BECTHUK HOBbIX MEOULIMHCKUX TEXHOJIOTUN, aneKTpOHHbII XypHan — 2018 — N 2
JOURNAL OF NEW MEDICAL TECHNOLOGIES, eEdition - 2018 —N 2

YIK:61 DOI: 10.24411/2075-4094-2018-16013

NMMYHOMOP®OJIOI'NYECKHUE OCOBEHHOCTH
IJIEBPOITYJIbMOHAJIBHOM BJIACTOMBI

b.b. BAHTBIII
®@I'BY BO «Tynvckuil cocyoapcmeennviil yrugepcumemy, np-m Jlewuna, 92, Tyna, 300012, Poccus

Annotanus. [IneBponysisMoHabHasT 0J1aCTOMa OTHOCHUTCS K PEIKUM OITyXOJISIM ME3€HXUMAaJIbHOW IpH-
poxbl nérkux. Bersnsercs B 0,5% ot obmiero yncna Bcex MEPBUYHBIX OIyxousel erkux. Cauraercs, 4ro Oma-
CTOMa BO3HUKAET M3 NMPUMHTHBHON IUICBPOITYyJIbMOHAIBHON ME3€HXHUMAIBHONH TKAaHHW. JTa OMyXOJb SBISETCS
JIETOYHBIM aHAIOroM 00Jiee 3HAKOMBIX IHCAIMOPHOHAIBHBIX OIyXOJICH y AeTel, TakuxX Kak HeppobiacToma, pe-
THHOONMAacTOMa U Jp. MaKpOCKOIMYECKH MIIEBPOIYJIbMOHAIbHAS OJlacTOMa — KPYNHOE KHCTO3HOE, COJHUIHOE
WM COMIHO-KUCTO3HOE HOBOOOPA30BaHME; JIOKAIN3YETCS B MepH(EPUIECKUX OTAENAX JErKOro MIN OTACJICHO
OT JIETKOTO M COEIMHSIETCs C IuIeBpoi wiu auadparmoii. [Ipupona 3aboneBanus cBsizana ¢ MmyTauueid rena DI-
CERI, accouunpoBaHHOTro Ha 14-if xpomocome. IIporHo3 omyxonu KoppeaupyeT ¢ TUCTOIOTHYECKUM THIIOM Kak
OTpa)KeHHE YPEe3BbIYAHO arpeCCUBHOIN NPUPOJIBI JaHHBIX HOBOOOpPA30BaHUW B Sy OT YHUCTO KHUCTO3HOM IO
COJIMJHOM omyxonu. B cTarbe maH KpaTKHH JIMTEpPAaTYpHBIH 0030p MMMYHOMOP(OIOTHUECKHX OCOOEHHOCTEH
TUIEBPOITYJIbMOHAIBHONH OJIACTOMBI COBPEMEHHas KiacCH(UKalusi BapHaHTOB HOBOOOPA3OBaHUS W OINMCAHUE
COOCTBEHHOE HAOJIO/IEHHE ITUIEBPOITYJIBMOHAIBHON OJIACTOMBI BTOpOTO THma manueHTa 15 jer. [IpaBuibHbIHA
MaTOTMCTOJIOTMYCEKUH JUAarHO3 YCTAaHOBJIEH C IIOMOLIBIO HIMMYHOTUCTOXUMUYECKOTO METOJA.

KaioueBsle c10Ba: 1mIeBpOIyIbMOHAIIBHAS 01aCTOMA, OIYXOJIb JIETKHUX.

IMMUNOMORPHOLOGICAL FEATURES OF PLEUROPULMONARY BLASTOMA
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Abstract. Pleuropulmonary blastoma refers to rare tumors of the mesenchymal nature of the lungs, which
is detected in 0.5% of the total number of all primary lung tumors. It is believed that the blastoma arises from a
primitive pleuropulmonary mesenchymal tissue. This tumor is a pulmonary analogue of more familiar disem-
bryonic tumors in children, such as nephroblastoma, retinoblastoma, and others. Macroscopically pleuropulmo-
nary blastoma is a large cystic, solid or solid-cystic neoplasm that is located in the peripheral parts of the lung or
is separated from the lung and connects to the pleura or diaphragm. The nature of the disease is associated with a
mutation of the DICER1 gene associated with the 14th chromosome. Forecast pleuropulmonary blastoma corre-
lates with histological type as a reflection of the extremely aggressive nature of these tumors in a series of pure
cystic to a solid tumor. The article presents a brief literature review of the immunomorphological features of the
pleuropulmonary blastoma, a modern classification of variants of the neoplasm and a description of the own ob-
servation of the pleuropulmonary blastoma of the second type in a patient of 15 years. The correct pathohistolog-
ical diagnosis is established using the immunohistochemical method.

Keywords: pleuropulmonary blastoma, lung tumors.

Inesponynvmonanvuaa 6aacmoma (IIB), xom ICD Morpho 8973/3 — OTHOCUTCA K PEIKUM OITyXOJSIM
ME3eHXMMalbHOH npupoas! N€rkux [19] Bersisercs B 0,5% ot o6mero yncia Bcex NEpBUYHBIX OIyXOJIeH Jier-
kux [2]. CooTHOIIEHNE MEXITy MY XYMHAMH H JKEHIIMHAMH B CIIydae KIaCCHIECKOH OJIacTOMEBI JIETKOTO COCTaB-
nset 1,5:1 [17]. Heckonbko dame oTMedaeTcs opakeHne mpaBoro jerkoro. B 1o ske Bpems [1I1b — nanbonee
yacTasl IEPBUYHAsI OIMyXOJb JITKUX y HOBOPOJKAEHHBIX M JIeTell paHHero Bospacta [9]. B penkux ciyuasx
BCTpeyaroTcs MauueHTsl, y KoTopelx IIIIb nuarnoctupoBaHa B Bo3pacTte crapuie 7 JET, 10 OAHOMY CIyyaro y
nanueHToB B 23 roga [21] u B 36 net [13]. B HacTosiee Bpemsi CymecTByeT MexXayHapOoJHbIA PETUCTP MO U3Y-
yenuto I1I1b, koropslii Bkiatogaet auy ¢ I1IIb 1 cBsI3aHHBIMYM COCTOSHUSMM CO BCErO MUpa, BKItodas Poccuro. B
2017 B peructpe 3aperucTpupoBaHo 534 nmanueHTa, B ToM uucie 4 ciryuyas u3 Poccuiickoit @enepanum.

Cuwuraercs, uro [1I1b Bo3HMKaeT U3 NPUMUTUBHON IJIEBPOIYIbMOHAIBHON ME3eHXUMAIbHON TKaHU. DTa
OITyXOJIb SIBJSIETCS JISTOYHBIM aHAJIOroM 0oJiee 3HAKOMBIX JNCIMOPHOHANBHBIX OMyXOJeHW y JeTel, TaKuxX Kak
HepobIacToma, peruHoOMacToma u 1p. [7, 9]. Ilpupona 3abonesanus cBsizaHa ¢ myTtanueit rena DICER] acco-
MUAPOBAHHBINA Ha 14-if xpomocome [15]. AHanm3 cBs3eil B ceMbsax c 3aboneBaHueM mo3Boim peructpy 115
BIIEPBBIC JIOKATH30BaTh U IyTeM CEKBEHHPOBAHUS MOATBEPINTH, 4T0 MyTaruu DICER] — 3TO BBICOKO COXpaH-
HBIN T€H, KOOUPYIONINI SHAOHYKJIea3y, KOTopas pacileIurieT npeaniectBeHHnKoB MUkpo-PHK B 3pensie mukpo-
PHK. MosxHo npeamnonoxuts, uto DICER] SBIsI€TCS TEHOM-CYTIPECCOPOM OMYXOIH. Y GOJBIIMHCTBA OOJIBHBIX
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(uKcHupyeTcst TepMUHAIBHAS MyTaIHs, CBSI3aHHAsI ¢ oTepel (QYHKIMH. BOIBIIMHCTBO OMyXoJIel y MaleHTOB C
repMuHaNbHOM MyTauueir DICER] Takxke (GOPMUPYIOT BTOPYIO, CHEHU(PHUIHYIO IJISI OMYXOJIH «TOUYEHHYIO» MY-
Taluyio ogHoro u3 5 komoHoB nomena PHK-a3w1 /17h. HenopmanbsHOe cooTHomIeHue Sp u 3p mukpo-PHK B kiet-
Kax BeJIeT K u3MeHeHuto 3kcnpeccun MatpuuHoit PHK u noBsiiieHHOMy pricky (opmupoBanust onyxoiu [28].
Mytanus rena DICER] ycraHoBieHa B cootHouteHuu 1:10 600.

B Hacrosnee Bpems BoaessitoT Tpu tvna IIIb. Tumn I IIIIB — 3T0 3anojHeHHOE BO34YyXOM HOJHOCTBIO
KHCTO3HOE HOBOOOpazoBaHue (cpenHuil Bo3pact aumarHoctupoBanusi 10 mec.). Kucra oObryHO mpencraBiser
€000l MHOTOKaMEpHYIO IOJIOCTh C TOHKMMH II€PEropoJIKaMH, JIOKAJIU3YeTCsl B MepruepruuecKux OTAesax Jier-
kux. Kucrosnas ¢opma III1b moxer ObITh yHH(OKaNbHON, YHHIATEPAIEHOH M OrPaHUYMBATHCS MOPAKEHHOH
JIOJIeH JIETKOTO, HO B OOJIBIIMHCTBE CIIy4YacB XapaKTepU3yeTcs: MyJIbTH(OKAIbHBIM/OMIaTepaabHbIM ITIOPAKEHH-
eM. Kuctel B 1erkux, KoTopsle notoM auarsoctupyrores kak [I1b, auarnoctupyroTcest B mpeHaTalbHOM IIEpUOJIE
C TIOMOIIBIO YIIBTPa3BYKOBOTO HccienoBaHms He paHee 3 1-it Hemenu recraruu [20]. TIT16 I tuma wacto HEOTIH-
YuMa IPU BH3YaJIHM3alUM OT BPOXKACHHOH KHCTO3HO-aJICHOMAaTO3HOH Manb(OpMalyM AbIXAaTeIbHBIX IyTeil
(Taxoke Ha3BIBAEMOH BPOXKICHHOM aHOMaIHEH IbIXaTeIbHBIX IMyTei). JleTanpHoe N3ydeHne CeMEHHOro aHaMHe3a
MOXET IIOMOYb OINPEAEIUTh HAINYME MPEIIIECTBYIONINX COCTOSHUNA KaK y CaMOTo MalueHTa, TaK y U YJICHOB
CEMbH, KOTOpPbIe MOTYT OBITh accouuupoBanbl ¢ DICERI, 4TO MO3BOJUT 3al003PUTh, YTO KHCTBI SBJISIOTCS
III1b [8, 11, 27].

[TockonbKy oImyxoJieBasi IPOrpeccHs MOXKeT OTCYTCTBOBATh, TO IaHHBIN THUI MOXKHO pacCMaTPHUBAaTh Kak
OITyXOJIb C HESICHBIM OHOJIOTHYECKUM NoTeHIHanoM. O 100poKayecTBEHHOM BapHaHTE Pa3BUTHsI HOBOOOpa3oBa-
HUS CBUJIETEIbCTBYET M Bblnenenue B | tume 6macromsl 1116 /r tuma (# — perpeccUBHBIN) — 3TO KUCTO3HOE
nposieienue [1I1b, KoTopblii BcTpedaeTcst peKo 1 0OBIYHO (HO HE BCEria) MOXET OBITh MarHOCTHPOBAH Y POJI-
cTBeHHUKOB nauueHToB ¢ I1I1b, T.e. y B3pocibix. [1o oOLleHKe ONBITHBIX NATOJIO0I0B, ONPEAEICHHbIN Cilydail Tuma
I moxet co Bpemenem npeBparuthbest B Tun Ir [116.

Tun II TITIB — 5To COMMOHO-KHUCTO3HOE HOBOOOpa3oBaHUE (CpEeAHUI BO3PACT YCTAHOBKH TUArHO3a —
33 mec). OnutennansHas BoicTenka uaeHTHIHB! | Ty [1116. ConmmgHble 3I€MEHTH MPEICTAaBISIOT COO0M ar-
PECCUBHYIO CApKOMY CMEIIAHHOTO THIIA.

Tun I TIITb (conuuHbIi) SBISETCS arpeCCUBHONW CapKOMOH (CpeaHM BO3pPAcT TUArHOCTHPOBAHUS —
44 mec). Bee Tpu THna BO3HHUKAIOT B NeprU(eprUUuecKoil MapeHXUMe JIETKOTo WM BUCLIepaIbHOM 1uieBpe [ 14, 23, 24].

Exeronno B mupe auarnoctupyercst 30-50 ciyqaes III1b tuna I u 40-60 cnyuaes tumna 11 u III. OTHO-
CHUTEJIbHO 0e300uHO BhINIsiAsLIas paHHss kuctozHas ¢opma 16 (tun 1) y oueHp ManeHbKUX JeTeil MOKeT
nporpeccupoBaTh B kucto3Ho/comuaneiid tum 11 II1b u 3atem B comuansiii tum 11, koTophIe SBIAIOTCS KpaitHe
arpeccuBHbIMU capkomami [7, 20]. B penkux ciryuasix BcTpeuaroTcsa nmanueHtsl, y kotopsix II1b quarsoctupo-
BaHa B Bo3pacte crapiie 7 neT, B | cirydae — B 36 net [9]. Tumst 11 u 111 TTITB gacto npe3eHTHPYIOT Kak OoJbIIme
M0 pa3MepaM 3JI0KaueCTBEHHbIE HOBOOOPA30BAHUs, BCET/a NMPHUBOIIIINE K CMEIICHHIO JETKHX, CepAla, AHa-
(parMel u medeHu. B cBA3M ¢ pasMepoM Macc pe3eKIHsl Ha MOMEHT ITOCTAaHOBKH JHAarHO3a HE BCErla BO3MOXKHA.
B aT0i1 curyanun 11 MOATBEP)KICHUS JUAarHO3a HEOOXOAMMO MHpoBeeHHe Ouorncuu omyxonu. Ilo JaHHBIM
TOJIBKO UTOJIbHON OMOIICHY NTOCTaBUTh TUATHO3 3aTPYAHUTENBHO.

IIpornos IIIIb koppenupyeT ¢ TMCTOJOTMYECKUM THUIIOM KaK OTPaKEHUE UYPE3BBIYAWHO arpecCUBHOM
MPUPOBI JAHHBIX HOBOOOPA30BaHUI B PAIy OT YUCTO KUCTO3HOM 10 conuaHoM omyxonu. Ha ocHOBaHuu petpo-
CIIEKTUBHOTO aHanuza Messinger Y.H. et al. ycraHOBHI, 4TO 00Iasi BEDKMBAEMOCTb COCTaBIISICT NPU TUIE [1 —
100%, npu I Tune — 94 %, npu II tune — 71%, n Haxonern npu III tune — 53% [20]. Hannuue meTactaTuyeckoro
nopaxenust npu Tamnax I u Il Ha MOMEHT NOCTaHOBKM AMArHO3a acCOLMMPOBAHO C OoJlee HU3KMMHU IOKa3aTels-
Mmu BeikHBaeMocTu. MetacraszupytoT IIT1B II u III Tuna npenmyIiecTBEHHO B TOJIOBHOM MO3T, KOCTH CKEleTa, He
OTMEUYECHBl METacTa3bl B KOCTHBIH MO3Tr. JleueHne HOBOOOpa3oBaHMH — KOMOWHHMPOBaHHAs MYJIbTUMOJAIbHAS
Teparus, BKIIIOYAIOIIAs XUPYPTHYECKOe JICUCHNE H XUMUAOTepanuio [4, 25].

I'ncronornyeckoe CTPOEHHWE OMYXOJIM BAPBUPYET, TaK Kak OJIacTeMaTO3HBIH, SMUTEIHANBHBIIN U CTPO-
MaJIbHbI KOMIIOHEHTBI MOTYT OBITH NMPEACTABICHBI B Pa3IMYHBIX COOTHOIICHHUSAX M PA3IMIHON CTETNEHH 3peso-
ctu. Bricokopuddepenupoannas ¢eranpHas aJeHOKapLUUHOMA NPEACTAaBIeHAa aTHIMYHBIMH JKeJe3aMH, BBI-
CTIIAHHBIMH OOTaTBHIMM TJIMKOT€HOM 3MUTEIHOLUTAMU, HE MIMEIOIUMHI PECHUYEK, BOKPYT KOTOPBIX PaclookKeHa
Me3eHXHMa 0e3 NpU3HaKoB aTuiuy. Kpome Toro, MMEITCsS Y4acTKH, MPEACTaBICHHbBIE aTHIINYHBIMH JKEIe3aMH
Y ME3EHXUMOI1, HAITOMUHAIOIIEH 110 CTPYKTYpe SMOPHUOHAIIbHYIO; IUIEBPOJIEroyHast 6JjacToMa JETCKOro Bo3pacTa
COJICPKUT aTUIIMYHYIO SMOPHOHAIBHYIO ME3EHXUMY C 3aKJIIOYEHHBIM B HE€ HOpMaJIbHBIM ruTenueM [1, 16, 17].
Cornacuo nanueM D. Francis u M. Jacobsen [10], B 6actome serkoro B 20% HaONIOICHUN BBISIBISICTCS MUO-
reHHas auddepeHnupoka, B 31% — mukconanas auddepeHunpoBka cTpomsl, B 24% — Haimune XpsIeBbIX
obpazoBanmii u B 5% — kocteodpasoBanue. Ecin onpenensiercst pabpomuobnactnueckast uddepeHupoBka, To
MOTYT TMPUCYTCTBOBATh KJIETKH C BBIPAKEHHOH 303MHOMMIBHON IUTOIUIa3Moil. Hebompime y3enkn He3peIoro
XpsIla MHOTAA HaXOAATCS B IEPEropojKax, MpHUYeM HeoOA3aTeNbHO B CONPOBOXKACHUN HEOONBIINX HE3PENbIX
KIIETOK. AHAIUTAaCTHYECKHUE KIETKH penko ooHapyxkuBarorcs npu [1I16 I tuma [26].

B TyOynsipHBIX CTPYKTypax OIIyXOJIM BBISBIISIFOTCSI SIHUTENIHANIbHBIE MapKephl (IUTOKEPATHH, SIMHTENHU-
aJbHBIH MEMOpPAaHHBIN aHTUTEH), TOTAAa KaKk B CTpOMe Mpeo0salaloT Me3eHXHMHbBIE MapKepbl (BUMEHTHH, Jec-
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MUH, TJIaJKOMBIIICYHbIH akTuH) [6, 16]. S.M. Bodner u M.N. Koss ycTaHOBWIH, 9TO MyTalluy TeHa p353 u cymep-
JKCTpeccust ero Oeska BCTPedaroTcs KaK B SIMUTEIHAIBHBIX, TAK M B CTPOMANIBHBIX KJIETKAX OITYyXOJIH, YTO MOJ-
TBEPIKAAEeT KOHLENIHIO MPOUCXOKICHHUS OI1aCTOMBI JIEFKOTO M3 OJHOTO KJIETOYHOTO KJIOHA, KOTOPBIH B IOCe-
nytomeM muddepennupyercs mo ByM nyTam [S]. HekoTropbiMu nccinenoBaTesiMu OblIa BBISBIEHA BBIPAKEH-
Hast akcripeccuss CD 117 B 3IIUTENHAIBHOM U CTPOMAJILHOM KOMITOHEHTaX OJIaCTOMBI JIETKOT'0, Y4TO TaKXkKe MO
TBEPXKJIAET €€ IPOUCXOXKAECHHE U3 OJHOW MOJMIOTEHTHOH KieTkH [12]. Haubonee nosHble MIMMYHOTHCTOXUMH-
YECKHUE U JIEKTPOHHO-MHKPOCKOIIMYECKHE UCCIIe0BaHus poBeneHsl J. Manivel et al. B 6GnacTeMHBIX, KPYITHBIX
aHamnactudeckux kietkax B 100% cimyuaeB BbisBisieTCs o-1-aHntuxemorpuncut, B 50% — a-1-anTuTpuncus; B
Henm(pPepeHIIMPOBAHHBIX ME3EHXMMAIbHBIX JJIEMEHTaX — BUMEHTHH; B pabmomuocapkomaro3Heix — B 100%
orpesiersieTcst AeCMUH, B 55% — muoriodus, B 35% — HelipoHcnenuduyeckas eHolasa; B SIHUTEIHAIbHON BBI-
CTHITKE KUCT — PAKOBO-3MOPHOHANBHBINA U SITUTEIHATFHO-MEMOpaHHBIH aHTUTeHH [3, 18, 22].

Co6cmeennoe naonodenue. IlpencTaBiaeHsl Ha KOHCYJIBTALUIO C LENBIO ONPENENICHHs THCTOTeHEe3a U
OHMOJIOrMYECKOr0o MPOrHO3a THCTOJIorHmYecKue mpenaparsl (Ne rucroiorumdeckoro mpemnapara 0336-37/15) u ma-
paduHOBBIe O610KHM OMnyxousu OonbHOTO I1., 15-T1 Net. [IpeaBapuTeNbHbIA JHarHO3 — OMyXO0JIb IUIEBPhL. B rucro-
JOTHYECKUX IpernapaTax OudasHas OIyXojb, SHUTEIHAIBHBINA KOMIIOHEHT KOTOPOW NMPEACTABIEH OJHOPSIHBIM
VIUIOIIEHHBIM MM KyOMYECKHM SIUTENNEM 0e3 NPU3HAKOB aTHIINH, BBICTIIAIONINM XKEJIE3UCThIE U KHCTO3HBIE
CTpYKTYpbl. CTpPOMaIIbHBI KOMIOHEHT COCTOMT M3 BBITSIHYTHIX KJIETOK C NpU3Hakamu npoiudepanuu, obpa-
3YIOIIUX MeperuieTatonumecs nydku (puc. 1).
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B snurenuu HeratnBHas peakuus K ¢paktopy Bunbamca (WT-1) u kanperunnny (Calretinin). Ctpoma Ho-
BOoOOpa3oBaHus Mo3uTHBHA K BUMeHTHHY (Puc. 3), CD56 (Puc. 4) u CD117.

Puc. 4. CD 56 (x200)

OOpariaer Ha ce0sl BHUMaHHE MO3UTUBHASI PEaKIIMK KIETOK CTPOMBI Ha MapKEp OIyXOJIEeBOH Cynpeccuu
(»53) n nponudepaunu (Ki 67), KOTOpble OTpULATENILHBI B SIIUTEJIMH OITyX0JIeBbIX Xkené3. Ha ocHoBaHuM rucro-
JIOTMYECKOW KapTHHbI W HMMMYHOTMCTOXMMHYECKOTO HCCIENOBaHHs ObUl ycCTaHOBJIEH QeHotun OudazHon
(IByXKOMIIOHEHTHO) 3JI0Ka4eCTBEHHOH OIYyXOJIM THIa KUCTO3HOM WIIM IUIEBPIYJIbBMOHAIIBHOM Onactomsbl 11
Tuna. PeKOMEHI0BaHO HCIOIB30BaTh MOJIEKYJISIPHBIM METOJ] IUArHOCTUKU C LIEJIbI0 BBIABICHHUS MyTallUd eHa
DICERI. BBuay peakoCTH MaTOJOTHHU, THCTOJOTHYCCKUE MPETApaThl C Pe3yIbTaTaMi UMMYHO()EHOTUITHPOBA-
HUSI TIPOKOHCYJILTUPOBaHBI y 3aBenyromell kKagenpoit «llaronmornueckas anatomus» Ileporo MockoBckoro
MEIMIMHCKOTO YHHUBEpPCHTETa A.M.H., Ipodeccopa Koran EBrennn AntapoBHBI, KOTOpas MOATBEpIMIIa ycTa-
HOBJICHHBIH JHArHO3.
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