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Abstract

Fibrolamellar carcinoma of liver — rare and poorly understood variant of hepatocellular carcinoma with unique morphology
and molecular biology. Here we present a literature review and a case report of fibrolamellar carcinoma in a 29 y.o. male.
Problems of a preoperative diagnosis are shown and morphological criteria are giver together with differentials.
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dubponamesipas kapiuaoma (DJIK) neuenn — @OJIK BcTpewyaeTcsl MPEUMYIIECTBEHHO Y IETeH U
pEenKMid M TUIOXO M3Y4EHHBIH BapuaHT TenaTolesuIio- MOJIOJIBIX JTFOJIEN €BPOIIEOUTHON packl B BO3PAcTe OT
ssiproii kapiHoMb! (I'HK), koTopslil cocTaBiseT 0koo 10 mo 35 ner (cpemuuii Bo3pact — 23,8 y1eT BHE 3aBU-
1-16% ot o0miero uncia BceX TenaToleILTIONSIPHBIX CHMOCTH OT Toja) [2, 4, 8]. Dtuonorus 3a0601eBaHMS
KapuuHoM [1, 2, 3, 4]. HecMotps Ha TO, yTo BO3 onpe- Hem3BecTHA. B ommnuue ot «ximaccuaeckoin» I'TIK, OJIK
nensier GpuOpoIaMeIUISIPHYIO KapLMHOMY MEYEHU Kak BO3HHMKAeT y OONBHBIX 0e3 (OHOBBIX 3a00JIeBaHUM
nogtun 'K, HekoTopele HccaenoBaTeny Mpearnona- neveHu (Mppo3, BUPYCHBIE TEMATUTHI U T.7.) U HE CO-
ratoT, uto DJIK sBisieTcst OTAENbHON HO300rHUECKOM MIPOBOYKIAETCS MOBBILICHUEM YPOBHS alib(ha-(erornpo-
€IMHMLECH ¢ YHUKAJIbHBIMU KINMHUYECKUMH, MOPQOIIO- TenHa B CbIBOpOTKe KpoBH [1, 2, 9]. JIHK Bupyca rena-
THYECKUMHU U MOJIEKYJSIPHBIMUA O0coOeHHocTsIMH [1, 5, tuta B npu OJIK sBusercs ciayuyaitHOM HaxOmkoi, a
6]. Briepeie @JIK onmcan B 1956 rony H.A. Edmond- JIaHHBIE O POJIM 3TOTO BUpPyCa B 3THOJOTMM ATOTO 3a-
son, OIPEIENNB €€ KaK «B3POCIIbIi) THII paka [EYEHU y OoneBanust OTCyTCTBYIOT [ 10]. Tak:ke HET UETKOM CBSI3H
14-1eTHel NEBOYKH, y KOTOPOH HE MMEJIOCHh COITYT- @JIK ¢ mpueMoM opabHBIX KOHTPALENTUBOB [1].
cTBYHOIIEro (POHOBOTO 3abonieBanus rmedeHn. Omyxonb OnyXoJb XapakTepu3yeTcss MEAJICHHBIM IPOTpec-
MOJTyYHJIa CBOE Ha3BaHUE M3-3a THUIUYHOM THCTOJIOTHU- cupoBaHueM. KIMHUYECKHE CUMIITOMBI OOBIYHO He-
YeCKOM KapTHHBI, IS KOTOPOil XapaKTepHbI pa3pacra- crienuGpUIHBI ¥ MOTYT BKJIIOYATh TOIIHOTY, OIIyIIle-
HUSI KOJUTar€HOBBIX BOJIOKOH B BH/IE MTApaJUIENIbHBIX I1a- HUe TuckoMdopTa B )KHBOTE, TIOTEPIO BECa, YCTAIOCTh

CTUHYATBIX MOJIOC, OKPYKAIOIIUX 3710KaY€CTBEHHBIE ¥ HOYHYIO TOTIMBOCTE [2, 11]. Mrorma ®JIK MoxeT
KIICTKH C OOMJIbHON 303WHO(DUIBHON IMTOILIa3MON U COUeTaThCsl C 04YaroBOW Y3JOBOM TuMepriaa3zueit
KPYIHBIMU TOTUMOpGHBIME siapamu [ 1, 7]. nevyenu [1].
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Puc. 1. Makpockonndeckuii Bu GUOpoIaMeusipHOi KapIInHOMEI
MeYeHH
Fig. 1. Fibrolamellar carcinoma

OCHOBHBIM METOJIOM JTHATrHOCTHUKH OITYXOJH SIB-
JIeTCAd KOMITbIOTepHasi Tomorpadus, B TOM YHCIIE C
KOoHTpacTHBIM ycmnenueM. [Ipu KT-uccrenoBanmu orry-
XOJIb MPEJICTaBIsIeT cO0O0M TeTepOreHHOe YETKO ouep-
YeHHOe 00pa3oBaHue OOJBIINX Pa3MEPOB C LIEHTPAIIb-
HBIM 3BE3I4aThIM PyOLIOM U J0JIBYaThIM KOHTYPOM |8,
11, 12]. B GonpIuHCTBE cityyaeB HaOMOqaeTCsl y4acTKH
oObI3BeCTBIICHUS pyoOLa [9].

B ommmune ot I'LIK ¢pubponamernsipHas kapupHoMa
Yale MeTacTa3upyeT B pernoHapHbIe THM(aTHIeCKIE
Y3IIBI, TIPY 3TOM Yallle BCET0 MeTacTa3bl OOHapYKH-
BalOTCS B MTUMGATHYECKUX y3J1aX BOPOT MEYECHU U Te-
naTogyoneHanpHOU cBa3ku [1, 2, 10]. Otnanennsie Me-
TacTa3bl Yalie 0OHapyKUBAIOTCS B JIETKHX [12].

[TpuBomMM COOCTBEHHOE HAOIIONCHHE.

MyxuuHa, 29 jet, ObUI TOCIUTAIM3UPOBAH B 1-¢
xupyprudeckoe otnenenne OI'EY OMBI um. A.U.
BypHazsiHa U1 TIIAaHOBOTO OINEPAaTHBHOTO JICUCHHUS B
cBs13M ¢ BhIsiBIeHHeM pu KT-uccnenoBanim o4aroBoro
o0pa3oBaHus B JIEBOH JI0JIE TIEUEHH, a TAK)KE yBeJIn4e-
HUS 3a0pIOMIMHHBIX JUMQaTHIecKuX y3i10B. B anawm-
He3e y manueHTa pak Jiesoro suuka pT2cN3MO S1 1IC,
(rucronornyeckas KapTHHA «CMELIaHHOW OITyXOJIU C
Y4acTKaMu SMOPHOHAIBHOTO PaKa M OIyXOJH JKEJITOYU-

Puc. 2a

HOTO MEIIIKa), OpXOPYHUKYIOIKTOMHS CIICBa, 8 KYPCOB
ITXT no cxeme EP. bbuto 3amono3peHo meracraruye-
CKoe IopaxkeHue rnedeHy. Ha MoMeHT nocryruieHus na-
[UCHT HE TPEIbsIBIISUT aKTHBHBIX kano0. [lanusie du-
3UKAJIBHOTO OCMOTpa W Pe3yNbTaThl J1a0OpaTOPHBIX
HCCIIeIOBaHUH OBbUTH B TIpeziesiax HopMbl. COMyTCTBYHO-
MX U (POHOBBIX 3200JICBaHU Y IMAIUCHTA HE UMEJIOCh.
[Tpu mpoBeneHny peHTreHorpaguu rpyaHoN KIETKH B
nepeaHed MpSIMOW U JIeBOW OOKOBOW MPOSKIUAX, a
TaKXKe B MPOCKIMK 5 MeXpeOephsi crpaBa MO CpeaHe-
KJIFOYMYHON JIMHUHM BBISIBJIEHA CPEJHEHHTCHCHUBHAS OYa-
roBornogo6OHast TeHb 10 0,5 cM, Taxke MoA03pUTeIbHAs
B OTHOILIEHUM MeTacTaTuueckoro nopaxenus. [lo nan-
HeiM KT-ucciienoBanusi opraHoB OpIOIIHOM MOJOCTH,
BbINOJIHEHHOTO B ®I'BY OMBI] um. A.W. bypHassHa,
OBIJIO TOATBEpKACHO Hamnune obOpasoBaHUA B S2
MedeHn pasMepamu 83x62 MM, UMEIOIIeT0 HepaBHO-
MEpPHYIO CTPYKTYpY, HEOAHOPOJHO HAKAIUIMBAIOILEIO
KOHTPACT C HAJINYUEM yJacTKOB [IOHUKEHHOMU IJIOTHO-
CTH B LIEHTPAJIbHBIX OT[EJaX; BbISBICHO YBEJINYEHUE
MapaaopTalbHBIX BHYTPUOPIOMIHBIX JUM(aTHUeCKUX
y3J10B.

[NanmenTy ObLTa MpOBEIEHA AHATOMHYECKAs PE3CK-
st S2-S3 neBoil monu meveHu, 3a0pIOMIMHHAS JTHM-
(asieHPKTOMUS U yaIeHUe MEKAOPTOKABAIBLHBIX JIMM-
(aTuvecKux y3ioB.

Ha matomopdonornyeckoe ncciegoBanue ObLI
npuciad GpparMeHT nedeHu pazmepamu 9,5x9x3,5¢cwm,
YaCTUYHO PACCEUCHHBIN; P MPOBEACHNUN CEPUHHBIX
MOTIEPEYHBIX CPE30B OBLIO BBISIBIEHO MHOTOY3JI0BOE
00pa3oBaHUE MaKCHUMaJbHBIM pa3sMepoM 7,5 cM,
JKEJITO-KOPUYHEBOTO LBETA, CO 3BE3AYaThIM 04aroM
¢ubpo3a (puc. 1).

[Ipu rucTonornyeckoM UcciaeJOBaHUHU IIPENapaTos,
OKpAILIEHHbIX I'€MAaTOKCUIMHOM U 303MHOM, OIIpere-
JISIeTCsl TKaHb II€YEHU C POCTOM MHOIOY3JI0BOM OIy-
XOJIH, TIPEJICTABICHHON TpabeKyllaMH, IIacTaMy H Ts-
KaMH U3 KPYITHBIX aTUIUYHBIX KJIETOK ¢ OOWIBHOM
303MHO(DUIBHOM IIUTOIIA3MOM C YETKUMH KJIC€TOYHBIMU
MeMOpaHaMHU, TOTMMOP(HBIMH SITPAMH € XOPOIIO pas-
JUYUMBIMU siApBIIIKaMu. OTMeYaroTcs KpyIHbIe yda-
CTKH KOJUTar€HOBBIX BOJIOKOH CPE/IH OITyXOJIEBOM TKaH!
(puc. 2). [Ipu3HakoB COCYAMCTONH MHBa3HH HE BBI-

Puc. 26

Puc. 2. Mopdonoruueckas KapTHHA GHOPOTAMEIIIIPHON KaPIIMHOMBI TIEYEHH: a — TPAOEeKyIbl, ITACTHI M TSDKH OIyXOJIEBBIX KIIETOK, Pas-
JICJICHHBIX ITy4YKaMH TOJICTBIX KOJUIArCHOBBIX BOJIOKOH, X50; 6 — KpYIHBIEC OIyXO0JIEBbIe KJIETKH C OOMIIBHOI 903MHO(MIBHOM [UTOIIA3-
MoH, omuMopdubiMHE simpamu, x200. Okpacka reMaTOKCHIMHOM M 903UHOM

Fig. 2. Fibrolamellar carcinoma: a - trabecula, sheets and cords of tumor cells in a background of dense collagen bundles, x50, b — large
tumor cells with abundant eosinophilic cytoplasm and polymorphous nucleoli, x200; H&E
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SBJIEHO. B Kpae pe3eKiuy ne4eHu ommyxoieBoro pocra
HeT. TkaHb eYeH! BHE OIyXOJIH 0€3 IMaToJIOTHYeCKUX
n3MeHeHuit. [Ilpy UMMYHOTHUCTOXMMHUYECKOM HCCIE0-
BaHUH B KJIETKaX OIMYXOJIM OTPENENSICTCs] IKCIIPECCHSI
CK7, CK8/18, HepPar-1, CD68 (puc. 3). Manekc npo-
nuQepaTuBHON aKTUBHOCTU OIYXOJEBBIX KieTok Ki-
67 — 50%. MetacTa3oB B HCCII€ZIOBaHHBIX 13 peruo-
HapHBIX TUM(PATHIECKHX y3J1aX 00HAPYKEHO HE OBLIO.

Ha ocHoBaHuM Makpo- U MHKPOCKOIIMYECKOH Kap-
THHBI, a TAKOKE JTAHHBIX UMMYHOTHCTOXHMHUYECKOTO HC-
criefioBaHus ObLia TMarHOCTUpOBaHa (YUOpoIaMesIIpHast
KapIHOMa MEeYeHH MaKCUMaJbHBIM pa3MepoM 7,5 cm,
0e3 MPU3HAKOB COCYAWCTOW WMHBA3WH, 0€3 BOBJICUCHUS
XUPYPTrUYEcKOro Kpasi pe3eKkiun, 0e3 mMeracta3oB B 13
perunoHapHbIX TuMparrdeckux y3iax (pT1b pNO RO).

B mocneonepanmoHHOM Ieproie COCTOSHHE TTalH-
€HTa 0CTaBaJIOCh YAOBICTBOPUTEIBHBIM, yepe3 8 CyTOK
HOCJIe OTIepaliy OH OBLI BBIIMCAH 07 HAOIIONCHHE
CIICIIHAIMCTOB [0 MECTY JKUTENIBCTBA.

CornacHO TaHHBIM JIUTEPATYPBI, B OOJIBIINHCTBE Ha-
omoneHnii GJIK MakpOoCKOUUECKA UMEET BHJT KEJITO-
KOPHYHEBOTO, YETKO OYEPUYEHHOI0 OJMHOYHOTO 00pa-
30BaHUSl C Y4YacTKaMH HEKpO3a, JICKAIIeTro CpPeiu
HOpMaJIbHON MapeHXUMBbI NeueHu. Pa3mep omyxomu
BapbupyeT oT 1 10 30 cm u B cpennemM cocrasiseT 10
cMm [1, 2, 8, 12]. LlenTpansHblil 3Be314aThIil pyoer, 00-
pa3oBaBIIMIiCS B pe3yJbTare CIMSHUS IIaCTUHYATBIX
«1onocy Gpudpo3a, a TaKKe BbIPaKEHHAS BOJIOKHUCTOCTD
CTPYKTYPBI BBIABIISAIOTCS B 75 % omyxoneii [8, 13].

[Ipr MHUKPOCKOIIMYECKOM HCCIICIOBAHUU OITyXOJIb

Puc. 36

KaMH C OOWJIbHOW 303MHO(MUIBHON IUTOILIA3MOM, C
KPYIHBIMU BE3UKYIISIPHBIMU SITPAMH M 3aMETHBIMU SIJ1-
PBIIKAMU. DTH KJIETKU CTPYIITUPOBAHBI B TSKH M OKPY-
JKCHBI ITyYKaMH KOJJIareHOBBIX BOJIOKOH. B MeTacTtazax
OITyXOJIM KOJIUITAT€HOBBIE BOJIOKHA MOTYT OBITH pacmo-
JIOKEHBI OECCHCTEMHO, B BUJIE TaK HA3bIBAEMbIX «CITy-
TAHHBIX BOJIOKOH». MOT'yT OOHapyXHBaThCsl BHYTPULIM-
TOIJIA3MaTHYECKUE TeJIbla M OTJIOXKEeHHs Menu. B
OKpY’Karollel TKaHW IIe4eHU OTCYTCTBYIOT IUPPOTHUE-
CKHE U3MEHEHHUS, HO 4aCTO ONPEAEIAETCS BOCIIAIUTEIb-
Hasi THQUIBTPAIIS MOHOHYKIIEapaMH 1 TUMQOITUTaMH,
nMetornas Hecneruuaeckuit xapakrep [1, 2, 13].

VIMMYHOTHCTOXUMHYECKH OITyXOJIb XapaKTepu3y-
€TCs1 TIOJIOKHUTEIIPHONH MEMOPaHHOHN 3KCIIPECCUEH HU3-
KOMOJIEKYJIAPHBIX IUTOKEpaTuHOB, Takux kak CK7,
CK&8/18 (CAM 5.2), CK19; n0ja0XKUTEIBbHBIM LIUTO-
Ia3mMaruieckoit akcnpeccueit HepParl, glypican-3, a
TaKKe BBICOKMM MHJIECKCOM NMPOIH(EepaTHBHON aKTHB-
Hoctu Ki-67; monoxutensnoit sxcnpeccueii pCEA,
EMA [14]. IlarTorTHOMOHHYHOMW SIBIIETCS DKCIPECCHS
omyxoseBbiMu Ki1eTkamu CD68 [10]. uddepenmmans-
Has nuaraoctuka OJIK mpoBomutes ¢ Takumu moOpo-
KaueCTBCHHBIMM IIOPAKEHUSAMU II€YEHH, KaK IeraTo-
LHeJUTIONsIpHAas aJeHoMa M odaroBas y3JjoBas
rUnepIuia3us, a Takke ¢ Apyrumu Bapuantamu ['TIK.
I[Tpu sToMm B muddepeHnnanbHON THarHOCTUKE BAXKHYTO
PO UTPaeT UMMYHOTHCTOXHMHUYECKOE CCIIEIOBAHUE.
Tak, coueranue skcrpeccuu CK7, CK19, CD68 u EMA
He XapakTepHo Juist apyrux noarunos 'K, npu stom
B ®DJIK orcyrcrByet sxcnpeccust AFP, Tunuunas ans
«kmaccmaeckoin»y LK [1, 2, 14].

—

Puc. 3. IMMyHOTHCTOXMMHIYECKas XapaKTepUCTHKa (HHOpOIaMeIUIIPHON KapIIMHOMBI ITedeHu: a — skcnpeccust HepPar-1, 6 —CK8/18, B —
CK7, r — CD68 B nurommasme k1eTok omyxonu, x200. IMMyHOTHCTOXUMHYECKUH METO.
Fig. 3. Immunofenotype of fibrolamellar carcinoma: a — HepPer1 positivity, b — CK8/18, ¢ — CK7, d — CD68 expression in tumor cells, x200
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B HacTosmmee Bpemst UMEIOTCSI JaHHEBIE O TOM, UTO
@JIK u I'IK umeroT pa3Hble MOJIEKYISPHO-TEHETH-
YECKHWE MEXaHWU3MBI pa3BUTHs. B OonbmIMHCTBE Ha-
omonenuit ®JIK BeaynuM reHeTHYECKUM JIe(PEKTOM
sBasercs cnusauue renoB DNAJB1 u PRKACA ¢
dbopmupoBanuem xumepHoro reHa DNAJBI-
PRKACA [3, 15]; 3HauuTeIBHO pexe Beayueil my-
tarnuedt sBasercs amiumdukanus PRKARITA. Kak
MPaBUIO, 3TOT TUIl MYTAIlMU CBSA3aH C HACIIEICTBCH-
HBIM CHHJpOMOM — komIuiekcoM Kapnu [3]. 3a pas-
BuTHE Apyrux noatunos I'TIK oTBeTCTBEHHDI Apyrue
reHeTUYeCcKue MyTauuu [7].

Craawust 32a0051eBaHNS] 1 BO3MOXXHOCTB TIPOBEICHUS
ONEPATUBHOIO JICUECHHUS SIBIISIIOTCSI BaKHBIMHU IPOTHO-
CTHYECKUMH (haKTOpaMH, HO HEKOTOPBIE PETPOCIEK-

THUBHBIE UCCIIEIOBAHUS [TOKA3aJIU IPOTUBOPEUHBBIE pe-
3yJBTATHI: Y OOJBIIEH YaCTH MAalMEHTOB TOCTIE MOTHO-
IIEHHOM PE3eKITNH OITyX0JIH HabomaeTcs Beicokast 10-
JIETHSIT BBDKMBAEMOCTh; OJHAKO CYILIECTBYET Ipymma
[AaLMEHTOB, Y KOTOPBIX AK€ HECMOTPS HA paJuKallb-
HOE XHPYPrUYeCKOe BMEIIATeNbCTBO, Pa3BUBACTCS pe-
IUAUB 3a00JI€BaHMS, TIPUBOIAIINN K JIETATBHOMY HC-
xony [2, 9, 11, 12].

Takum o0Opazom, puOponamerisipHas KapuuHOMA
— penxKuil BUJ 3JI0KaU€CTBEHHOW OMYyXOJU IEYEHH,
BCTpeUaroIuiics MPEeNMyIIECTBEHHO Y MOJIO/IBIX JTIOEH
0e3 conyTcTByOIUX nopaxenuii neueHu. OJIK o0s-
3aTeNbHO HEOOXOIMMO BKIIIOUATh B TU(depeHnnanIsHo-
JIUAarHOCTUYECKUH PsiJi TP HAJIMYUY Yy NAllMeHTa ova-
TOBOTO MOPa)KEHUS TIEYECHH.
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