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KanbunduumpyoLas rHesgHas CTPOManbHO-3MUTENWanbHas OMyxofb NeYeHn SBMSETCS PenKow
HO30J10rMYeCKON rpynnon cpenn HoBoobpas3oBaHWi renaTobunMapHoi 30HbI Yy feTei 1 B3pocsbix. B
BOsbLUMHCTBE CyYaeB pafvikaribHOe yaaneH1e Omyxosu SBMSETCA OCHOBHBIM METOLOM neyeHus. B naHHoM
cTaTbe Mbl NPUMBOAVMM 0630p AOCTYMHbIX JIMTEPATYPHbBIX UCTOUHWMKOB, MOCBSALLEHHBIX KanbLchuumpytoLLen
rHE30HOMN CTPOMAaIIbHO-3MUTENMarbHOM OMyXONM MEYEHM, Y OMUCaHME 2 KITMHUYECKWX HAaBIIoAeHUI NaLUMeHTOB
[ETCKOro BO3pacTa C 9TOM PEAKOMN OMyXOrbio, BCTPETUBLLIMXCA B 2 KPYMHBIX IETCKUX OHKOMOMMUYECKMX KIMHUKAX.
PomuTenu naumeHToB janm cornacue Ha Ucnonb3oBaHWe MHApopMaLmK, B TOM uncre dootorpaduin feTen, B
HayYHbIX UCCIIENoBaHUAX 1 MybrMKaLmsx.

KnioueBble crnoBa: pe3exkunn redyenn, Kanbumjmumpy/omaﬂ rHe3fgHas CTPOMasibHO-3rnuTesinarbHas
OMyX0/ib, Ne4YeHb, renatobumapHas xvpyprus, netu
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A rare experience of treating calcifying nested stromal tumor
of the liver in children
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Calcifying nested stromal epithelial tumor of the liver is a rare entity among neoplasms of the hepatobiliary zone in children and
adults. In most cases, a radical resection of the tumor is the main treatment. In this article, we review the existing literature
on calcifying nested stromal epithelial tumor of the liver and report two clinical cases of this rare tumor in children treated
at two major pediatric oncology clinics. The patients’ parents gave their consent to the use of their children's data, including
photographs, for research purposes and in publications.
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anbumdmumpyoLwas rHesgHas cTpoManbHO-

3MnuTENMarnbHas OMnyxoslb NeYEHU — Ype3BblUaiHo

penkoe nepeuyHoe HOBOOBpas3oBaHWeE MeyeHu ¢
HeonpeneneHHbIM 3510KaYeCTBEHHbIM MoTeHumManoM. Ha
LaHHbI MOMEHT B nuTepaType onucaHbl 38 naumneHToB
C JaHHOM naTonoruen. BospacTHoi ananasoH BcTpeya-
eMOCTK 3TOro 3aboneBaHus cocTaBnseT oT 2 [o 34 ner,
valLe 6oneloT nuua skeHckoro nona [1]. OcHosHol MeTog
neyeHus — xupypruueckuii. Kak npasuno, nauueHTam
BbIMOJTHSAIOT PE3eKUMIO NMeyeHun, a B Hepe3seKTabernbHbIX
cnyyasx — TpaHcnnaHTaumio opraHa [2]. OnucaHo
npuMeHeHmne nonuxummotepanun (MXT) no npoTokonam
LIS NIeYeHUs MAFKOTKaHHbIX CapKoM U renatobnacToMsl.
OpHako 3HauuMoro achdreKTa B JIEKAPCTBEHHOM JleUEHNM
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KanbLuMUUMPYIOLLLEHA THE3QHOM CTPOMAsIbHO-3NUTENN-
anbHOM OMyXONW MEYEHN HET, TaK Kak, Mo AaHHbIM NuTe-
paTypsbl, HeoafgbloBaHTHasA MXT He BnuAeT Ha pasmep
HoBOOBpa3oBaHus 1 ero natoMopdos [3].

MpuBoauMM onucaHune 2 KNUHUMYECKUX HabniopeHuin
NaLMeHTOB AETCKOro BO3pacTa C 3TOM pefKomr OMyXorbio.
Poagutenu mauveHTOB @anu corfmacue Ha WMCMosb30-
BaHWe nHdpopmaLwmu, B ToM uncne dooTorpadpuit aeten, B
HaYYHbIX UCCMEROBaHUAX U NybnKaumsx.

KIUHUYECKUIX CNYYAM Nel

Manbuuk, 17 net, noctynun 8 HMUL OMON um.
Omutpusa Porauvesa. /13 aHaMHesa 60ne3Hn n3BecTHO,



KIIWHUYECKWUE HABNNIOAEHUA

uTO 3a 2 Mec [0 rocnuTanmaaumm (10.2020) npw BbINON-
HEeHWW NNaHOBOr0O YNbTPa3BYKOBOr0 WCCIEAOBaHUA
(Y3W) opraHoe GpioLLHOM MOMOCTU BbINO BbISBIEHO
HoBooBpasoBaHue B neuyeHn. pu NnpoBefeHUM MarHUT-
HO-pe3oHaHCHoW ToMorpadoumn (MPT) BpioLLHO NoNoCcTH
Mo MECTY UTeNbCTBa bbINo 0BHapyKeHo, uTo B 4, 5 1
8-M cerMeHTax neyeHu onpenenseTcs 06beMHOe MHOIo-
y3noBoe 0bpasoBaHue C YETKUMU BYrpuCTbIMU KOHTY-
pamu, pasmepamu 125 x 83 x 132 MM, r’MNONHTEHCUBHOE,
aKTUBHO M HEOJHOPOLOHO HaKanJMBaloLLee KOHTPACTHbIM
npenapar.

Mpwv noctynnenun 8 HMUL, OFOU vm. Omutpms Pora-
yeBa B BMOXMMMYECKOM aHanm3e KpoBu bbiio 0TMeYeHo
noBbilleHne obuiero BunupybuHa o 37,5 MKMonb/n
(Hopma mo 17 MkMonb/n) v npamoro 6unupybuHa no
10,7 mkmonb/n (Hopma po 3,4 MkMonb/n). MeTopoM
nonumepasHon uenHoi peakumu (MLUP) B peanbHoMm
BpeMeHu onpeneneH redotun 7TA/7TA rena UGTIAL,
YTO CBMAETENbCTBOBANO B MOMb3y cuHapoMa Kusb-
bepa. Anbha-hetonpoTenH (ADI) B npenenax HOpMbI.
B opyrvx nabopaTopHbIX TeCcTax NaToIorMYeckmnx name-
HEHWI BbISBIIEHO He BbIfo.

Mo paHHbIM MynbTUCNUPANbHOMW KOMMbIOTEPHON
Tomorpadomu (MCKT) B 4, 5 1 8-M cermeHTax rnedexu
onpepenseTca MHoroysnoBoe obpasoBaHue ¢ byrpu-
CTbIMKU KOHTYypaMmu, pasmepamu 117 x 74 x 130 mm,
0bbeM 585 cm® (pucyHok 1).

ObpasoBaHne MMeeT HeOOHOPOAHYIO CTPYKTYPY 3a
CYET I'MMOAEHCHBHbBIX YYACTKOB, aKTUBHO, HEPAaBHOMEPHO
HaKanMBaeT KOHTPACTHOE BELLECTBO.

[nqa BepudmKkaumm gmarHo3a bbino peLueHo BbInos-
HUTb MYHKLUMOHHYIO BUOMCUKIO NeyeHun, No pesynbratam
KOTOpOW MOCTaBfleH JMarHo3: KanbuuduumpyioLlas
y310Basi CTPOMarbHO-3MNMUTeNInanbHas onyXonb NeyYeHu.
Mo AaHHBIM UMMYHOrUCTOXMMUYECKOrO UCCIEA0BaHUA
KIETKU OMyXO0mnu NMo3uTMBHbI K aHTuTenaM PCK AE1/AES3,
B-catenin, WT1, CK18, CK7.

PucyHok 1
Bun onyxonu Ha MCKT: A — BeHo3Hasi ha3sa; b — apTepuanbHas casa

Figure 1
A multislice computed tomography (MSCT) image showing the tumor: A — venous phase; b — arterial phase

Mocne obcnenoBaHust MauMeHTy BbINO BbIMOMTHEHO
onepaTuBHOE BMeLLaTeNbCTBO. MIHTpaonepauMoHHO
YCTaHOBMEHO, YTO B 4, 5 1 8-M cerMeHTax neyeHu onpe-
LenaeTcs MHOroysnosoe HoBoobpasoBaHWe MNNOTHOW
KOHcucTeHuun. lNpu nHTpaonepaumonHoM Y3W 6binu
OnpefeneHbl aHaTOMUYECKME FpaHuLbl pe3ekuuu:
cneBa — neBasi NopTanbHas nccypa, cnpasa — npa.as
nopTanbHas dpmccypa BLOSb NPaBO NEYEHOUHOW BEHbI.
BbinonHeHbl HW3BeAeHWe MOPTaNbHOM MNACTUHKKU ©
OMCCEKLMS 3/1EMEHTOB renaToayoAeHanbHOM CBA3KMN —
BbIEMEHbI U B3ATbl HA OEpKanKy v NepeceyeHbl nocne
NpeaBapuTeNbHOMO NepexaTusl MeYeHoYHas apTepus U
BETBb BOPOTHOW BEHbI K MepefHeEMY MpaBOMYy CEKTOPY
MeyeHn ¢ BU3yaribHbIM KOHTPOMEM COCYAOB K 3aiHEMy
npaBoMy CeKTopy. 3aTeM nepeceyeHbl BETBM OT CUHYCa
Rexi K 4-My cermMeHTy v nonyyeHa 30Ha LemMapkauuu
BLLOJIb YKa3aHHbIX Bbille rpaHul. CpefHas neyeHoyHas
BEHa BblENeHa U NIMrMpoBaHa B KaBaslbHbIX BOpPOTaXx,
nocrne Yyero pasnerneHa napeHxnMa NeyeHu.

TakuM 06pasoM, MauMeHTy BbIMOSIHEHbI Me3ore-
NaTaKTOMUS, NMMDAREHIKTOMUS renaTonyoneHarIbHOM
CBA3KM. [MCTONOrMueckoe 3aknioveHune: Kanbumduum-
pyloLLas y3noBas CTPOMasbHO-3nNuUTeNManbHas onyxonb
neyeHwu, yoaneHHble NMMMAOY3sbl C peakT1BHbIM BOCMa-
nexHuem H6e3 NpUM3HaKOB OMyX0JS1IEBOro pocTa.

MocneonepaunoHHbIA Nepuon NpoTeKan rnagko,
nauuneHT BbiNMcaH nof ambynatopHoe HabniogeHue Ha
12-e nocneonepaumnoHHble CyTKU. Ha MOMEHT HanucaHus
HacTosLLen cTaTbu nepuop HabnopeHus cocTasnseT
15 Mec, nNauMeHT HaxopuTCA B PEMUCCUMU, MPOXOAUT
perynsipHble obcnenoBaHus.

KITMHUYECKUM CITYYAMN No2

[eBouka, B Bo3pacTe 2,5 net nocTynuna B oTne-
neHve peTckoi oHkonorum Ne2 LleHTpa peTckow
OHKoJloruM 1 rematonorun OBnacTHOM OETCKON KMHU-
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yeckow bonbHMUbI . EkaTepuHbypra ¢ HanpaBuTENbHbLIM
OMarHo3oM: obpasoBaHue neyeHn. Kanobbl Ha MOMEHT
NOCTYNJSIEHUA: YBENIMYEHNE PA3MEPOB KMBOTA, Manbnu-
pyemoe obpasoBaHue B npaBoM nogpebepbe.

AHaMHe3 3aboneBaHusi: MaTb cuuTaeT pebeHka
BonbHbIM ¢ HOAbpsa 2021 r., Korga y AEeBOYKM OTMeua-
FMCb PBOTA CbeEHHON NuLLeR, Bonn B XMBOTE B OKONO-
nynoyHon obnacTtu, B npaBoM u nesom nogpebepese,
MeTeopu3M, PassKUKEHHbIN CTyN nepuoanyecku. lNpu
BbINOSIHEHUN Y3M N0 MECTY MUTENbCTBA OTMEYEHb! peaK-
TUBHbIE N3MEHEHWSI MEYEHW 1 MOAXKENTYLOUYHON Kenesbl.

PebeHok obcrepoBaH, WCKIOYEHA Lenvakus,
OMarHOCTMPOBaHbl Mcbnos KuleyHuKa, nakTasHas
HepLoCTaTOYHOCTb. HasHaueHbl dhepMeHTO3aMecTy-
TenbHasa Tepanusa, NpobuoTukK. Tepanus ¢ YaCTUYHbIM
NONOXMUTENbHbIM 3PEKTOM: AUCNENTUYECKME ABNEHNS
KynupoBaHbl, 60ME3HEHHOCTb B XMBOTE COXPaHAETCS.
Mpn oCcMOTpe racTPO3HTEPOSIOroM NasnbnaTopHO onpe-
peneHo obpa3oBaHue B npaBov nogpebepHolt obnacTu
+3,5 cM, ByrpucToin NoBepXHOCTY.

Ha Y3W BbisiBneHo obpasoBaHue npaBon [OMM
neyeHun. [ocnuTanmManMpoBaHa no HEOTNIOXHbLIM NOKasa-
HUAM B XMPYPruyeckoe OTAeNIeHMe AeTCKON BonbHMLbI
r. HmkHero Taruna, roe npoBeneHa MCKT 6piowwHon
MOM0CTH ¥ 3abPIOLLUMHHOIO NPOCTpaHcTBa bes KoHTpacT-
HOMO YCWMEHWS, MO AAHHLIM KOTOPON BU3yanusnpyeTcs
obpasoBaHue neveHun, cerMeHT 4b okpyrnoin opmbl,
onametpoM 47 MM, C YETKUMU POBHbIMU KOHTYpaMu,
NAOTHOCTbIO +42 efl., C y4aCTKOM MOHWKEHHON MoT-
HOCTM B LeHTpanbHoM oTaene +19 en. (cbokanbHas
HoaynsApHas runepnnasus(?), Henb3s UCKIIOUMTb 3/10Ka-
UECTBEHHYIO OMyXOsb).

Mpu noctynneHuu B LleHTp OETCKOW OHKONOrWM
n rematonorun O6nacTHOW [ETCKOW KIMHWYECKON
BonbHuupbl . EkaTepuHbypra cocTosiHMe MauneHTKK
cTabunbHoe. B mpoekuuu npaBow OOMM MeYeHu Hap
NoBepxHOCTbI0 KoM Ha 0,5 cM BbicTynaeT obpaso-
BaHWe, ManbnaTopHO OKPYri1oi dhOpMbl, NAIOTHOE, Crierka
ByrpucToit noBepxHoCTH, A0 3—3,5 CM KHU3Y OT MeYeHu.
CnneHomeranuu Her.

B obuuemM aHanuse KpoBu 0TMevaeTCst TPOMBOLUMTO3
po 570 x 10%/n, ocTanbHble NMokasaTenu B npegenax
HOpPMbI. B BMOXMMUUECKOM aHanu3e KpoBW BCe MOKa-
3aTenun B npepenax pedepeHcHbIX 3HaueHnn. APT u
BeTa-XOPUOHUYECKUIA FoHanOTPoONUH Yenoseka (XMY) B
npenenax Hopmbl. Mo gaHHbIM Y3W opraHos BpioLHON
nofiocTv B nesoi pone nevenn (S4) onpepensercs
BaCKynsipu3mpoBaHHoe obpa3oBaHue, pa3Mepamu
48 x 37 x 50 MM, C YETKMMMU POBHbLIMU KOHTYpaMMu.
Mo pesynbtatam MCKT opraHoB 6piolwHOM nofiocTtu
(pucyHok 2) B kaynasnibHOM OTHOENe NeBoit oMW NeyeHu,
npuneras K CEpnoBWOHON CBSA3KE U NepefHen NoBepx-
HOCTW JKEMYHOro Mny3bips, BM3yanu3npyeTcs rumno-
LEHCHBIN B HaTMBHYIO dhasy y3en oKpyrnow dopMbl ¢
UETKMMM KOHTYpaMK, pasMepoM 45 x 42 x 45 mM.
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PucyHok 2
Bup onyxonu Ha MCKT

Figure 2
An MSCT image showing the tumor

B nozpHiolo apTepuanbHyto asy KOHTPacTMPOBaHUA
0TMEYaEeTCA UHTEHCUBHOE LIEHTPUMNETANIbHOE 3aMOSHEHNe
KOHTPAcTOM 00pa3oBaHUs C KPYMHbIM FMMOLEHCHBIM
pybuom B ueHTpe. B oTcpoueHHyio dhasy — nepudbepus
obpa3oBaHusi n3opgeHcHa napeHxume. Busyanusupy-
eTcs muTaloLas BeTBb K 06pa3oBaHMIo OT COBCTBEHHO
NMeyeHOUYHON apTepun gumameTpoM 2,2 MM. [nametp
obulen neyeHouHon apTepum 2,4 MM. B cTpykType
TaKXe MPOCIEeXNBAIOTCS BETBU BOPOTHOW BeHbl AMame-
TpoM [0 2 MM. CTBOM BOPOTHOWM BEHbI HE paCLUMPEH —
7,1 MM, paHHbIX 3a TpOMBO3 CTBONA M BETBEN BOPOTHOM
BeHbl He BbISIBNEHO. [IPOCBET NEYEHOUHbIX BEH U HUMHEW
MOJIOM BEeHbl He pacLUMpeH, CBOBOAEH.

YunTbiBas KIIMHUYECKUE MPOSIBIEHUA U TEUYEHUe
3aboneBaHus, BbICTaBMNEHbI MOKa3aHUA 4115 MPOBeeHMS
MepPBUYHOr0 OMnepaTUBHOMO NedeHust. MNocne npenBapu-
TenbHOro obcrnefoBaHNs NaUMeHTy BbIMOSHEHO XUPYP-
rMYECKOEe BMeLLaTeIbCTBO B 06bEMEe Pe3eKLUMN CEerMeHTa
4b neBoN JONM NeYeHN, yoaneHus Onyxonu, XONeLncTaK-
ToMuu. [poBefeHa aHaTOMUYeCKast pe3eKumns cerMeHTa
4b B Npefenax 3nOpPOBON TKaHN NEYEHWN OTCTYNS A0 2 CM
OT onyxonu. Pe3eKkuus BbINOMHANACh BOAHOW Koaryns-
LMEN € NOSTarnHOM NepeEBA3KON U KIIMMUPOBaHNEM B XOe
pasmeneHvst NapeHxuMbl NeYeHn TpybyaTbix CTPYKTYP.
OnucaHne MakponpenapaTa: OKpyriias onyxofb NapeH-
XUMbI NeYeHn ceporo UpeTa, paamepamu 60 x 50 x 60 MMm.
B ueHTpe onpepensieTcs pybeu B BMOe KanbuUuHaTa
(pucyHok 3).

lMocneonepaumnoHHbIA Nepuog npoTekan 6e3 ocnox-
HeHui. [IpeHax ynaneH Ha 2-e CyTKU Mocrie onepauuu,
oToensieMoro He b6bino. auneHTKa BbiMMCaHa Ha
9-e CyTKM Nocre XMpypruyeckoro BMeLLaTenbCTBa.

MCTONOrnyeckoe 3aksiyeHve: Kanbumdmumpyo-
LLAsACHA rHesnHas CTPOManbHO-3MUTeNnanbHas onyxorb.
YunTbiBas MHAPUIBTPATUBHbLIN XapaKTep pocTa, NoBbl-
LUEHHYIO MATOTUYECKYIO aKTMBHOCTb M (POKYC HEKPO3a,
MMEETCS MOBbILLEHHBIN PUCK peLManBa.
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PucyHok 3

MakponpenapaT: oKkpyrnas onyxofb NapeHXuMbl neye-
Hu, pa3mepamm 60 x 50 x 60 MM. B LeHTpe onpepens-
eTcs pybeL B BULE KanbLuHaTa

Figure 3

Gross specimen: a rounded tumor in the liver parenchyma
measuring 60 x 50 x 60 mm, with a central scar (a
calcification)

B HacTosLLee BpeMs pebeHOK 300pOoB, HAXOAUTCH Ha
OMCMaHCEpHOM yyeTe y IETCKOrO OHKOMora 1 xmpypra.

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUA

KanbununumpyoLLyio rHe3AHYI0 CTPOManbHO-3Nu-
TenmarsbHylo OMyXosib NeYeHn No npaBy MOXHO OTHECTM K
0OHOMY M3 Hambornee penknx HoBoobpa3oBaHMWii NeyveHw,
BCTPeYaloLeMyca y fieTei n B3pocnbix. [McToreHes
3TOM OMyX0onu [0 CYX MOP TOYHO HewnsBecTeH. 10 0gHUM
OaHHbIM, KanbuuduumpyioLlas rHesaHas CTpoMasibHO-

anuTenuanbHas oMyxosb NeYeHn MMeeT SNUTEeNuanbHoe
npoucxosxaeHne ¢ AMddepeHUNpPOBKON B CTOPOHY
Me3eHxMMasbHoro deHotuna. Mo apyruM gaHHbIM, OHa
MMeeT Me3eHXMManbHOe MPOMCXOXKAEHNE C IKCMnpec-
cuert WT1. BOo3MOKHbIN MexaHW3M naToreHesa BKMovaeT
B cebs runepakcnpeccuio 0akTopoB Me3eHX1MasbHO-
3NUTENManbHOro Nepexofa KieTkamu onyxonu: Vimetin,
B-catenin, SNAIL, SLUG, TWIST, uTo npuBOauT K €ro
HapyLueHuio [4]. MaToMopdonornyecku onyxosb Xapak-
Tepu3yeTCs CKOMneHneM BepeTeHoobpasHbIx v anuTe-
NMOMOHBIX KNETOK B BUAE FHE3[, OKPYKEHHbIX MIOTHOWM
MrodmbpobnacTHo CTPOMOW CO CnyyaiHOM ncam-
MOMaTO3HOW KamnbuuduKaunen n dokanbHOW rete-
poTonuueckoit occudomnkaumeit [5]. MMeoTca naHHble,
[OKa3blBalolLMe CBA3b AAHHOM OMyXO0nu C CUHAPOMOM
Beksuta—BupemaHa [3]. Buoxumuyeckue nokasatenu
(acnapTaTaMuHoTpaHcdepasa v anaHMHaMUHOTPAHC-
dhepasza) 1 ADI, Kak nNpaBuo, HaXoaATCs B Npeaenax
HopMbl [6].

B nutepatype onucaHo 38 cnyyaes Kanbumduumpy-
IOLLIeV THe3[HON CTPOMarnbHO-3NUTENNANbHOW OMyX0nu
(rabnuuya). Bnepsble naHHoe 3abonesaHue onucany
Heywood u coast. B 2002 r. Onyxonb passunacob y
KEeHLUMHbl 28 neT B NpaBoW [ofle NeYeHu, pasMepom
14,5 cM. HoBoobpasoBaHue ObIfI0 BbIABIEHO MNpU
nnaHoBoM obcnepnosaHuu. lNpoBefeHa NPaBOCTOPOHHARA
remurenataktomus. Peunams 6onesHun passuncsa yepes
72 mec.

Camoro mnagwero naumeHta onncanu Hill n coasr.
B 2005 r. HoBoobpasoBaHue 0bHapyunnm y Manbumka
2 net. 3aboneBaHne MaHUECTUPOBANO C ManbnUpy-
emMoro obpasoBaHus B BpiowHon nonoctu. Onyxonb

Tabnuua
IutepatypHble faHHbIE 0 KanbUMOULMPYIOLLEeH FTHEe3OHON CTPOMAasIbHO-3MUTENNANbHON OMYX0IM MEYeHN
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publication Agne, Gender Manifestation PocationBilisizalnm Treatment Outcome Association HUK
o with a Reference
y syndrome
1 2 3 4 5 6 7 8 9 10
Mysk- Manbnpyemoe I'Ipal;ag " Heus-  TpaHcnnaHTauus  be3 npusHaKos
16 CKOM obpasoBaHve Lne!?t :‘nd BECTHO nevyeHu 3abonesaHus [4]
Assmann Male A palpable mass Unknown Liver transplant Disease free
etal., right lobes
2012 eH- FemurenaTakTo-  Bes npusHakos
3 CKUM Co%]as?iOpb' Tlean 65 MU 3aboneBaHus
pation Left lobe . h
Female Hemihepatectomy Disease free
5 bonu B anura- -
Marin et 33 ng‘ﬁ CTpWM, pBOTa Nesas 200 reMMral';;TSKTO HewssecTHo -
- Epigast . Left lobe . Unknown
al., 2010 Male pl%ii’]ri‘ticﬂgam Hemihepatectomy
Tehseen KeH- Mpasan n TpaHcnnaHTauus bes npusHakos Cunpom Ky-
etal, 13 KU &%ﬂgnﬁi;ﬁﬁgﬁ e 173 neyeHm 3aborieBaHms! et (8l
2017 Female right lobes Liver transplant Disease free syndror?ﬁe
_ _ CuHppoM Ky-
Weeda et Myx- MoTeps Macchbl Npagas [emMurenaTakTo be3 npu3HakoB o e
al., 2016 16 (eery UEhE] Right lobe 195 1 JEH 3abonesatus Cushing’s [9]
Male Weight loss Hemihepatectomy Disease free syndrome
Heywood YKeH-  Mpu obcnemosanmn oo FeMUrenaTaKkTo- Pe””7”2”5 Cnpfeis)
etal., 28 CKuit Discovered during o pht lobe 145 MUSt Al Mecﬁ [2]
2002 Female examination E Hemihepatectomy 2 heths
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1 2 3 4 5 6 7 8 9 10
Mys- Tpu obcnenoBaHum [emurenatakTo- be3 npu3HakoB
2 cKo Discovered during R?E}??g;'e 55 Mus 3abonesaHua [3]
Male examination 9 Hemihepatectomy Disease free
’KeH-  Tpu obcnenoBaHum n lemurenatakTo- be3 npuaHakoB
. ’ ! paBas
6 CKMin Discovered during pight(ohe 28 Mus 3abonesaHua
Hill et al., Female examination Hemihepatectomy Disease free
2005 *KeH-  Tpu obcnenoBaHum MeeEes ["eMurenaTakTo- Bes npusHakos
6 CKUiA Discovered during Rigpht lobe 75 Must 3abonesaHus
Female examination Hemihepatectomy Disease free
YKeH-  Tpu obcnepoBanun  Hews- leMurenaTakTo- bes npusHakoB
14 CKUM Discovered during BECTHO 150 Mus 3aboneBaHus
Female examination Unknown Hemihepatectomy Disease free
Mys-  Tpu obcriepoBaHun  Hewns- Heus- Bes npusHakos
2 CKoM Discovered during ~ BECTHO  BECTHO H%ﬁiﬁﬂm 3abonesaHus (5]
Male examination Unknown  Unknown Disease free
Mys-  Tpu obcneposavmm  Heus- lemurenatakTo- be3 npu3HakoB
4 cKolt Discovered during BECTHO 40 Mus 3abonesaHua
Male examination Unknown Hemihepatectomy Disease free
’KeH-  Tpw obcnenosaHum feres ['eMurenaTakTo- be3 npusHakos
3 CKuin Discovered during | '.e o/ 65 Mus 3abonesaHus
examination i f
MeErEEe Female Hemihepatectomy Disease free
Mcklenney YKeH- Manbnupyemoe TRERER lemMurenaTakro- bes npusHakos C”Hlﬂﬁz'r" Ky-
3585-' 11 CKuit obpasosaHune Rigpht lobe 120 - Mus 3abonesaHus Cushmgs
Female A palpable mass Hemihepatectomy Disease free syndrome
Ken- Manbnupyemoe Hewns- Heuns- - be3 npuaHakoB C”HHPOMaKy'
12 KU o6pasoBaHue BECTHO  BECTHO 3aboneBaHus LA
Female A palpable mass Unknown  Unknown Ll Disease free st
palp syndrome
er-  Kuweunas venpo- eMUrenaTaKTo- Peumilzlzlzggycm
14 CKUit X0AMMOCTb Left lobe 300 L DB Arelapse after
Female Intestinal obstruction Hemihepatectomy 12 i
Brodsky ’Ken-  Mpu obcnenosarmn o0 emurenaTakTo- Pe””le"B cnycta  Cunapom Ky-
etal, v CRuit Discovered during Rigpht lobe 220 e A retap:Ieegfter CI[IJJSV;1|TI:§S (10]
2008 Female examination Hemihepatectomy e syndrome
f ’KeH-  Tpw obcnenoBaHum ["eMurenaTakTo- be3 npusHakos
;T[GIFQSE‘? 25  ckmit  Discovered during Rl?phatBlgt?e 55 MUs 3aboresanms [11]
v Female examination 9 Hemihepatectomy Disease free
Grazi et MeH- ﬂMaEKiﬂéoﬁTgﬂM B Miesen TeMUrenaTaKkTo- Bes npuaHaKos 2]
25 CKuin 3 ; : 170 MUsi 3abonesaHus 12
al,, 2010 Female Dlarrhearsaa}gdomlnal RighHlobe Hemihepatectomy Disease free
’KeH-  Tpw obcnenosaHum fneses ['eMurenaTakTo- be3 npusHakos
14 KU Discovered during .3 ope 160 M 3abonesaHus [13]
Female examination 9 Hemihepatectomy Disease free
Mysk- Tpu obcnenoBaHum Mpagas [eMurenaTakTo- Pe”‘i‘%”sBMce“glcm
19 CKO Discovered during Rigpht lobe 100 o SLE A relapse after 168
Male examination Hemihepatectomy e
*KeH-  Tpu obcnenosaHum ["eMurenaTakTo-
15 CKMiA Discovered during R?%at?oak?e 120 Must H?JT\?«?]%SVTO
Female examination 9 Hemihepatectomy
JeTanbHbI ncxopn
YKeH-  Tlpu obcnenoBaHum Mpasas lemurenatakTo-  (mocreonepaLmoH-
Makhiouf  *8 CKMit Discovered during piartiche 200 ~ Mus HbIE OCTIOXKHEHMs!)
aknlou Female examination Hemihepatectomy  Death (postoperative
%8}7 complications)
’KeH-  Tpw obcneposaHum Moemes lemurenatakTo- be3 npu3HakoB
32 CKMit Discovered during R 110 MUst 3abonesanust
Female examination 9 Hemihepatectomy Disease free
My~ Tlpn 06CNERoBaHMN [ pac FemurenatokTo-  BeanpuaHakop  CYHAPOMKy-
16 ckoit  Discovered during Rigﬁ]t o190 ~ MuA sabonesatus C'['J"SV;:'[:SS
Male examination Hemihepatectomy Disease free syndrome
’KeH-  Tpw obcnepnosaHum Moemes lemurenatakTo- be3 npu3HakoB
33 CKMit Discovered during , Ha%aR 100 MUst 3abBonesanust
Female examination 9 Hemihepatectomy Disease free
’KeH-  Tpw obcnenosaHum feEes ["eMurenatakTo- be3 npusHakos
2 CKuin Discovered during | '.e o/ 55 Mus 3aboneBaHus
Female examination Hemihepatectomy Disease free
Rod et al. e~ ["eMurenaTakTo- be3 npu3HakoB
28899 il KU E%Tef#:s ngBL(?t?e 132 MU 3aboneBaHus [14]
Female Hemihepatectomy Disease free
Orzso Mysk- "'eMurenaTakTo-
Ramirez 33 o Otekn JleBas 160 e HeunssecTtHo [15]
etal., Edemas Left lobe . Unknown
Male Hemihepatectomy
2010
’KeH-  Tpwu obcnenosaHum ["eMurenaTakTo- bes npusHakos
\:{a'}%ﬂ 34 ckmin  Discovered during LJ;Ifet'T?Se 130 MUS 3aboresanms [16]
v Female examination Hemihepatectomy Disease free
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KJIMHUYECKWUE HABJIIOOEHUA

1 2 3 4 5 6 7 8 9 10
ztr%tioplo 23 ﬂ(:;g; bonu B xuBoTe JleBas 160 reM”rmiTSKTO_ HeunssecTHo [17]
2014 el Abdominal pain Left lobe Hernihepatectormy Unknown

CuHppoM
- - Beksuta—Bu-
Schaffer e BT — Mpasas [emMurenaTakTo be3s npusHakos SR
et al,, 14 CKuit : : : 120 Mma 3abonesaHnst . [18]
2016 Female Abdominal pain Right lobe Hemihepatectomy Disease free Beckwith—
P Wiedemann
syndrome
CuHppoM
Khosh- MeH- FemurenaTskto-  Bes npusHakos ~ DEKBUTa—Bu-
nam et 14 CKMit B B e Mz 120 Mus 3abonesaHns elana [19]
al., 2017 Female Abdominal pain Left lobe Hemihepatectomy Disease free Beckwith-
v P Wiedemann
syndrome
JleTanbHbIi ncxon
yepes 37 Mec OT
H - ” v v HaqarEa 3abonesa-
ommann eH- uileyHasa Henpo- ens- ens- Hua (MeTacTas B
etal, 16 CKUH XOAMMOCTb BECTHO  BECTHO H%ﬁigm’m nerkom) [20]
2011 Female Intestinal obstruction ~Unknown  Unknown Death at 37 months
after the disease
onset (a pulmonary
metastasis)
Ghodke et 9 'legg INnxopapka MNpasas 50 reMMrm;TaKTo_ HewnssecTHO [21]
al., 2012 Male Fever Right lobe e Unknown
CuHppom
Makowa- XeH-  TMpu obcrenosanum leMUrenaTsKTo- bekeuta—Bu-
ny et al., 2 CKUIA Discovered during RI?gE\atBlgt?e 21 Mus H%ﬁiﬁis\;}m B%EE\?/E?— [22]
2013 Female examination Hemihepatectomy Wiedemann
syndrome
Geramiza- 8 My~ MoTeps Macchbl lpasas 100 [emurenatakTo-  JleTanbHbIl UCXOA [23]
deh et al., CKolt Tena Right lobe MUs yepe3s 10 oHent
2012 Male Weight loss Hemihepatectomy OT OMepaTUBHOMO
BMeLLIaTeNbCcTBa
Death at 10 days
after the surgery
Samar- 11 KeH- [oTepsa Macchbl lpaBas 200 ["eMurenaTakTo- HemnssecTtHo [24]
ghandi et CKMIA Tena Right lobe MUs Unknown
al., 2015 Female Weight loss Hemihepatectomy

pacnonaranacb B NpaBoW [ONie NeYeHW, pasMepoM B
HanbonblieM namMepeHun 55 MM. lNaumeHTy BbINON-
HWM MPaBOCTOPOHHIOID rFeMurenatakTomuio. [pu
fanbHenweM HabniopgeHun 3a naumeHToM peuvansa
He OTMEeYeHo.

CamoMy cTaplieMy naumeHTy 6bino 34 roga (Wang
1 coasr., 2011). Onyxonb pacronaranacb B feBoi fone
neyeHu, pasMep B HanbomblLEM N3MEPEHUW COCTaBWI
13 cm. MNauneHTy NpoBeaeHo onepaTMBHOE BMeLLATeNb-
CTBO B 06bEME J1EBOCTOPOHHEN reMurenaTakTomum. Mpm
panbHenweM HabMogeHnn 3a NaUMeHTOM peuuansa He
OTMEYEHO.

Cpenu onucaHHbIX criyyaeB 6bino 28 petenn u
10 B3pocnbix. Yauwe 6oneioT nMua KeHCKoro nona:
27 skeHWWH 1 11 MyskumrH. oyt y NONOBWHBI NALMEHTOB
3abonesaHue 6bino BbisBNEHO cryyaiHo (n = 16), abpo-
MUHanbHbI Boneson cuHapoM Bbin onucaH y 6 nauu-
€HTOB, CMHOPOM Manbnupyemoro obpasosaHusa —y 3. Y
OCTasbHbIX NaLMeHTOB 3aboneBaHne MaHudecTMpoBasno
C 3amnopoB un notepu Beca. B 7 cnyyasx 3abonesaHue
Bb110 accoummnpoBaHo ¢ cMHAPOMOM MueHKo—KyLuuHra,
B 3 crnyvasx — ¢ cuHopoMoM beksuta—Buaemana. bonb-
LUMHCTBY NauMeHTOB bbina BbINOSIHEHa NPaBo- U NEBO-
CTOPOHHSAS reMUrenaTakToMus. TpaHCINaHTaumusa neyeHm
Bbina BbinonHeHa 3 nauveHTaM. Y 2 60MbHbIX OTMEYEH
peunaunB yepes 12 mec ny 1 — yepes 168 mec nocne

onepaTMBHOro BMellaTenbcTBa. KuBbl 35 4YeroBekK.
JleTanbHbIN UCXon 0TMeYeH B 3 Cryyasx — y 2 NauMeHTOB
B CBSA3U C nporpeccuert bonesuu, y 1 — ¢ nocneonepaum-
OHHbIMW OCTTOMHEHUAMY.

3AKJTIOYEHME

B maHHoOW cTaTbe Mbl MPUBENM OMUCAHNE 2 KIMHU-
YECKMX CIyYaeB KanbunuumpyioLLen rHe3AHON CTPO-
ManbHO-3NUTeNManbHON OMNyxonu nedveHu. [aHHoe
HoBoOBpa3oBaHMe BCTpeYaeTCcsa KpanHe peako U Mano
n3yyeHo. [loCTynHble Ha CErofHALIHUN OeHb AaHHbIe
CKYOHbI, HO TEM He MeHee MO3BOSAIT CAenaTh crepy-
joLLIMe BbIBOAbI:

e Kanbuudumumpylowaa rHesgHas CcTpoMalib-
HO-3MuTeNManbHas onyxoslb MeYEeH — peaKoe HOBO-
obpasoBaHue, BCTpevaloLweecs NPenMyLLEeCTBEHHO B
MOAPOCTKOBOM BO3PACTEe M 'y MOSIOAbIX B3POCHbIX;

* yalle Bcero 3abonesaHue HOCUT CMOpPaanNYeCcKuit
XapaKTep, MOXET BCTPEYaTbCA Yy NaLMEHTOB C CUHAPO-
Mamu MueHko—KyLunHa n beksuta—BunemaHa;

» BonesHb 3auyacTyio nNpoTekaeT 6eccMMNTOMHO,
nepBMYHan ONyxosfb AOCTUIAET KPYMHbIX pasMepos B
MOMEHT BbISIBMEHNS;

* XapaKTepHO Hammuve 1 KpynmHOro ovara B MeYeHu.
MHOKeCTBEHHOE MOpajeHWe MevyeHn B nutepaType
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UCTOYHMUK ®UHAHCUPOBAHUA

He onucaHo. MeTacTaTunyeckoe nopaxeHue (nerkue)

He ykasaH.

onucaHo nuwwb B 1 cnydyae npu peunavse 6onesHu;

* EOMHCTBEHHbIN 3CPXEKTNBHBIN METOS, fIeYeHUsA —
pagvkanbHas pesekuusa neyexu. lpu 3TOM B psge
cnyyaeB TpebyeTcs TpaHCcnnaHTauus;

* OCHOBHbIMW 3ajayaMW Ha CerofHALIHUA OeHb
ABMAIOTCA MOUCK MPWYMH peumansa BonesHu (paou-
KanbHOCTb onepauun, ocobeHHoCT Bruonorum onyxonu
Y Kas[OOro KOHKPETHOro naumeHTa) u nouck addpek-
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