBIMTOTHSETCS XUPYPruuecKoe BMe-
1IaTEJIbCTBO HA MEHEee MOPaKEHHOI OIMyXOJIbIO TTOYKeE.

* Ilocne BocctaHOBIEHUS (DYHKIIMU OTIEPUPOBAHHOM
(MeHee mMopakeHHOM ) MOYKHU Ha 2-M XUPYPTUYECKOM dTa-
1€ BBIMOJHSETCS pe3eKiius 0osiee MopakeHHOH KOHTpa-
JlaTepajbHOU MOYKY WU (IIPU HEBO3MOXHOCTU BBITION -
HEHUSI OPraHOCOXPaHSIOINIeH onepauuu) HePPIKTOMUS.

* IIpu npoBeaeHNU OPraHOCOXPAHSIOIIETO XUPYPIU-
YECKOro BMEIIATETbCTBA HY’KHO CTPEMUTHCS K YIATCHUIO
BCEX OIMyXOJIEBBIX 0YaroB.

* MHTtepBan Mexy 2 opraHOCOXpaHSIIOIIMMHU OTiepa-
IIUSIMU JTOJDKEH OBITh TI0 BO3MOXHOCTH MUHUMAJIbHBIM
U ONPEAeNAThCS BOCCTAHOBJIEHUEM (PYHKIIMU OMEepUpPO-
BAaHHOW MOYKMU.

B HUUM JOI' ®TBHY «POHL um. H.H. broxuna»
Ha OCHOBaHWUM TAHHBIX MUPOBOIA JINTEPATyphbl U COOCTBEH-
HBIX HAOMIOAeHU chOpMYIMPOBAHBI MOKA3aHUS K BbI-
TMOJHEHUIO OMHOMOMEHTHBIX oniepauuii npu bH y neteit.

1. HeGonbime pazmepsl onyxoau (< 5 cM) B TTOUKe,
MpPU OTCYTCTBUU CBSI3U C COCYAUCTON HOXKOM U JIOXaH-
KOW.

2. [TpenMy111eCTBEHHO 9K30(DUTHBIN POCT OITYyXOJIH.

3. Hanmnuure HeCKOJIbKUX OMYXOJIEBBIX Y3JI0B pa3Mepa-
MU He OoJsiee 2 cM B IMaMeTpe, pacrojaraloluxcs
MOJ, KarcyJ/aoi opraHa.

4. OtcyrcTBUEe (DYHKIIMU OMHOW U3 MOYeK («Hemas
TIOYKa»).

5. Xupypruyeckoe BMeIIaTeJbCTBO JIIOOOTO 00beMa
Ha OJTHO¥ MTOYKe U OMOTICYS KOHTpaaTepalbHOIO OpraHa.

ITo naHHBIM MUPOBOA INTEPATYPBI, OMHOMOMEHTHbIE
ornepalyy Ha MoYKax Mo MOBOMY OMYyXOJel pa3IudyHOTO
reHe3a mpoBoasATCs peako. [IpuBoasaTcs eAMHUYHBIE O -
CaHUs cIyJyaeB OMHOMOMEHTHBIX onepaiuii ipu bH y ne-
Teii. BeiOop Xxupyprom mpoBeaeHUs] OMHOMOMEHTHOM or1e-
pauuu npu bH omnpenensercsd ¢ yuyeToM MHOTHUX
(aKkTOpOB, B TOM YUCJI€ BO3MOXHOTO Pa3BUTUS Pa3Ind-
HBIX OCJIOXKHEHU I B TTOCIEONEPAalIOHHOM MEPUO/IE.

Mamepuans! U memofbl

C 2000 mo 2012 . B HUM AOI' ®T'BHY «POHILI
uMm. H.H. broxuna» PAMH Boinmonnena 21 (26,2 %)
oAHoMoMeHTHas onepauus mpu bH y nereit. Bospacr ne-
Teit Kosebasics oT 10 Mec 10 5 jeT. Y Bcex malMeHTOB He-
¢pobaacToMa MOATBEPXKAEHA LIUTOJOTUYECKU MyTeM
MMyHKIIMH OITyXOJIM TOHKOI UTJI0ii. B mipemornepaiioHHOM
Tieproze BCe ASTH TTOTYIMIN XUMUOTEPAITAIO B 3aBUCHMO-
CTH OT CTaguM 3a00JIeBaHUSI TIperiapaTaMi BUHKPUCTHH,
JAKTUHOMULIMH, JOKCOPYOULIMH. B 00s13aTeIbHOM MOpsiji-
Ke TIepel OlepaTUBHBIM BMEIIATEILCTBOM BHITIOJTHSIIN
PaTMoON30TOITHOE UCCIIEAOBAHNE M aHAJIN3 MOYM Ha KT -
pEHC IO 3HIOTEHHOMY KpEeaTUHWHY IJIsl OTIpeaeICHHUS
(YHKIIMOHATBHBIX BO3MOXHOCTEH 00eux mouyek. Hanbo-

Puc. 1. Ilayuenm b., 2 sem. PKT oprownoii norocmu ¢ 6HympugeHHvIM KOH-
mpacmuposanuem: Ourameparvias Hegpoosacmoma (Oeavie cmpenki)
u mpom6 HIIB (kpacnas cmpeaka)

Jiee yacTto (n = 9) MpoBOAMIOCH OMHOMOMEHTHOE Olepa-
TUBHOE BMELIATEILCTBO B 00beMe pe3eKIIMU MTOUYKU ¢ 00e-
UX CTOPOH; 4 TTalleHTaM — HeMPIKTOMUS W Pe3eKIUS
IIPOTUBOIIOJIOXKHOM ITOYKH; TaKKe 4 O0JTBHBIM BEITTOTHEHA
OJTHOMOMEHTHasl orepaiusi B 00beMe pPe3eKIIMU OTHOMI
TMOYKU U OUOTICUU IPYTO MTOYKU, HEPPIKTOMUS U OUOTI-
cusl 2-1i TTOYKM IpoBeeHa 4 NeTsIM.

Hiwke puBoaMM KIIMHUYECKOE HaOMOACHUE YCITel-
Horo jeyeHus pedeHka 2 et ¢ bH u pacripoctpaHeHHbIM
OITyXOJIEBBIM TPOMOOM JI0 PETPOTICYEHOYHOTO CETMEHTa
HkHel oot Bens! (HITB), KoTopoMy BBIIOTHSIIIOCH XU~
pYprudeckoe BMEIIaTeIbCTBO Ha 00erX ITovKax B 1 arart.

Ilayuenm b., 2 rem, naxoouacs Ha cMayuOHApPHOM je-
ueHuu 6 Hawell Kaunuke. Macca meaa — 12 ke. Kaunuueckuii
duaenos: buramepanvhas Hegpobracmoma, Va cmadus.
Tpom6 6 HIIB. Cocmosinue nocae 4 Kypcoé HeoadsroeaHmHoll
noauxumuomepanuu (puc. 1).

Io danrvim nyuesvix memooos duazHocmuru (yabmpas-
8YK08As U PeHM2eHO8CKAs KOMNbIOMEPHAs Momo2pagus)
OPHOWHOIL NOAOCMU U 3A0OPIOWUHHO020 NPOCMPAHCMEA ObLA0
8bII6AEHO ONYX0./1€60€e NopadiceHue odeux noveKk U mpomo
6 HIIB. Pazmepbr onyxoau npasoii nouku cocmaeisiu
22,0 12,0% 15,9 cm, nesoii — 2,0 % 1,5 % 1,3 cm, mpomob
6 HIIB npomsxcennocmoto 00 8 cm.

Xupypeuueckum docmynom eblOpana cpeouHHas Aanapo-
momust. B npaeoii nososune 6prouinoii norocmu onpedensi-
AACb ONYX0Ab NPABOLL NOUKU KUCIO3HO-COAUOHOU CMPYKMY-
pbt pazmepom 22 x 12 x 10 cm. IIposedena moburuzayus
npaeoil 00au neueHu Nymem nepeceveHus mpeyeoabHoll U ge-
Heunoil ceszok. HIIB bbira pacnaacmarna no nepednemeou-
aNbHOU NOBEPXHOCMU ONYXO0AU U ee npoceem o0pa308an
mpomOom 00 YypogHs enadenus neueHouHblx 6eH. TypHukemol
HaKAaodbl8anucy Ha UHMPanepuKapoUuanbHblil, UHGpapeHanb-
Hotit omdenvt HIIB, nesyro noueunyro ey, eenamooyode-
HAAbHYI 653Ky (puc. 2).
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Puc. 2. Ilayuenm b., 2 rem. Dman duagpaemonepuxapouomomuu 04s Ha-
N0CeHUSs MYPHUKema Ha uHmpanepuxkapouanvhvlii ceemenm HITB

Puc. 3. llayuenm b., 2 nem. Dman onepayuu: eckpoimue npocéema HIIB

Puc. 4. llayuenm b., 2 rem. Dman onepayuu: ywueanue HIIB u évi0enenue
mpomba
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Puc. 5. Ilayuenm b., 2 nem. Makponpenapam: npasas nouka ¢ mpomoom
(omeeden nunyemom)

Ilocae moeo, kax mypruxemot Oviau 3amanymot, HIIB
ObLra 6cKpbima Ha npomsdicenuu 5,0 cm om ycmbus npasoii no-
ueyHoIl 6eHbl U He 00X0051 2 cM 00 KaBaabHbIX 60pom (puc. 3).

IIpoceem eenbl binoAHEH A02e3UBHbIM MPOMOOM, KOMO-
Pblil 8bl0eAeH U3 YCMbsl CPeOHell NeYeHOUHOU 8eHbl, OCIPbIM
nymem omodenen om unmumsl HIIB. Ilpoceéem eenvt yuium
HenpepvieHbIM ueom nposerom 5.0 (puc. 4).

Ilocae éoccmarnosaenus UeaoCmHOCMU pemponeyeHoy -
Hoeo ceemenma HIIB nocaeduss nepexcama cyoneueHouHo
saxcumom Camunckoeo. HIIB 6vira ywiuma noanocmoio.
CHambl ocmaswuecss myprukemst. IIpasoiii MouemouHuk
nepeceuen 6 obaacmu 6xoxcoenus 6 mo4egoii ny3svipe. Ilpo-
6edeHa npasocmopoHHs Hepaxmomust (puc. 5).

Jlanee ocmpoim nymem 8vl0eausy 1€8yio NOUKY U3 0Kpy-
Jcarouux mxaueil. B eepxnem noaroce oonapyicerno oopazo-
sanue pasmepamu 1,2 % 1,0 cm. Ilposedeno snexmpoxupyp-
euueckoe yoaneHue onyxonu 8 npedeaax 300poebix mKaneil
¢ napanegpanvholl knremuamioii. Kpogomouaujue cocyoet
PaHesoll nosepxHocmu npouumst (puc. 6).

Puc. 6. llayuenm b., 2 nem. OxonuamenvHwiii 6U0 KOHMPALamMepansHou
NOYKU ROCAE NPOBEACHHOI pe3eKyulU
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Panesas nosepxnocms ykpoima naacmunoii Taxoxomo.
Takum obpazom, obsem onepayuu GKAOUANA HeDPIKMOMUIO
cnpasa, mpombsxmomuro u3z HIIB, pesexyuro aeeoii nouxu
u hapaaopmanvHylo aumgoduccexuyuro. Bpems onepayuu co-
cmasuno 270 mun. Kposonomeps — 500,0 ma. [locaeonepa-
LUOHHDLI nepuod npomexan 6e3 ocaoxcrenui. Ilpu mopghono-
2UYeCKOM UCCAe008AHUU OUAZHOCMUPOBAHA Hedhpodracmoma
¢ npusnakamu ae4ebnoeo namomopghoza I1—I11 cmenenu.
Onyxonegwviit mpomob anaroeuyHozo cmpoenus. Pebenok eoi-
nucau Ha 12-e cymku 6 y0081emeopumenvHom cOCMOAHUU
¢ pekomeHoauusamu nposedenus 6 Kypcog NoAuXumMuomepanui
1O Mecmy JCUmenbcmea nPenapamam BUHKPUCMUH, 0aKmu-
HomuyuH, yuxarogocgan. Taxoice pedbeHKy nposedena nyvesas
mepanus Ha 8cto OPIOULHYI0 ROAOCHb 00 MAA020 MA3A C Pa30-
6ot ouaeoeoti 0o3oi 1,8 Ip u cymmaproii dozoir 10,8 Ip. Ila-
yueHm dcus 6e3 npU3HaAKos8 peyudusa U Npocpeccuposansi
3abonesanus bosee 57 mec.

Pe3ynbmambl

Bce et Beuch B 1ocieonepaliioHHOM TIEpPHUOJIE CO-
TJTACHO IIPUHSATOMY B KIIMHUKE IMTPOTOKOITY JiedeHus. [Tpn-
BOIUM JaHHbBIC TI0 OMHOMOMEHTHEIM OITepallisIM: CpeITHEe
BpeMs ortepaunu — 260 (200—340) MuH, cpeaHU 00bEM
kposorotepu — 280 (180—600) M1, roceonepaluoHHbIE
ocytoxHeHust —y 6 (31,6 %) GOJNIBHBIX, CHIKEHUE [TOYEY -
HoM (pyHKLMU (C KOMIIeHcalueit y 3 00JbHBIX).

Y 2 nereil B mocyieonepallMOHHOM MEPUOJE OTKPHI-
JINCh MOYEBBIE CBUIIHN, 3aKPBIBITAECS CAMOCTOSTEIILHO
U He TOTpeOOBaBIIIMe XUPYPrUUecKON KOppeKInu (Ha 6-¢
U 12-e cyTKHM).

VY 1 pebeHKa pa3BuiIach ocTpasi MoYeuyHast HeIoCTaTou-
HOCTB, TIepellIe/IIas B XpOHIUeCKyIo. B manpHeitmem 3To-

My TALMEHTY MPOBeIeHa BHEOPIOIMHHAS JanapoCKOIH-
yeckass He(PIKTOMUS OCTaBIICHCS MOYKM CIipaBa
W HaJlaXeH TIepUTOHea bHbIN auanun3. B Teuenue 2 et
1 6 Mec TIPU3HAKOB MPOrPECCUPOBAHMST 3a00J1€BaHUS Y Ta-
MeHTa HeT. B HacTosiiiee BpeMsi peOEHKY BbIMIOJTHEHA
TpaHCIUIaHTaLMSI TIOYKU OT TPYITHOro AoHopa. Ocobo oTMe-
TUM, UTO Y 2 OOJIbHBIX TTOCJIE OTNEpalliu 3aperuCcTPpUPOBAHO
VIIy4IIeHUe TTOYeYHOM (hYHKITUH, YTO TIOATBEPKIEHO JIaH-
HBIMU AMHAMUYECKOI peHOCIIMHTUTpahun 1 JabopaTop-
HBIMU TIOKa3aTesIsiMu. Y 2 TIalIMeHTOB, KOTOPBIM TIPOBEIEHO
XUPYpruyecKoe jJeueHue B | aTar, mocse 3aBepuieHus crie-
LIMAJTBHOW Tepanuy 3aperuCTPUPOBaH peLIMInB 3a00seBa-
Hus (Y OIHOTO B JIOXe yAaJIeHHOM MOYKH, Y APYroro — B 30-
He pe3ekiuun). OT mporpeccupoBaHus 3a00JEBaHUS YMEP
1 6onbHOI. BeeM AeTsiM mociie OTHOMOMEHTHBIX OTepaLivii
rocseornepauoHHas XMMUOTEPanusl Hayata Ha 7—-8-¢ CyT-
k1. B rpyrire 60oJbHBIX, KOTOPBIM OTIepaTMBHOE BMEIIIATe b~
CTBO BBITIOJTHEHO OJTHOMOMEHTHO, 00111asi 2-JICTHSISI BBIKM -
BaeMOCTb coctaBuiia 92 %, 6e3peuyavBHas — 88,2 %.

BbiBofbl

IMoxazaHus TSI OMHOMOMEHTHBIX OTIepallnii BhIpaba-
TBIBAIOTCS, 3a9aCTYIO ITOAXO0A HOCUT CYOBEKTUBHEIN OTTE-
HOK ¥ OIIpeIeIIIeTCS OITBITOM U TIPEAIIOYTEeHUEM XUPYPTa.

HaxorureHHBII HaMU OITBIT MIO3BOJISICT CIEJIaTh BEIBOI
0 HEOOXOIMMOCTH ITPOBOINTH TIIATECIBHBIA W CTPOTUI
0oTOOp JeTeit, 00JbHBIX OMIaTepaibHOM He(hpoOIacTOMOIN,
C HEJIbI0 BO3MOXHOCTHU ITPOBEICHMUS OJHOMOMEHTHBIX
oneparuit. be3ycioBHO, IaHWPOBaHNE OTHOMOMEHTHO-
rO (OTHO3TAITHOTO) BMEIIIATEJILCTBA CBS3aHO C OTTACEHUEM
Pa3BUTHS B TIEPBYIO OUEPEIb OCTPOI ITOYCYHOM HEJOCTA-
TOYHOCTH.
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