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O6ocHoBaHue. [enaToLennaspHas KapLUunMHoMma sIBJISETCS peAKuM 3aboeBaHMEM B NeANaTPUYECKON NpaKTUKe, rnopaa-
IOLUMM MPEUMYLLECTBEHHO MOAPOCTKOB MYXKCKOIo rnoja B Bo3pacte 10—15 net. OnucaHo Bcero 10 c/y4aeB coYeTaHus rena-
TOLIE/I/IIONISIPHON KapLMHOMbI C CeMENHbIM ajeHOMAaTO3HbIM M0/MN030M. OnucaHue KAnHUYecKoro cay4as. llauneHT [,
Bo3pacT 16 net, 06paTnica K neamatpy ¢ xaaobamu Ha anu3ogbl cy6debpuibHon Temnepatypbl, 60/b B xuBoTe. bbin
HanpaB/ieH Ha Y/bTPa3ByKOBOE MCC/IeJOBaHUE OpraHoB 6GPIoLLHON ros0cTh. O6Hapy»eHO HEroMOreHHoe ob6pal3oBaHMe
B 71€BOW Aos1e nedYyeHu. [1pn peHTreHOKOMIMbIOTEPHOM TOMOrpa®uu ¢ KOHTPaCTHbIM YCUIEHUEM BbISIBJEHO MaTo/10rM4ecKoe
obpa3oBaHue 60/1bLIMX pa3MepOoB B JIEBOV [0/1€ Ne4YeHn (@TUnnyHas remaHrmoma? ageHoma?). B matepuane, noay4eHHOM
npn MyHKUMOHHOMN 6MOMCHM, YyCTaHOBAEH HEHOTUN afjeHOMbI. PebeHKy 6blia npoBeAeHa Pe3eKUUsl 1EBOK 0N MEYEeHU
C N1aCTUKOWN YCTbsl IEBOM MEYEHOYHOM BEHbI. [MCTONOrMYECKOe Uccae[0BaHmne onepaLmnoHHOro Matepuasna noagTBEPANIO
Hananyme renatouesntoasPHON KapLUMHOMbI. YPOBEHb a-(eTonpoTenHa B NnepndepUYECKon KPOBHU Ha BCEM MPOTSIKEHUMU
HabtogeHns ocTaBasics B npefenax Hopmbl. B aHamHe3se — Knaccuyeckas popma ceMenHoro ageHoMaTo3Horo noanno3a
TOJICTOM KMLLKKU Y MaTepu (AMarHo3 ycTaHoBJ/IEH 3a 3 roja Ao KIIMHUYECKOro cobbiTUs y pebeHKa). [1ocie o6Hapy)KeHus ony-
X0JIM NeYyeHn MaslbuynKy NpPoBeAeHO reHeTudyecKoe uccaegoBarme reHa APC (Adenomatous Poliposis Coli). MgeHTngunuympoBaH
aTo/IorM4YEeCKMi anesb, aHaa0rMyHbIi paHee 06HapyXeHHOMY y MaTtepu. 3aKnyeHune. [ AMarHOCTUKM renaToLesnio-
JISPHOM KapLMHOMbI Ha paHHUX aTanax ee pa3BuTUsi HE06X0AMMbl CBOEBPEMEHHAas ANarHOCTHKa CEMENHOro ajeHoOMaTo3HO-
[0 M10AMN03a TOJICTOM KUILIKHU, MHHOPMUPOBAHHOCTb O PUCKE COYETAHHOIO TEYEHMS M0JIMMO3a C Pa3/InYHbIMN 3/T0Ka4Y€CTBEH-
HbIMMW OMYXOJIIMM, @ TaK)Ke MOHUTOPUPOBAHNE COCTOSIHUS 3J0POBbS PEGEHKA.

KnroueBblie cnoBa: renatoueionspHas KapymHoma, 4eTU, CEMEHNHbIN afleHOMAaTO3HbIN M0MN03 TOJCTON KMLKH, reH APC,
KJIMHUYECKMI Clydan
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OBOCHOBAHME pak npuxoantca 0,5-1,5% Bcex 310Ka4eCTBEHHbIX HOBOOG-

[enaTouennonapHas KapuuvHOMa SIBNSETCS PeaKuM
3/10Ka4yeCcTBEHHbIM 3aboneBaHMeM [eTCKOro Bo3pacTa,
nopakatowmnm npenmywecTBeHHO MNOAPOCTKOB MYMKCKO-
ro nona B Bo3pacte 10-15 net [1, 2]. CornacHo AaH-
HblM HauMOHanbHOro MeanLMHCKOro UccneaoBaTe/lbCKoro
LeHTpa oHKonormm um. H.H. bnoxnHa (HMWL, oHkonoruu
uMm. H.H. bnoxnHa, MockBa), B Poccun exerogHo amarHo-
ctupytoT 50-60 cnydyaeB NEPBUYHbIX 3/10KAYECTBEHHbIX
ONyxonen NevyeHu, cpean KOTOopbIX Yalle BCero perucrpu-
pyloT renato6aactomy, renaTouentoNsApHYI0 KapLuUHOMY
1N aMBPUOHANbHYIO capKomy neyeHu. B 6onbluMHCTBE chnyya-
€B AaHHble OMyX0/iM MMEIOT CTEPTYIO KIIMHUYECKYIO KapTUHY
M ABASOTCHA ClydanHoW Haxoakow [3—5]. B meamatpuyec-
KOWM NpaKTWKe Ha renato6aacToMy M renatouentonspHbIv

pa3oBaHui 1 4% Bcex TpaHCMAaHTauMi neyeHn B Bo3pacte
no 18 net. Y B3pocnbix renatouenitonspHas KapuvHoma
pa3BuBaeTcad Ha GOHEe XPOHUYECKOr0o HEKPOTUYECKOIO BOC-
naneHns nevyeHn Mo npUyYnUHe ankoroibHOM 3aBUCUMO-
CTW, BUpYycHoro renatnta B n C, a TakKe HeanKkorosibHou
MPOBOW 60ne3HM neyveHu [B], Toraa Kak renatouennio-
NAPHBIN paK y geten dopmupyetcs Mo Ha LUppoTUdeC-
KoM ¢oHe, nMbo npu MopPdONOrMYECKM HEU3MEHEHHOWM
CTPYKType neyeHun [7—9]. B nocnegHem cnydyae pas3BuTULO
3TOr0 3/10KAa4YeCTBEHHOr0 HOBOOGPA30BaHUSA CMNOCOOCTBY-
0T npeHaTalbHOe WHOWUMPOBaAHME BHMPYCOM renatuta
B 1 TMposunHemusd, gasnfowmeca Beaywumu daxktopamu
pUCKa, a TaKXXe NPOorpeccupylolLnin ceMenHbIn BHYTpUneye-
HOYHbIN XonecTas, 60/1e3Hb HAKOMNEHUS [NIMKOreHa, CUHA-
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poM Anaxknnns, BPOXAeHHble NOPTOCUCTEMHbIE WYHTLI [10].
B ycnoBusix OTCYTCTBMSA BblWENEPEYUCNEHHbBIX NATONOrMM
renatouentonapHas KapunHoMa MOXET pa3BUTbCA Ha POoHe
CEMENHOro afeHoMaTO3HOro NONMNO3a TOICTON KULLKM.

CeMenHbI afeHOMaTO3HbIM MOJNNO3 — 3TO Hacneg-
CTBEHHbI# CHHAPOM C ayTOCOMHO-AOMWHAHTHbIM TWMOM
HacnefoBaHUs, XxapaKkTepuayumincs obpasoBaHuem 60/1b-
lworo 4yucna nonunoB (ageHom) — oT 100 A0 HECKONbKMX
TbiCAY — Ha CNM3UCTOM 060I0YKE TONCTOM KULIKKM C MpOo-
rPECCMBHbLIM POCTOM W 0683aTeNbHOM ManUrHu3aumen
npu OTCYTCTBMW CBOEBPEMEHHOIO NiedeHns (06bl4HO K 40—
55 rogam) [11]. Bctpevaetcs ¢ yvactoton 1:10000 HoBO-
POXAEHHbIX, MPEUMYLLECTBEHHO MNOPAaXKaeT XEHCKUMI non
(B cooTHOLWeEHMN 17:1) [12].

OTNONIONMYECKYIO POSib B BO3HWMKHOBEHWW AAHHOW NaTo-
JIOTUK UrpaeT Hanuyme naToNorM4yecKoro annens B reHe
APC (Adenomatous Poliposis Coli), pacnonoxeHHoM B Xpo-
MocoMe 5, Ha y4acTKe 5q21, cocTosiuem n3 2843 KOAOHOB.
[eH APC aBnsieTcs reHOM-CynpeccopoM OrMyxoseBoro pocTta,
COCTOUT U3 15 9K30HOB M KOHTPOSMPYET KAETOUYHbIN POCT
3NUTENNS B TOJICTOM KULLIKE, OKa3blBasa BAUAHUE Ha S-da3bl
n G,-dasbl KAETOYHOro LuKia. OH TaKXe CNYy)KUT OCHOB-
HbiM perynstopom B Wnt-curHanbHOM MyTH, y4acTByeT
B KOHTpoOJie npoueccoB pochopunmpoBaHna 1 aerpagaumm
B-KkaTeHnHa [8]. Heo6Xx04MMO OTMETUTb, YTO CUTHaJIbHbIN
nyte Wnt/B-KaTeHWUH UrpaeT BaXKHyl0 poJib B KaHLepore-
He3e Onyxofienm nevyeHu: akTuBaLMsA onpeaensnacb nNpu-
MepHO B 1/3 renatoueonapHbix KapuuHom [13]. Okono
90% Hacnegyembix U3MeHeHun B reHe APC npeacTtaBieHbl
HOHCeHC-MyTauuamun [14]. 3HauyuTenbHa pofb Aeneuuun:
1-5 nap ocHoBaHun (50-60%) [14]. U3BECTHO TaKKe, 4To
“3 65 nauMeHToB, CTpajalolmx ceMerHbiM ajeHoMaTo3-
HbIM MONMNO30M, Y 20% o6Hapy>KeH BapuaHT HYKNeoTULHOM
nocneposartensHoct 1309del5, y 13% — 1061del5 [14].
BapuaHTbl 1061del5 (¢.3183_3187delACAAA) n 1309del5

(€.3927_3931delAAAGA) cocTtaBnsnu o 1/3 Bcex Hacne-
[yeMmbIx natonornyeckux annenen B reHe APC [14]. CBA3b
naToreHHblx BapuaHToB B reHe APC ¢ ceMenHbIM aje-
HOMaTo3HbIM MOMMNO30M Oblfia MoOKa3aHa paHee [15].
BapuaHTtbl B KogoHax 437-1249 n 1465-1596 npuBoaaT
K pas3BUTUIO KIACcCMYEeCKOro CeMemHOro aleHoMaTo3HOoro
NoAMNO3a TONCTON KULLIKKW, KOTOPbIM O6bIYHO MPOSBASETCH
B IOHOCTM WAW B TPETbEM AECATUNETUM XU3HKU [16]. Mpwn
TAXenon dopme 3aboneBaHWs PeErncTpMpoBann usme-
HeHMs B KofdoHax 1250-1464, u3mMeHeHus B KOAOHax
1309 n 1061 cnoco6CTBYIOT BOSHUKHOBEHMIO Bonee Taxe-
NbIX deHoTUNMYECKMX nposiBaeHun. OcnabneHHas ¢op-
Ma Te4yeHWs LaHHOW NaToNIorMM COOTBETCTBYET KOAOHaM
0-436 1 1597-2843 [17].

o 2011 r. onucaHo 10 cnydyaeB KOMOGMHaUWW renaTto-
LeNIoNApHON KapuMHOMbl M CEMEMHOIO aJeHOMaTo3HOro
nonvno3sa [18]. B cBA3M C peaKOCTblO COYETAHUSA 3TUX ABYX
3a60/1eBaHMU MOMEHT UX PaHHEN AMArHOCTUKKU MOXKET OblTb
ynylWeH Kak neauatpamu, Tak 1 tepanestaMu. Huxe onucaH
KIMHWYECKUIA Cny4an, KOTOPbIM LEMOHCTPUPYET MOCTaHOB-
Ky OMarHo3a CeMEeWHOro aJleHOMaTo3HOro MoaMno3a ullb
nocne o6HapyXeHUs 310Ka4eCTBEHHOro HOBOOOGPa30BaHUS
B JIEBOW A0JiI€ NEeYEHU, HECMOTPS Ha OTArOLLEHHbIN Hacnesa-
CTBEHHbIN aHaMHe3 pebeHKa.

KAWHUYECKWUA NPUMEP

O nauueHTe

MauueHT I., My)XCKoro nona, Bo3pacTt 16 net, B OKTsa6pe-
HOos6pe 2019 r. HaxoAWICA Ha CTalLMOHAPHOM NevYeHun
B OHKOJ/IOTMYECKOM OTAENIEHUM OETCKOW pecnybiMKaHCKOM
60nbHMLUbI. MocTynun No HanpaBfeHWO y4acTKOBOro BpaYa-
neauaTtpa no BOMPOCY HalMynusg HOBOOGPaA30BaHUS B NIEBOWM
[l01€e NeYeHn B yA0BNETBOPUTEIbHOM COCTOSIHUM.

AHaMHe3 u3Hn. PebeHOK poawacs OT MepBOM HOp-
ManbHO MpoTeKkaBlie 6epeMeHHOCTM U POAOB C Maccow
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Hepatocellular Carcinoma in the Adolescent With Classical
Familial Adenomatous Polyposis: Clinical Case

Background. Hepatocellular carcinoma is rare disease in pediatrics, it affects mostly male adolescents aged 10-15 years. There are
only 10 described cases of hepatocellular carcinoma and familial adenomatous polyposis combination. Clinical Case Description.
Patient G., 16 years, visited the pediatrician with complaints on low fever episodes and abdominal pain. The abdominal ultrasound
was performed. Non-homogeneous mass was revealed in the left lobe of the liver. Contrast X-ray computer tomography has revealed
large pathological mass in the left lobe of the liver (atypical haemangioma? adenoma?). Adenoma phenotype was established in
obtained needle biopsy material. The child has undergone the resection of the left lobe of the liver with plastic reconstruction of the
left hepatic vein entry. Histological examination of the surgical specimen has confirmed the presence of hepatocellular carcinoma.
Peripheral blood «-fetoprotein levels remained within normal range throughout the follow-up. In past medical history: classical familial
adenomatous polyposis in the mother (diagnosis has been established 3 years before the clinical events in the child). The genetic testing
of APC gene (Adenomatous Poliposis Coli) was performed after detection of the tumor in the child’s liver. The pathological allele similar to
that previously found in the mother has been identified. Conclusion. Timely diagnosis of familial adenomatous polyposis, risk awareness
on combined course of polyposis with various malignant tumors, as well as monitoring of health condition of the child are necessary to
diagnose hepatocellular carcinoma on its early stages.
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Tena 3600 r, gnnHom Tena 52 cMm, Ha 8/9 6annoB No LWKa-
ne APGAR. ®u3unyeckoe M HEPBHO-NCUXMYECKOE pa3BUTHUE
COOTBETCTBOBANO Bo3pacTy. [Mpodunaktmyeckme npuBUBKM
npoBefeHbl cornacHo HauuoHanbHOMy KaneHgapto [19],
B T.4. NpoTuB renatmnta B ¢ 8 net 4 mec no cxeme 0-1-6.
MNepeHeceHHble 3a6oneBaHnsa: OPBWU, renatut A (B 6 ner),
BeTpsiHas ocna (B 7 neT).

HacnenctBeHHbI aHamHe3. Matb cTpajaeT Kiaaccu-
YyecKon ©¢opmMor CeMernHOro ageHoMaTo3HOro noJvnosa
TOICTON KWLIKW, AnMarHoctupoBaHHoro B 2016 r., no noBo-
[y Yero NpoBOAMAUCL ToTalbHas Konaktomus B 2016 .,
a TaKXXe reHeTMYyecKoe uccnefoBaHue, B pesy/braTe KOTo-
poro B reHe APC oG6Hapy)eH naTo/IOrMYECKUW BapuaHT
p.GIN1062X (c.3183_3187delACAAA).

AHaMHe3 3abosneBaHus. lepBble NPU3HaAKUM 601e3HU
nosiBUANCL B ceHTA6pe 2019 r., Korga pebeHoK Havyan oTMe-
yaTb 3anuM3oabl cyb6debpunbHon Temnepatypbl go 37,2°C,
60/1b B MBOTE. B cepeanHe oKTa6ps ¢ 3TUMM KanobamMu oH
obpaTtunca K neguMaTtpy, KOTOpbl HanpaBua ero Ha ynbTpa-
3BYKOBOe uccnenoBaHue (Y3W) opraHoB GptolHOM MOJo-
CTH, B X0[le KOTOPOro o6HapyXnnocb HEroMOreHHoe HOBO-
obpasoBaHne B S, S, NIeBOW [ONMN NEYEHU pPa3MepoM
82X61X75,5 MM, o6bemom 199 cmS3. lpu LBETOBOM
[0ONNEPOBCKOM KapTUpPOBaHWK HOBOOGpa3oBaHWE NpaKTu-
YeCKM aBaCKynspHoe, C €4MHUYHbIMW COoCyAaMu, Npenumy-
wectseHHo no nepudepun. C NogO3peEHNEM Ha OMyXxosb
NeBON AONM NeYeHW NauMeHTa rocnuTanu3vpoBanu B CTa-
LMOHap, rae eMy nNpoBen PeHTreHOKOHTPACTHYIO TOMOrpa-
U0 opraHoB GPIOWHOM NONOCTU. BbigBNEHO matonornyec-
Koe HoBOOGpa3oBaHWe 60/blIMX pa3MepoB B 1EBOM Aofe
neyeHu (puc. 1).

Ha cepun TOMOrpamMm B N1€BOW [0Jfie MeYeHn ornpeae-
naetcs 60NblIMX pa3MepoB NaToNorMyeckoe HoBOOOGpPa3o-
BaHWe HENpPaBWIbHO-OKPYIOM GOPMbl C YETKUMMU KOHTY-
pamu, pa3dMmepom 92X85X76 MM (OTMEYEHO CTpenKamu).
[NOTHOCTHbIE NMOKa3aTenu Npu HaTUBHOM MCCefoBaHWUu
(puc. 1, b) 44-49 en.H., B apTepuanbHyto da3dy oTMevanochb
HepaBHOMEPHOE HaKonjaeHWe KoHTpacta ao 77-97 en.H.,
B NapeHxumaTosHyto ¢asy (puc. 1, A) NIOTHOCTHbIE MOKa3a-
Tenn paBHOMEpPHO noBblweHbl 4o 101-105 ea. H.

o pedynbratam MyHKLUWOHHOW GMOMNCKK Bblnl YyCTaHOBNEH
[AMarHo3 afeHoMbl NeYyeHw.

Buoxnmunyeckme mccnefoBaHua noKkasanu otpuuatesib-
Hble pe3ynbTaThl aHann30B Kposu Ha BUY, aHTn-HCV, HBSAg,
a TaKXe HopMmasbHbIM ypoBeHb a-petonpoTenHa (AMP) —
1,62 ME/mn (npu Hopme < 10 ME/mn), XOTS 3TO He UCKtoYa-
10 HaNn4me 310Ka4eCTBEHHOr0 HOBOOGPA30BaHUS.

Ona oOKasaHus crneunanM3vpoBaHHOM MeAULMHCKON
nomoln pebeHoK 6bl HanpaBfieH B OTAeneHue nepecaj-
KW MNeYyeHu, rae OH Haxoawncs B TevyeHue 9 cyT (HOSOpb-
feKkabpb) 2019 .

®dusnKanbHaa guarHocTuka

Mpu nocTynieHun cocTosiHME pebeHKa yAoBNEeTBOPHU-
TenbHoe. ®u3nyeckoe pasBUTUE JUCTrapMOHMYHOE, Mo
BCEM MOKasaTensaMm Bbllwe 7-ro nepueHtuna. OTMeyeH
BbICOKMIM pOCT (176 cMm), n36biToyHas Macca Tena (98 Kr),
UMT 31,6 kr/m2 (Hopma 18,5-24,9). KOHbl MOKPOB
GM3MONOrM4ecKomn okpacku. Mpu ocmoTpe numMdbaTtmyeckme
y3Nbl He yBenu4yeHbl. MNanbnupoBanncb eauHUYHble noaye-
NIOCTHbIE, MOAMbILWEYHble, naxoBble NnumMdaTUyecKue y3nbl,
O[AMHaKOBO BblpaXeHHble C 06eux CTOPOH, pa3mepamu
1,5X1,5 cM, MArKO2/1acTU4ECKOM KOHCUCTEHLIMKW, MOABWK-
Hble, 6e360ne3HeHHble. [Tpy aycKynbTauun AbixaHWe Be3u-
KynsipHoe, 4acTtoTa AbixaHusg 18-20 B mMuHyTy. CepaeyHble
TOHbI ICHbIE, PUTMUYHbIE, YacToTa CepAeYHbIX COKpaLleHun
75-80 ya/mMuH, apTepuanbHoe aasnexHne 100/66 MM pT. CT.
HKMBOT MArKMIM, NeYeHb NanbnUpPyeTcs Ha 2 CM HUXKe Kpas
pebepHON ayru, Kpan nevyeHn poBHbIA, MATKWUIA, Clerka 3aocT-
peHHbIN, 6e360N1e3HEHHbIN. Cene3eHKka He nanbnupyeTcs.

MpepBapuUTenbHbIA AUArHo3
O6beMHOe HOBOOOGpa3oBaHWE f1EBOW A0AM MEYEHMU.
AfeHomMa? ne4vyeHu.

AnMHamMmuKa u ucxopabl

[anbHenwne nccneaoBaHnsa M leYeHue nauueHT nony-
yun B PHUX um. akaa. b.B. lNetposcKoro (r. Mocksa). Mepen
onepaTtMBHbIM BMELWATENLCTBOM MPOBOAMIACH [AOMOHM-
TenbHasa MPT opraHoB 6pioLHOM nonocTu. CornacHo onuca-
HWIO, NeYeHb He yBeNnyeHa B pa3smepax, 19,9X12,3X15 cwm,
C HETKMMW POBHLIMW KOHTYpamu. B S, cermeHTax nevexu
onpegensieTcss OKpyrnoe o6pas3oBaHWe C 4YETKUMM POB-
HbIMW KOHTYpamu, C AaHHbIMW 3a oOrpaHuvyeHue anddy-

Puc. 1. CnupanbHas peHTreHOKOHTpacTHas Tomorpadus opraHoB GPIOLLHOM NONOCTU, NOCTKOHTPACTHasA cepus n3obpaxeHni. MNauneHT I,

Bo3pacT 16 net

Fig. 1. Spiral X-ray contrast tomography of abdominal organs, post-contrast series of images. Patient G, 16 years

b N

lMpumevaHne. A — napeHxumatosHasa $asa, cpe3 Bo GpoHTaIbHON NPOeKUUn; b — HaTUBHOE CKaHUpOBaHWe, Cpe3 B akcuanbHOW NPOEKLMN.
Note. A — parenchymal phase, section in coronal view; b — native state, section in axial projection.
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3UN, U30MHTEHCMBHOe Ha T1-BW (B3BelweHHOe wn306pa-
¥eHue), cnaborunepuHTeHcuBHoe Ha T2-BU, pasmepamu
9,7X6,6X8,1 cM. [pn KOHTPACTHOM YCUNEHUU AKTMBHO
HaKannMBaeT KOHTPACTHOE BELWECTBO B apTepualibHyto
$asy, U3OMHTEHCMBHO B MapeHXMme MnevyeHW B BEHO3HYIO
$azdy 1 € YaCTUYHbIM BbIBEAEHWEM B OTCPOYEHHYIO U renaTto-
cneumduryeckyto dasbl. Ha 15-i n 20-i MUH nocne KoHTpa-
CTUPOBaAHWSA MHTEHCMBHOCTb MApeHXMMbI cocTaBuna 2 6anna
no FLIS (Functional Liver Imaging Score) — napeHxuma
nevyeHn TrMNnepuHTEHCUMBHA MO OTHOLWEHWIO K MapeHxume
MOYKM, UHTEHCMBHOCTb BOPOTHOM BEHbI U MaPEHXUMbl —
2 6anna, KOHTpacTupoBaHWe NpoTokoB — 2 6anna no FLIS.
BHyTpH- 1 BHENEYEHOYHbIE MPOTOKM HE pacliMpeHbl. Xoneaox
anameTpom 5 MMm. HKenyHbIM ny3bipb pacrnofioXKeH 06bIYHO,
C Hanuymem nepernba B LIENKe, NOMNepeYyHbIM pa3Mepom
2,5 CM, CTEHKM He YTONLLEHbI, COLEPKUMOE HEOAHOPOAHOE.

3aknwyeHne: MP-kapTvHa 06beMHOro o6pa3oBaHus
B S,/\ Ne4yeHn (apeHoma?), cnagK B Xen4yHoM ny3blpe, Kou-
yecTBeHHas numMdageHonatus B NapakoIUMTUYECKOW KieT-
yaTke cnpasa 40 10 MM, NpU3HaKKW HOPManbHOW QYHKLMK
neyexu no FLIS 6 6annos (Hopma no FLIS — go 6).

MaumeHTy npoBeAeHa pe3eKuus NeBOW A0SM MNeyvyeHu
C NNaCTUKOW YCTbSl NE€BOM MNEYEHOYHON BEHbl B KOHLE HOS-
6ps 2019 r. YaaneHHblM MaTepuan HanpasBfiEH Ha MCTOJO-
rmyeckoe uccrnegoBaHue. Mpu NaTorncToNorMyeckom mcene-
[OBaHWW OOHapyXeHo, YTO Yy3en OrnyxoNiu nevyeHun UMmeeT
CTPOEHUWE renaToLeNioNIAPHON KapLMHOMbI, KIETKU KOTO-
pPOM C XOPOLIO Pa3BUTOM 303MHODUILHOW LIUTOMNa3MOw,
f4pa Kpyrble, KPyrnHble, YBEIMYEHbI B pasmepax, MecTtamu
C HEPE3KO BbIpaXKeHHOU runepxpomuen. Onyxonb Gopmupy-
€T TyOynspHble ¥ MCeBA0aNbBEONSPHbIE CTPYKTYPbl CpeaHero
M KpynHOro pasmepa. 3aknyeHue: «fenatouennonspHas
KapumHoma ICD-0O code 8170/3, cteneHb anddepeHUnpoB-
ku Il (no Edmondson and Steiner), pT3 pNx».

Mocne xvMpypruyeckoro neveHuns nposoamnock Y3U opra-
HOB OpIOLWHON MOJIOCTU: PEMHAHT MEYEHU WMMEET YETKMe
POBHblE KOHTYPbl, HECKO/IbKO MOBbIWEHHYID 3XOreHHOCTb,
ero pasmepsbl coctaBnator 13,5X16,3X13,8 cm. Bece cocyabl
neyvyeHn NPoXoanMbl. BHYTpMNeYeHOUYHbIE KeNYHble MPOTOKM
He paclumpeHbl. OKOM0 paHEBOW NOBEPXHOCTU NEYeHU CKOn-
JIEHUS UAKOCTU HeT. Cene3eHKa yBenuMyeHa B pa3mepax
[0 13,5X5,6 cm (He6osblLOE yBENTMYEHHME).

lMocneonepauUnoHHbIM Nepuof nNpoTeKan 6e3 OCnoXKHe-
HuW. Yepes 2 Hep pebeHoK 6bin HanpasneH B HMWL, oHKono-
run uMm. H.H. bnoxuHa (r. MockBsa). o gaHHbIM nabopaTop-
HbIX UCCNefOoBaHWM, YPOBEHb aHTUreHa afleHOreHHbIX PaKkoB
Ca 19-9 B KpoBwM 6bi1 paBeH 13,39 Ea/mn (Hopma < 37),
coAepaHne paKoBOro aM6puoHanbHOro aHTureHa (P3A)
B KPOBW — TKaHEBOr0 MapKepa OHKONOrM4yeckunx 3abonesa-
HU — 1,9 Hr/mn (Hopma < 5,0). B 6uoxummyeckom aHanmse
KpoBKW — nosbllleHne aktueHocTv ACT go 65,5 ME/n (Hopma
4-37)n ANNIT — po 185 ME/n (Hopma 4-40).

Pesynbratbl KOHTpoNibHOro Y3W opraHoB O6proWHON
NnosioCTU He BbIABUAM MPU3HAKOB OMyX0JIeBOro npoLlec-
ca B neyeHn. C UeNbl0 WUCKIIOYEHUS MeTacTa3nmpoBaHus
npoeegeHa KOMMblOTEPHaAs ToMorpadua opraHoB rpyaHoOu
KNETKW: 04aroBblX U UHOWUNLTPATUBHbLIX U3MEHEHUI B ner-
KMX W nneBpe He BbigBAeHO. 1o gaHHbIM MPT opraHoB
OpPIOWHOW NONOCTU B AMHAMUKe (Ha 6-e cyT rocnutanunaa-
LlMK): COCTOSIHWE nocne onepauuvm — pe3eKkuuu neBon Aonu
NevyeHn ¢ NIacTUKOW NeBOM NeYeHOYHOW BeHbI. B 6ptoliHom
noJIoCTM U 3a0pPIOWKMHHOM MPOCTPAHCTBE NaTONOMMYeCKUe
06beMHble 06pa30BaHUs He BbisiB/EeHbI. [10 Kpato pe3eKkunu
nevyeHun onpeaenatoTcs aptedakTbl OT WOBHOrO Martepu-
ana. Ha atom ¢doHe natonormyeckMe o6beMHblE 06pa30-

BaHWS He onpegenstoTcd. lNapeHxnma ocTaBlUENCS 4acTu
neyeHn ogHopogHas, 6e3 o4aroBbix 06pazoBaHui. [pwu
BHYTPMBEHHOM KOHTPACTMPOBAHUKN Y4aCTKM NaToN0rM4yecKo-
ro HaKoOMJIeHUS KOHTPACTHOro npenapaTta He onpeaensior-
cs. BHyTpMneyeHo4YHble NPOTOKM M COCYAbl HE PaCLUMPEHbI.
HenyHbln ny3bipb HaMOMHEH OAHOPOAHLIM COAEPKMMbIM,
CTEHKM He yTosnuleHbl. B obnacty BOpPOT MeyvyeHu Mo xomdy
BOPOTHOM BeHbl onpegensierca rpynna AMMmbaTUY4ecKux
y3n0B (?/nepunopTanbHbii Grnbpo3?). OnpeaensioTcs MHo-
YECTBEHHble Me3eHTepuanbHble NTMMmdaTUYecKme y3bl pas-
mepamu 1o 1,4X0,7 cm (BO GpOHTaNbHOM NPOEKLUUN).

3aknwyeHne: MP-npusHaku peumanBa 3abosieBaHMSA
He BbISIBIEHbI.

Mocne 3aBeplweHnsa 06CcnefoBaHUS U le4eHUs nauueHT
Obll BbiMWCaH B CTabWNbHOM COCTOSIHMM nNoA Habnwge-
HWEe y4acTKOBOro neguartpa, AETCKOro OHKOMora, reHeTuKa
Nno MECTY XXWUTENbCTBA.

MpuHMMass BO BHWMMaHWE HanWyMe OTArOLLEHHOIO
CEMEeNHOro aHaMHe3a Mo Kjiaccuyeckon dopme cemen-
HOro afeHOMaToO3HOro MoAMMNOo3a TOSICTOM KMULIKK, Yy Nauu-
eHTa 6blnn uccnegoBaHbl (HOS6pb 2019 r.) Koaupytoume
3K30Hbl reHa APC (RefSeq_NM_000038). O6HapyxeH
BapuaHT HyKNeoTuaHOM nocnegoBatenbHOCcTM p.GIN1062X
(c.3183_3187delACAAA), KoTopblM noaTBeEpAMN Hacnen-
CTBEHHbIN XapaKTep ageHoMaTo3HOro nonaunosa. B cBs3u
C 9TUM B MeAMKO-CaHWTapHOM YacTu MO MECTY XKMUTeNb-
cTBa ObliM NpoBeAeHbl 3HAOCKOMUYECKUE WCCNeaoBaHus.
o faHHbIM KOMIOHOCKOMMK, BbINONHEHHOM B siHBape 2020 r.,
BO BCEX OTfeNlax TONCTON KUIIKKU OGHapPYKeHbl MHOXECTBEH-
Hbl€ MOMUMbI Ha WMPOKOM OCHOBaHWUK, pasmepamu 10 0,3 cMm
B AMaMeTpe ¢ 4YacToTon Ao 3—5 nonMnoB Ha raycrpy.

3akto4eHne: IHAOCKONMUYECKME NMPU3HAKN XPOHUYECKO-
ro Kofita B CTafiuM PEMUCCUM, TOTaNbHbIM NOAMMNO3 TONCTOM
KULLKHN.

Toraa e npu duGpoOracTpoayoleHOCKONUMU OTMEeYeHa
HEeJOoCTaTO4YHOCTb GYHKLMU KapanManbHOro *oma.

3aksyeHune: ractpoasodareanbHaa pedsitokcHas 60-
Ne3Hb, OCTPbIA 3PO3MBHbLIA 330darvT, 3HLOCKOMUYECKME
NPU3HaKMW XPOHUYECKOro racTtpuTa B cTagMn 060CTpeHus,
XpOHWYecKas A3Ba XefyaKa B CTaann KpacHoro pybéua.

B o6Gnactu Tena enyaka 3aperMcTpupoBaHbl MHOXECT-
BEHHblE MOMMNOBUAHbIE 06pa30BaHMs Ha LWMPOKOM OCHOBa-
HUM — MOMMMNO3 XKenyaka. XpoHuyecKas A3Ba ABeHajuaTy-
NEPCTHOM KMULWKKU B CTagnn 060CTPEHUS.

KnuHuyeckui guarHos

[enaTouennonsapHbin pak, ctagua T3, Nx, MO [natorucTo-
normyeckas xapakrepuctunka: ICD-O code 8170/3, cTeneHb
anddpepeHumpoBku Il (mo cucteme Edmonson and Steiner)],
pT3, pNx.

CeMelHbIA afeHOMaTO3HblA MOMUMNO3 TONICTON KULLIKK,
Knaccuyeckas Gopma.

MporHo3s

YyuTtbiBas obpasoBaHMe renaTouenioNgpHOn Kapuu-
HOMbl Ha QOHe pa3BMBLUEroCs reHeTUYECKU MNOATBEPIK-
[lEHHOro CEeMENHOro ajAeHOMaTo3HOro nonivno3a TOoJNICTOM
KWULWWKK, UMEETCSH PUCK ManurHmuaaumm nonunos. He mncknio-
yeHo dopmupoBaHue apyrux ¢GopM HOBOOGPaA30BaAHUM,
KIIMHWYECKM MPOSIBASAOWMXCA TMNepTpoduern NUrMeHTHOro
anutenusa cetyatkn (B 70-80% cnyyaeB), nanuiisgpHbiM
paKkoM LWMToBUAHOW enedbl (1-12%), anuaepmMounaHbiMu
knctamn (50%), onyxonamu ronoBHoro mosra (1%), octeo-
mamu (50-90%), renatobnactomamu (1%), AECMOWULHBLIMU
onyxonaMu B ftobon 4vactu Tena (10-15%), ageHomamu



Haanoye4yHukoB (7-13%) [20]. MMEHHO NO3TOMYy C LeNbio
paHHEW OMArHOCTUKM BO3MOMHbIX OCJIOXHEHWW, KOHTPO-
NS AMHAMUKXM OCHOBHOro 3ab0/eBaHUA PEKOMEHI0BaHbI
OCMOTpPbI CMELMANUCTOB: NeanaTpa, OHKoJora, racTpoaHTe-
ponora, odTanbMonora, 3HAOKPUHOMOra, reHeTuKa B nep-
Bble 2 roga ¢ NepuoauYyHOCTbiO Kaxable 3—6 Mmec, ganee
1 pa3 B 12 mec. TakKe nokasaHbl Y3 opraHoB GptoLLIHON
MosIOCTU U WUTOBUAHON Kesne3bl, KOJIOHOCKOMNUSA U ractpo-
ayopeHockonus, KT unu MPT opraHoB GpIOWHOM MONOCTH
C BHYTPMBEHHbIM KOHTpacTupoBaHuem, MPT rofoBHOro Mo3-
ra — Kaxable 6-12 mec. OnpeneneHne OHKOMAapPKEPOB
Ca 19-9, nA4r, P3A n A®I B AMHaMUKe, TOPMOHOB LLIUTOBU.-
How enesbl 1 TTI, npoBeaeHMe BUOXMMUYECKOro Uccneano-
BaHWSA KPOBW 41 OLLEHKM DYHKUMKM neveHn u nodvek (AJT,
ACT, 6unupybuH o6lmMin n NpamMon, LenoyHas docdaTta-
3a, y-rMTaMunTpaHcnentTnaasa, o06wWwmn 6enokK, anbobyMuH,
MOYEeBMHa, KpeaTuHWH, Koarynorpamma B coctaBe MHO,
AYTB, dubpurHOreH, NPOTPOMOMH Mo KBUKY), KIMHUYECKOTO
aHanmM3a KpoBU U MOYM — Karkable 6-12 mec.

BpemeHHas wkana
XpoHonorus pasBuTUS 6GONE3HW, KIOYEBbIE COOLITUA
W NPOrHO3 AN19 nauueHTa . npeacTaBfieHbl Ha puc. 2.

OBCYXAEHUE

M3 onucaHHbIX paHee nauneHToB C KoMOUHauuen ce-
MENHOro aleHOMaTO3HOro Nonno3a M renatoueoNapHON
KapuWMHOMbl NWWb B OTHOWEHWW [ABYX C/ly4aeB W3BECTHbI
pe3ynbTaTbl FEHETUYECKOr0o UccneaoBaHus. B o6oux cnydasx
Oblnn BbiiBNEHbl MyTaumu B reHe APC: B OAHOM Cllydae Mex-
oy kogoHamu 1099-1693, B Agpyrom — B KogoHe 208 [18].
MocnegHWn LEMOHCTPUPYET UCTOPUIO pebeHKa C yCTaHOB-
NIEHHbIM IMArHO30M CEMEWHOro ajeHOMaTO3HOro NoanMnosa
TONCTOM KULWKK B Bo3pacTe 15 net. Cnycta 10 neT ero gunar-
HO3 TpaHchOPMUpPOBaH B CUHAPOM [apaHepa, BKIOYAIOLLMA
accoumaumio NoaumnoB Kenyao4yHO-KULWEYHOro TpaKTa ¢ ec-
MOUWAHBIMU ONYX0NSIMU, OCTEOMaMM SIMLIEBbIX KOCTEN, a TaK-
e C KOXHbIMU drbpomamMu. B cBsi3M ¢ HeornepabebHOCTbIO
[lecMounaHbIX onyxonen 601bHOMY B TeYeHWe roga NpoBOAU-
JIUCb KypCbl XMMUOTEPANUKU, CHavyana TaMoOKCUDEHOM, 3aTeM
METOTpeKcaToM W BMHGNACTMHOM. O6uias NpoAO/IKUTENb-
HOCTb cocTaBuna okono 12 mec. lNocne nevyeHus pocT agec-
MOMWAHbIX OMyxofen cTabunndmpoBancsa, U Xumuotepanus
Oblna npekpaleHa. OagHako Yyepes 3 roga 6bi10 06HaPYKEHO
HOBOOGpa3oBaHWe B neveHn pasmepom 5,8X4,4 cm. MNocne

ornepaTtMBHOrO BMellaTe/lbCTBa M NaTOrMCTONOMMHYECKOro
uccnefoBaHWa NOATBEPXAEH AWarHo3 renatouenntonsap-
HOW KapuuHOoMbl. C cornacums nauueHTa MpoBEAEHO reHe-
TUYECKOE WccnefoBaHMe OMyXxofiv, pPe3ynbTaToM KOTOpOro
cTano BbigBAeHWe 6uannenbHon MHaKTMBaLuMKM reHa APC,
4YTO MOXET Cnoco6CTBOBaTb Pa3BUTUIO renaTouennonsap-
HOW KapLUMHOMbI y NaumMeHTa C CeMENHbIM aleHOMaTO3HbIM
nonuno3oM. B kogoHe 208 reHa APC vaeHTUOULMPOBAHbI
U3MEHEeHUs 3apofbllleBON IMHWK, @ caMa OMNyxoib coaep-
ana AOMNONMHUTENbHBIN COMATUYECKMIM NaTOreHHbIN BapuaHT
B KoJloHe 568. 3a0poBas TKaHb Ne4YeHn NOAOOHbIX U3MEHEe-
HUW He umena [21].

CemMenHbIn ageHOMATO3HbIM MOANMO3 TONCTOM KULIKK
MOXET co4yeTaTbCd C PSAAOM HacleACTBEHHbIX CMHAPOMOB.
Cpean HUX ONMCaHHbIV Bbile cUHAPOM lapaHepa. CuHApPOM
TypkoTa (rMMomanonuno3Hbli CUHAPOM) — GOpMUpPOBaHUE
MHOXECTBEHHbIX aleHOM TOJICTOM KULIKKM B COYETAHMU C OnNy-
XO/bl0 TOMIOBHOrO Mo3ra, Kotopas B 80% cnydyaeB sBNseTCS
Meaynn1o61acToMon U npegecTsyeT BO3HUKHOBEHUIO MOJIU-
NnoB, BCTPeYasiCb yXe B paHHeM Bo3pacte. [pu cuHapome
Mentua—Erepca Ha BCEM MPOTAXKEHWUU KENyAOYHO-KMULLIEY-
HOrO TPaKTa PErncTpUpPYOT aAeHOMaTO3HbIN M raMapTOMHbIN
NosiMNo3 € NUrMeHTaunen Camn3uncTbix 060104eK. TaKkKe BO3-
MOXHbl accouuaLmm ceMernHoro ageHoMaTo3HOoro noaunno3sa
TOJICTOM KWILUKKM C BPOXKAEHHOW rMNepTpoPpuen MUrMeHT-
HOTO 3NUTENNs ceT4aTKK, C AOOPOKaYeCTBEHHbIMWU Y3/1laMu
B WMTOBWAHON ene3e U pakoM LIMTOBUAHOM xenesbl [12].
PykoBoACTBO MO CeMENHOMY afeHOMaTO3HOMY MOUMNO3Y
(ABCTpanusa) COAEPXWUT MOATBEPHAEHWE BbICOKOINO pUCKa
pPa3BUTUSA BHETOJICTOKULLEYHbIX ManaurHusauum, BKIOYa-
IOLLMX 3/10Ka4YeCTBEHHbIE HOBOOGPA30BaHUA [ABeHaALaTu-
NepCTHOW KUWLUKK, rOSIOBHOMO MO3ra, LWWTOBUAHOW Xenesbl
W neyeHu (renatobnacTombl), a TaKKe BO3MOXHOCTb 06pa-
30BaHUA JECMOUIHbIX onyxonen [22].

Takum 06pas3om, KAMHWLMCTAM crnegyeT NMOMHUTb 06
aKTya/lbHOCTU pUCKa pa3BUTUS OMyXxosen neyeHn — renato-
61acTOMbl WK renaToLesItoNAPHOro paka — Yy NnauneHToB
C CeEMENHbIM aleHOMaTo3HbIM MOSIMMNO30M U WX POACTBEH-
HWKOB. [llpyM 3TOM 3N0KayecTBEHHOE HOBOOGpa30BaHWe
MOXET BO3HUKHYTb paHbLle nonunos [12]. NogobHble cnyvau
onucaHbl 1 paHee. Tak, Hanpumep, B.L. Shneider n coaBT.
B 1992 r. onncany MHOXXECTBEHHbIE NOMNUMbl TONCTOM KULLKK
y NnauueHTa B Bo3pacTe 8 NeT nocse nepeHeceHHomn TpaHce-
njaHTaLmm nevyeHu no noBoLy HeonepabesbHOM renaTobna-
cTombl [23]. B 1987 r. F.P. Li n coaBT. paccka3anu o pebeHKe

Puc. 2. MaymneHT I, 16 neT: XpoHONornsa pa3Butus 60/1€3HU, KtoYeBblE COObITUS

Fig. 2. Patient G, 16 years: timeline of the disease course, key events

O6HapyxeHue
naTos0rM4ecKoro Pezekuus nesow Matonoro-
oyara 60onbLInX [IONV NeYeHn rucTonornyeckoe
pasMepoB B fIeBOM C NNacTUKoM nccnenoBaHue:
[10/1€ NEeYEHMU. yCTbsi NEBOW renato-
ATUNUYHas nevyeHo4HO uenntonspHas
remMaHrunoma? BEHbI KapuuHoma
AneHoma?

[AunarHos:
[enatouenntonspHas
KapuuHoma,
CONUAHBIN BapuaHT
CTpoeHus, 2 CT.
3/10Ka4€CTBEHHOCTH.
Knaccuyeckas
dopma cemenHoro
aleHOMaTO3HOro
nonunosa

ToTanbHbIN
nosmno3
TONCTOM KULLIKM
1 Kenyaka
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MyTaumm
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

C AMarHoCTMpoBaHHOM renato6a1acTOMON, y KOTOPOro B BO3-
pacte 7 net HabflO4aNUCb afeHOMaTO3Hble MOUMbl TONICTOM
KULIKK [24]. B oaHOM M3 cTaTel COTPYAHUKOB MEAULIMHCKOro
LeHTpa TexacCKoro yHMBepcHUTETa OMMcaHbl Clydyaun, CXOXne
C onncaHHbIM Hamu. MNepBbin — 15-neTHAS AeBOoYKa, Y KOTo-
por AMarHo3 renaToLetoNsapHOM KapuMHOMbI NpeaLecT-
BOBaJl MOCTaHOBKe cuHApoMa [apaHepa noyty Ha 2 roga.
Btopot — manbuuK 9,5 neT, y KOTOpPOro Kiaccuyeckast
renaTouenongpHas KapuuHoma O6blna AuMarHoCcTMpoBaHa
Ha poHe ceMenHOro ageHoMaTo3Horo nonaunosa [25].

[MprumMeyaTenbHO, YTO Yy ONMCAHHOIro HamMu pebeHKa ypo-
BeHb ADI1 B KPOBM KaK [10, TaK M NOC/E XUPYPruyeckoro Bme-
lwaTenbCTBa octaBanca B npegenax pedepeHCHbIX 3Hade-
HuM. CornacHo MpaKTUYeCKUM pekomeHaaumsm BcemupHon
racTpO3HTEPONIOTMYECKOM OpraHuM3aunn, OoTpuLLaTeNbHbIN
peadynbtat aHanusda APl He UCKIOYaeT Hanuyue renato-
LeNIIoNApHON KapuuHOMbI, NOCKonbKy A0 40% onyxonew
He NPoAyLMpPYIOT AaHHbIW 6enoK [26].

3AK/TIOYEHUE

[enatouennionapHas KapuuvHomMa npefctaBnser cobomn
3/10Ka4YEeCTBEHHYIO OMyX0/b, PEAKO BCTPEYaloLLlyocs B neau-
aTpMYECKON NpaKTUKe, a ee KOMOGUHaUUSA C CEMENHbBIM ajie-
HOMAaTO3HbIM MOIMNO30M TOJICTOM KULIKK M BOBCE HACUUTLI-
BaeT eAnMHWYHble ClydYan. B npeacTaBneHHOM KIMHUYECKOM
HabnoAeHNN, BONPEKM TOMY HTO O HacneacTBEHHOM 3abone-
BaHMU B CEMbE OblN0 M3BECTHO 3a HECKOJIbKO NIET A0 06Ha-
PYXEHUST renaTouentofIipHOM KapuMHOMbI Y MOAPOCTKa,
MOMEHT paHHEeN AMArHOCTMKM KaK OHKOSIOrMyeckoro 3a6o-
NleBaHus, TaK U NOAMNO3a TONCTOM KULLIKKU, KOTOPbIA HOCKA
y)Ke ToTallbHblM XapakTep, 6bi1 ynyuweH. B cBsa3u ¢ 3aTum
NPaKTUKYIOWMM Bpayam cnefyeT NOMHUTb O COYEeTaHHOWM
natonorun. Heobxoanumo yaensitb 605ee npuctanbHoe BHU-
MaHWe AaHHbIM HacneacTBEHHOro aHamMHe3a M CBOEBPEMEH-
HO MPOBOAWTb FEHETUYECKUE MCCNIEAOBaHUS BCEX KPOBHbIX
POACTBEHHUKOB B MOAOGHbLIX CEMbSIX.
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WHOOPMUPOBAHHOE COIIACHUE

OT nauMeHTa Nony4eHo NUCbMEHHOE MHDOPMUPOBAHHOE
nobposonbHoe cornacue (o1 04.03.2020 r.) Ha ny6anMKaumto
pe3ynbTaToB OMMCAHUS KIIMHWMYECKOro ciyyas.

INFORMED CONSENT

Patient has signed written voluntary informed consent
(signed on 04.03.2020) on publication of the clinical case
description results.

UCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

FINANCING SOURCE
Not specified.

KOH®JIUKT UHTEPECOB
ABTOpbLI CTaTbM MOATBEPAUIM OTCYTCTBUE KOHGIMKTA
MHTEPECOB, O KOTOPOM HEOOXOANMO COOOLUTb.

CONFLICT OF INTERESTS
Not declared.

ORCID

C.4l. BonruHa
http://orcid.org/0000-0002-4147-2309
P.P. laHueBa
https://orcid.org/0000-0002-9272-916X
3.P. lapudynnuna
https://orcid.org/0000-0002-8962-6326
P.I. CandyTamuHoB
http://orcid.org/0000-0003-2839-100X
3.P. WamcueBa
https://orcid.org/0000-0002-4911-6755
A.T. AbaynnaeBa
https://orcid.org/0000-0001-7771-7032

Peregudova MV, et al. Comparative analysis of the modern staging
systems of hepatocellular carcinoma — TNM/AJCC, CUPI, CLIP and
BCLC from everyday clinical practice in Russia. The experience of
Russian Oncological Scientific Center n.a. N.N. Blokhin. Malignant
Tumours. 2016;2:28-36. (In Russ).] doi: 10.18027/2224-5057-
2016-2-28-36.

6. bpepep B.B., KocbipeB B.HO., KygawkuH H.E. u gp. lenato-
uennonsapHbll pak B Poccuiickon depepaumm Kak couuanbHas
U MeanuMHcKaa npo6nema // MeauumHckmii CoBet. — 2016. —
Ne 10. — C. 10-18. [Breder VV, Kosyrev VY, Kudashkin NE, et al.
Hepatocellular carcinoma as a social and medical problem in the
Russian Federation. Meditsinskiy Sovet. 2016;10:10-18. (In Russ).]
doi: 10.21518/2079-701X-2016-10-10-16.

7. bpenep B.B., NNaktnoHoB K.I. TenaTouenntonspHbii paK Mnpo-
MexyTo4yHon ctagun. BCLC B — oduumanbHble peKoMeHZauun, Kak
cTpaTerMsi 6a3nCHOr0 JIeHYEHUS M TOYKA OTCYETA B OLEHKE 3bdek-
TMBHOCTW HOBBIX NOAXOAOB // 3/10KAYECTBEHHbIE OMyXOaU. —
2016. — N2 4, cneuBbinyck 1. — C. 29-35. [Breder VV, Laktionov KP.
Gepatotsellyulyarnyy rak promezhutochnoy stadii. BCLC B — ofitsialnye
rekomendatsii, kak strategiya bazisnogo lecheniya i tochka otscheta
v otsenke effektivnosti novyh podhodov. Malighant Tumours. 2016;4
§1:29-35. (In Russ).] doi: 10.18027/2224-5057-2016-4s1-29-35.

8. JlykbsiHyeHko A.b., MeaBegeBa b.M. CoBpemeHHass TaKTuKa
pacrno3HaBaHWsi HOBooGpa3oBaHmi nevyeHn. — M: lpaKkTuyeckas
MeauumHa; 2015. 184 c. [Lukyanchenko AB, Medvedeva BM.
Sovremennaya taktika raspoznovaniya novoobrazovaniy pecheni.
Moscow: Prakticheskaya medicina; 2015. 184 p. (In Russ).]



9. KaszaHueBa M.A., bpegep B.B., JlaktnoHoB K.K. UmMmyHoTepanus
renaToLenioNsapHOro paka: Ha4yano 1 nepcnexkTvsbl // MeanumMHCKui
CoBet. — 2019. — N° 10. — C. 15-21. [Kazantseva MA, Breder VVV,
Laktionov KK. Immunotherapy for hepatocellular cancer: beginning
and future perspectives. Meditsinsky Sovet. 2019;10:15-21.
(In Russ).] doi: 10.21518/2079-701X-2019-10-15-21.

10. Rajeev Kh, Sanjeev KV. Pediatric hepatocellular carcinoma.
World J Gastroenterol. 2018;24(35):3980-3999. doi: 10.3748/
wjg.v24.i35.3980.

11. Reprinted from Genetics Home Referenc [Internet]. Familial
adenomatous polyposis. [updated October 2013; cited 2020
March 3]. Available online: https://ghr.nim.nih.gov/condition/
familial-adenomatous-polyposis.

12. Kasy6ekas T.IM., bBeneB H.®., Kosnosa B.M. v ap. Hacnep-
CTBEHHble CUMHAPOMbI, acCOLMMPOBAHHbIE C MOAMMAMMU W Pa3BU-
TMEM 3/10Ka4YeCTBEHHbIX onyxonew y aetew // OHKoneauatpus. —
2015. — T. 2. — N2 4. — C. 384-395. [Kazubskaya TP, Belev NF,
Kozlova VM, et al. The Hereditary Syndromes Associated with Polyps
and Development of Malignant Tumours in Children. Onkopediatria.
2015;2(4):384-395. (In Russ).] doi: 10.15690/0nco.v2.i4.1465.
13. PekomeHaaumn EASL—EORTC ans KAMHUYECKOW NPaKTUKK: Neye-
HWe renaToLennoNapHON KapunHombl // Journal of Hepatology. —
2012. — T. 56. — C. 908-943. [EASL-EORTC clinical practice
guidelines: management of hepatocellular carcinoma. Journal of
Hepatology. 2012;56(4):908-943. (In Russ).]

14. Mysaddaposa T.A., KapnyxuH A.B. OcobeHHOCTM MyTaLU#n
B reHe APC // Universum: MeauumnHa n papmMaKoaorus: 31eKTPOoH-
HbI HayyHbIA KypHan. — 2016. — N¢ 11(33). [Muzaffarova TA,
Karpuhin AV. Features of mutations in APC gene. Universum: Medi-
tsina i farmakologiya: elektronnyy nauchnyy zhurnal. 2016;11(33).
(In Russ).] JoctynHo no: http://7universum.com/ru/med/archive/
item/3859. Ccbinka aktnBHa Ha 03.03.2020.

15. AHnknHa M.C. CemeWHblt afeHOMaTo3HbIM nonuno3 // 3Hgo-
Okenept. — 2019. — T. 2. — N2 8. — C. 19-28. [Anikina MS. Semeynyy
adenomatoznyy polipoz. EndoExpert. 2019;2(8):19-28. (In Russ).]

16. Lykanos A.C., MocnexoBa H.W., Wy6ux B.M. n gp. Mytaummn
B reHe APC y pOCCUMCKMX MaLMEHTOB C Knaccuyeckonm dopmon
CeMeWHOro ageHomartosa TONCTOM KUWKK // feHeTuka. — 2017. —
Ne 53(3). — C. 356-363. [Tsukanov AS, Pospekhova NI, Shubin VP,
et al. Russian Journal of Genetics. 2017;53(3):356-363. (In Russ).]
doi: 10.7868/S0016675817030134.

17. Kononpokronorus. [Koloproktologiya. (In Russ)]. JocTynHo no:
http://www.proctolog.ru/diseases_24_polyposis.htm. Ccbinka
aKkTuBHa Ha 03.03.2020.

18. Li M., Gerber D.A., Koruda M., O’Neil B.H. Hepatocelluar
Carcinoma Associated With Attenuated Familial Adenomatous
Polyposis: A Case Report and Review of the Literature. Clin Colorectal
Cancer. 2012;11(1):77-81. doi: 10.1016/j.clcc.2011.05.007.

19. MNpuka3 MuHucTepcTBa 34paBooxpaHeHns PO ot 21 mapTta
2014 r. N 125H «0O6 yTBEepKAEHUU HaUMOHa/bHOro KajaeHaaps
MPOPUNAGKTUHECKMX MPUBMBOK M KaseHaapsi npopuaaKTMYeCKMX
MPUBMBOK MO 3MNUAEMUYECKUM MOKa3aHUsIM» (C U3MEHEHUAMHU
M pononHeHusmu ot 24 anpensa 2019 r.). MpunoxeHne N2 1.
HaunoHanbHbIM KaneHgapb npodunakTMyeckux npuBuBOK. [Prikaz
Ministerstva zdravookhraneniya RF ot 21 marta 2014 g. N 125n
“Ob utverzhdenii natsional’nogo kalendarya profilakticheskikh
privivok i kalendarya profilakticheskikh privivok po epide-
micheskim pokazaniyam” (s izmeneniyami i dopolneniyami ot
24 aprelya 2019 g.). Prilozhenie N2 1. Natsional'nyi kalendar’
profilakticheskikh privivok. (In Russ).] loctynHo no: https://base.
garant.ru/70647158/53f89421bbdaf741eb2dlecc4ddb4c33.
Cchblnika akTMBHa Ha 06.08.2020.

20. Jasperson K.W., Patel S.G., Ahnen D.J. APC-Associated Polyposis
Conditions. GeneReviews Advanced Search. Last Update:
February 2, 2017. Available online: https://www.ncbi.nlm.nih.gov/
books/NBK1345 /#fap.Clinical_Characteristics.

21. Su L.K., Abdalla E.K., Law C.H., et al. Biallelic inactivation
of the APC gene is associated with hepatocellular carcinoma
in familial adenomatous polyposis coli. Cancer. 2001;92(2):
332-339. doi: 10.1002/1097-0142(20010715)92:2<332:AID-
CNCR1327>3.0.C0;2-3.

22. Leggett B., Poplawski N., Pachter N., et al. Clinical practice
guidelines for the prevention, early detection and mana-
gement of colorectal cancer. Familial adenomatous polyposis
(FAP). 2017. Available online: https://wiki.cancer.org.au/
australia/Guidelines:Colorectal_cancer/Familial_adenomatous_
polyposis.

23. Shneider B.L, Haque S., van Hoff J., et al. Familial adeno-
matous polyposis following liver transplantation for a virilizing
hepatoblastoma. Pediatr Gastroenterol Nutr. 1992;15(2):198-201.
doi: 10.1097/00005176-199208000-00018.

24, Li F.P, Thurber W.A., Seddon J., Holmes G.E. Hepatoblastoma in
families with polyposis coli. JAMA. 1987; 257(18): 2475-2477. doi:
10.1001/jama.1987.03390180093030.

25. Gruner B.A., DeNapoli T.S., Andrews W., et al. Hepatocellular
carcinoma in children associated with Gardner syndrome or familial
adenomatous polyposis. J Pediatr Hematol Oncol. 1998;20(3):
274-278. doi: 10.1097,/00043426-199805000-00018.

26. MpaKTuyeckne pekomeHaaumMm BcemupHOW racTpoaHTEPO-
NIorM4yecKon opraHuzaumun. lenatouennonspHas KapuymHoma (F'UK):
rmo6anbHas nepcnektuBa. 2009. [Prakticheskiye rekomendatsii
Vsemirnoy Gastroenterologicheskoy Organizatsii. Gepatotsellyulyar-
naya kartsinoma (GTSK): globalnaya perspektiva. 2009. (In Russ).]
[JocTtynHo no: https://www.worldgastroenterology.org/UserFiles/
file/guidelines/hepatocellular-carcinoma-russian-2009.pdf. Ccbinka
aKTnBHa Ha 03.03.2020.

CURRENT PEDIATRICS / 2020 / V.19 /N2 4

7

BOMPOCbI COBPEMEHHOM MEAUATPUM / 2020 / TOM 19 / N 4



