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W. B. NluckuHa, H. C. OnaHaceHkKo
NEPBUYHAA CUHOBUAJIbHAA CAPKOMA BUCLIEPAJIbHOW MNEBPbLI:
PEAKOE KTUHUKO-NATOMOP®OJIOTMYECKOE HABJNIOAEHUE

Hrcmumym gpmuzuampuu u nyaemoronoeuu um. @. I. AnoBckoeo AMH Ykpautsi

Beepenue. CHOBMaNbHasi capkoMa — [OCTaTO4YHO PefAKui
rMCTONIOMMUYECKUI TUM OMYXOJH, A1 KOTOPOW Hanbonee TUMUYHOM
JIOKann3aLuen SBNSOTCA OKOIOCYCTaBHble MSITKWE TKaHU HUXKHUX
KoHeuHocTel [3, 5, 8, 13]. Tem He meHee, B IMTepaType onucaHbl 1
cayyaun ee HeoObIYHOM NIOKa/IU3aLWKU BHYTPU rpyaHow nonoctu [5],
B YaCTHOCTH, B nierkux [9], cpepoctenuu [7, 16, 19], cepaue v nnes-
panbHoi nonoctw [3, 8, 11—14, 17]. PenkocTtb faHHoro Tvna ony-
XOJIM, U HEOBbIYHOCTb €e MecTa BO3HWKHOBEHWSI MPUBOAMT, KaK
npaBuno, K yCTaHOBKe olumnbouHoro auarHosa [8, 17].

Lns nnespanbHoit nonoctu Gosiee XapakTEPHbIMU ABNAIOTCA
BapWaHTbl 3/10KAYECTBEHHOW Me30TesiMoMbl niespbl [8, 17] wau
LpYyrue TWnbl BepeTeHOKIETOUHbIX CapKoM nnespsbl [ 12].

CobcTBEHHO MOPONOrMUecKas gUarHoCTHKa aToro Tuna ony-
XOJIeW 3HAYUTE/IBHO YCIOXKHSETCS XapaKTepHbIM A/ CUHOBHUA/Ib-
HbIX CapKOM OY€Hb LUMPOKUM CMEKTPOM FMCTONOTMUYECKUX TUMOB ee
CTPOEHMs B pa3HbIX y4acTKax Aayke OQHOrO ONyXO/IEBOrO y3/a, pe-
3y/IbTATOM Yero SIB/ISIETCA BblAe/IeHUe MMCTOIOMMYECKUX NOATUNOB
cuHoBMasnbHbIX capkom (CC) [14] :

e cobcTBEHHO BudbasHas CC;

® MoHoda3sHas anutennanbHas CC;

© MoHoa3zHas dmbposHas CC;

e nnoxo audpdpepeHuuposaHHas CC.

Cnepyet oTMeTuTb, uTo vauie Bcero nosisieHue CC B nnes-
pasibHOM NONOCTH NpeaCcTaBnsieT COBOK BTOPUUHOE, TO €CTb MeTa-
cTaThyeckoe nopaxeHue. TeM He MeHee, 3a nocnepHue 10—15 net
B @HI/I0A3bI4YHOMN SIMTEpaType nosBuauch nybaukaurm o CC nnespbi
KaK O MEepBUYHOM OMyXosieBOM nopakeHnn. CaMy BO3MOXHOCTb
pa3euTHsa nepsuuHbix CC U3 nnespasibHbIX MCTKOB obecneunsaet
Ha/MuMe He3pesibIX MIOPUNOTEHTHBIX ME3EHXUMaJbHbIX K/1eTOu-
HbIX 3/IEMEHTOB B CTPYKTYPE MJEBPbI, & HE COBCTBEHHO KIIETKH CH-
HOBUWa/IbHOM 0BOIOUKH, Kak 3TO paccMaTpusanu patbue [3, 13].

Kak npaBuo, nauueHTbl C TakoW NatosiorMen — 31o B3pOC/ible
NOU MOIOAOTO UM CPeAHEro Bo3pacTa, HO B JIMTEpAType UMetoT-
cs coobuenus [ 14], uto HaMbonee LIMPOKHUI BO3PaCcTHOM AUana3oH
coctaensieT 9—72 roga, ¢ npeobnafiaHUeM Cpeam HUX JIUL, MY>KCKO-
ro nona. Begywum cumntomom uawe Bcero siensietcs 6onb B 06-
NacTU rPYAHOM KETKM, Pexe y NauueHToB BbiatoT »anobbl Ha
O[bILLKY, Kallesb, KpOBOXapKaHbe, CybdhebpUamTeT U Nporpeccums-
Hyto noTepto Beca. Kpome Toro, npu nporpeccuposarnv 3abonesa-
HUs B NOAABNAOLLEM BOMbLIMHCTBE C/lydaes (MpaKTUYecKu Bceraa)
pa3B1BaeTCs MacCUBHbIW NeBpPasibHbIN BbIMOT.

XapakTtepHo, uto slabopaTopHble MOKa3aTeNd KPOBH, MOUM,
neyeHouHble Npobbl 06bIYHO HaxoAATCA B Npefenax Hopmb [8, 13].

PeHTtreHonormvyeckoe vccnepoBaHve (KoMnbioTepHasi TOMOTr-
padvsi rpyLHOM NONOCTH, AOEPHO-MarHUTHbIA Pe30HaHC) AeMOH-
CTPUPYIOT pPa3/iMyHble BapUaHTbl OMYXOJIEBOIO POCTA: OT JIOKA/IN30-
BaHHOIO, XOPOLLO OrpaHUyeHHOro 0bpasoBaHus, O MHBA3WBHO pac-
TYLLEN TKaHU OMYXOJIK B COCEAHUE aHATOMHUUYECKHUE CTPYKTYpPbI UK
no TUNy AW y3HO paspacTaloLLencs onyxou no naespe, nogoo-
HO AWdpy3HON 3NOKaYeCTBEHHOW Me3oTesiMoMe. XapaKTepHOM
0COBEHHOCTbIO ABNSETCS BbICTPOE YBENUUEHHE OMYXOJIH B pa3Mepe
[14]. NMpu 3HauUTENbHOM OOBEME ONYXOH XaPAKTEPHO BO3HUKHO-
BEHUE HEKPO30B, KUCTO3Has AereHepauusi NosBieHWe 3HaUUTe b~
HbIX KPOBOW3/IUSIHWM. YacTo onyxosnb okpy»KeHa NceBfoKancyon.

B uesoM nporHos Ans nauueHToB HebnaronpuaTHbIM. Xapak-
TEPHO PELMOUBUPOBAHKE OMYXONH U BbICTPOE MeTacTasMpoBaHue,
uyaLLe BCEro B JIETKHUe, NeyeHb, pexxe — B BNvKanLumue umdatiyec-
K1e y3/ibl U N0 3anuaypasbHbiM npocTpaHcTeam [ 16].

MpuBOAKMM COBCTBEHHOE KNMHUKO-MOPAOiortueckoe Habnto-
JeHue.

© Jluckuna U. B., Onanacenko H. C., 2005

BonbHou J1-ko, 39 net, nocTynun B KIMHUKY TOpaKaabHOW XH-
pypru1 MHCTUTYTa No noBoay peuuanBUPYIOLLErO IEBOCTOPOHHErO
3KCCYAATUBHOIO MJIEBPUTA HESICHOM 3TUOJNIOTHH.

Mo npodpeccun — npenopasartesib TEXHUUECKOTO KOJINELXa,
6e3 Ha/Muus B aHaMHe3e KOHTaKTa ¢ acbectom. bes BpeaHbix npu-
BbiueK. M3 aHaMHe3a 3a601eBaH1s OblIO M3BECTHO, UTO NepBble Xa-
nobbl y nauueHTa nosiBUaMch B KoHue Mast 2004 roaa, koraa y Hero
paseuiach ofpllika, HapacTana bbictpas yromnsemocTb. Yepes 2
HeeM Noce NoABAEHUs aTUX anob 1 ambynatopHoro obcneno-
BaHWs OH Obl/l FOCMUTAIM3UPOBAH C NPEABAPUTENbHBIM AUArHO30M
"3KCCYAATUBHBIN NNEBPUT" MO MECTY KUTE/IbCTBA B [IHEBHOM CTaLM-
OHap, rae Haxoguscs B Tederue 3-x Hegenb. Cpean Ha3HAUEHHbIX
MeAUKaMEHTOB Bblin ochiokcauuH B TabneTkax; rtoKoHaT Kasb-
LMs, ackopyTWH. JlononHUTEeNbHO NPOBOAMAM 3NeKTpodopes ¢
nupasoi. K okoHuaHwWio Kypca siedeHnsi coctosiHue 601bHOro Hec-
KOJIbKO Y/TyyLuMnoch. MNeperuHbii guarHo3 6bin — eBOCTOPOHHMH
3KCCYAATHBHbIM MeTarnHeBMOHUYECKUH NNEeBpUT. TeM He MeHee,
NPUBIM3UTENBHO Yepes 2 Hefesn Y NauueHTa onsaTb BO3HUKIIO Mo-
BblLLEHWE TeMrepaTypbl TeNa, U OH CHOBa 0BPATH/ICA K yHacTKOBOMY
TepaneBTy. HasHaueH MakponeH, a Yepe3 5 fHeW — [ONONHWUTENb-
HO Ledha30/IMH BHYTPUMbILEYHO. Tak Kak cocTosiHue 6o/bHOrO Cy-
LLLECTBEHHO He MeHSII0Cb, BHYTPUIM/IEBPAJIbHAS YKMAKOCTb NOCTOSIHHO
HakanMBaiacb, TO €ro rocnUTaJIM3UPOBA/IM NOBTOPHO B TyBamC-
naHcep Mo MECTY >KWTE/IbCTBa, FAe eMy OCYLLECTBU/IM HECKOJIbKO
pas3rpy304HbiX MyHKLUMH. LIBET MyHKTUPOBAHHOM XWAKOCTH — THMa
"BULIHeBOro iMkepa". B cocTtaBe nocnegHen B pesynbrate MUKPO-
BUONOrMUECKOTO UCCNef0BaHHA Bblin 0BHAPY>KEeHbI MUKPOCKOMW-
YecKue Tena, NOXOXKHE Ha NapasuTapHyto UHdeKLHto (prunspun?).
06.08.04 — 6onbHOMY OcylLEeCTB/IEHa NeyebHO-ArarHocTHYecKas
TOpakockonus. BusyanbHo onpegensnach csBobonHas »HOKOCTb
KpacHoro uBeTa — u3BneuveHo 2,0 nutpa. MNapuetanbHas nnespa —
B COCTOSIHWUW BOCMa/IEHHsl, HA HeW ONpPefensNUucCb MeKWe Npoco-
BUAHbIE KPOBOM3NMAHUS. BucuepanbHas nnespa — 6e3 BUAUMbIX
U3MeHeHWH. TeM He MeHee, B MEX[OJIEBOM LLENN MEXLY BEpXHeH
U HWKHEN [ONSIMU IErKOro onpefaensnoch kucronogobHoe obpa-
30BaHWe 0 5 CM B AMameTpe, XKeNTOBATOro LBeTa, Ha oLynb — C
GO/bLLION BEPOATHOCTHIO COAEPIKAHWS BHYTPH HETO YKHULKOCTH.

MpH PeHTTEeHOBCKOM UCCNef0BaHWH 3a Neprog, npedbiBaHWs B
MTJ, oTMeuanoch, 4TO Ha ypOBHE MeXKA0NeBoM 6opo3abl 1eBoro
JIerkoro y nauueHTa onpefensieTcsl TeHb rOMOreHHOW CTPYKTYpbl
cpeaHel MHTEHCMBHOCTU C BbIMYKJ/IbIM HWXHUM KOHTYPOM 3a cyeT
[LOMOJIHUTEIbHOW TEHW, BO3MOYHO, OCYMKOBaHHOM >KMAKOCTH. Ha
ypoBHe oT 3-ro pebpa Lo Kynosa guadparMbl B niespaabHON no-
JIOCTU pacnonaraetcs >XUAKocTb. B auHamuke 3aTeMHeHWe yBenu-
uusaeTcs B pa3mepax. Cepgue 1 npasoe nerkoe — 6e3 natosoruu.

Tak KaK B nnespaibHOM XUAKOCTH NpU ee MUKPOBUOoruyec-
KOM UCCNeL0BaHWU HAXOAUNHU (POPMUPOBAHHS, MOXOXKUE Ha JIMUK-
HOK MapasWToB, TO KJIMHUYECKH PEHTTEHONOTMYECKOe 3aK/IloUeHHe
pacueHuBa/M KaK Hasuuve y nauueHTa napasuTapHoM Kuctbl. B
CBA3M C NOCNEAHEN HAXOAKOM NaLMeHT NPUHWUManN AeKapuc U Bunb-
Tpauua, NpUYeM ero CaMmo4YyBCTBUE HECKOJIbKO Y/TYULLMUIOCH.

Kpome Toro, menocb 3akoueH1e NpoBeAeHHOM KOMMbloTep-
HOM TOMOrpadMu NEBOK NNeBpasibHOM NOMOCTU B TepHONONbCKOM
061aCTHOM K/IMHWUECKOW BO/bHULE: aTenekTas s3bl4KOBbIX Cer-
MEHTOB NIeBOro nierkoro, S, cnesa. B nnespanbHoi nonocti cnesa —
»unpkocTtb. BpoHxu 06TypupoBaHbi (BepxHegoneson cnesa). MHes-
MaTu3auus Lpyrux oTAeNoB sierkoro coxpareHa. OpraHbl cpegoc-
TeHWs1 He cMelleHbl. 3akntoderue: C-r neeoro nerkoro? lNnespwur.
PekomenayeTca nposeeHHe BPOHXOCKOMMH.

K HacTopakvBaloMM npu3Hakam OTHOCHNIOCH BbiCTpoe Ha-
KOMJIEHWE BHYTPUIMIEBPASIbHOW >KMIAKOCTH MOC/e ee OTcacblBaHUs
U3 NosiIoCTH (3a oguH-ABa AHsA).

M3 aHaMHe3a >kM3HW NauneHTa 6bifo 3BECTHO, UTO B AeTCTBE
eMy 6bina npousseaeHa TOH3UNaKTOMKs; B 16 et oH Habnogan-
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€A no nosogdy pesmatougHoro nonvaptputa. B 1997 rogy nepebo-
nen cepo3HbiM MeHWHruToM. Mpu atom gBaxkapl — B 1988 u 1993
rogax — 6onen renatutom (BTOpOH pa3 — renatutom B).

OpHako, HecMoTpsA Ha neyebHble MeponpusTUs, y GonbHOro
coxpaHsnmcb cybhebpuibHas TeMmneparypa, OfblLIKa, NOBbILLEH-
Has NOT/IMBOCTb, BbICTPast yTOMASEMOCTb, & TAKXKE MOCTOSHHO Ha-
KanjvMBasiCsi 3KCCyaart B JIEBOM remutopakce. B csasu ¢ atum oH
Obln rocnUTanM3upoBaH B MHCTUTYT DTU3MATPUM U NYIbMOHONO-
rmu.

NepBHYHbIM OCMOTP NPU NOCTYNIEHUHU B KJIMHWUKY TOpaKaibHOM
XUPYPrUu: NaLMUEHT FMNepCTEHUUECKON KOHCTUTYLIMM, BbISIBSIOCH
NPUTYMNEHWE 3ByKa C/ieBa B HWXKHEM MOJIOBUHE reMUTOpaKca npw
NEPKYCCHM NErKMX: a TaKkxKe ocniabNeHHoe BE3UKYISPHOEe AblXxaHWe
B 061aCTH NPUTYMNNEHWSA 3BYKA NPU aYCKY/IbTaLWK JIETKHX.

[laHHble peHTreHONOrMUECcKoro UCCIeA0BaHKs HA MOMEHT Moc-
TYMIEHWS B KIMHUKY: NpaBoe fierkoe — 6e3 ouaroBbix U3MEHEHHH;
CnieBa — YeTKO OTrpaHUyeHHOe 3aTEMHEHHE OT BEPXYLLIKW 40 6-ro
pebpa v o1 7-ro pebpa o kynona guadparmbi. B Tonwe nHdpmnbT-
paunu — HebosbLIKE YHACTKU NPOCBETOB B BUAE NOIOCTEN. 3aK/lio-

Puc. 1. Komnetomepras momozpamma 6-20 JI-ko npu nocmynaeruu B cmayuoHap
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UeHHWe: IEBOCTOPOHHWM MHOrOKaMepHbIM OCYMKOBaHHbINA MAEBPUT
HESICHOW 3TUOJIOT UK.

[aHHble KoMnbloTepHoOW Tomorpaduu (pucyHok 1): B nesow
nneBpaabHOMN MOMOCTH onpeaensietcs GobLIOe KOMYECTBO opra-
HU3YIOLLEHCA KMAKOCTH B BULE HECKOJIbKMX OCyMKoBaHWi. Camoe
KPYMHOE U3 HWUX PacnosIoXeHO Ha YPoBHE S-S, NONHOCTbIO CAaB-
NMBast A3blYKOBbIE CErMeHTbl. B nonoctv BepxHero ocymkoBaHHs (Ha
ypoBHe S,) HECKO/IbKO Ny3bIpbKOB rasa. B obnactv nesoro kapamno-
IuadparMasibHOro yrna onpefensietcs oBajbHoe oOpa3oBaHue
pasmepamu 3,8x1,8 cM 1 POBHbIMHK, YETKUMU KOHTYpamu. BHyTpu-
rpyaHble IMMdoy3nbl He yBenudeHbl. Cepaue — 6e3 natonoruu.

B nepebii ke feHb NOCTynneHusi NauueHTa B CTauuoHap emy
6bina npoW3BefeHa TpaHCTOpakasibHas OUONCUs napueTasnbHOM
NeBpbl C/IeBa C JaNIbHEMLUMM FUCTONOTMUYECKUM U MUKPOBHOIOrU-
YeckuM uccnegosaHueM. [pu atom acnupuposaHo 30,0 ma remop-
paruueckoro akccyaara. Boinv nonyueHbi cregyiolume pesynbrarb.
B matepuane 6uorncuii nnespbl ONPeaenssics BbIpaXKeHHbIN Hecrne-
LMOMUECKHI XPOHWUECKUI MIEBPUT PeaKTUBHOIO xapakTepa, 6es
SIBNIEHUN TUNEeP303UHODUINK (SUSp. Napas3uTapHas NpUpoAa nies-
puTa). dNeMeHTbl Napa3uTapHOW MHBa-
3umn orcytcTBoBasiM. OuaroBo onpepe-
NANUCb CKOMJIEHUSI CErMEHTOSAEPHbIX
HEMTPOOMIIOB, UTO CITY>KUIO KOCBEHHBIM
NPU3HAKOM WMEIOLLEMCS TEHLEHLMH K
HarHOWTEIbHOMY MPOLLECCY B NJieBpasib-
HOM nonoctu. Mukpobuonoruyeckoe
3aKJIIOUEHHE: B XKULKOCTU U3 NeBpasib-
HOW MONIOCTH POCT MWKPOOPraHW3MOB
HE BbIsiB/IEH.

Yepes 2 Hepenu nocne noctynie-
Hus, yuuTbiBas paHHole KT-uccneposa-
Husl, BonbHOMY Bblla HazHaueHa U Npo-
BegeHa PBC. Pesynbrarbl: cnpasa —
6e3 natonoruu. Cnesa — cy>keHue npo-
cBeTa BepXHea0/eBoro 6GpoHxa (Byg)
NPOCBETOB OPOHXOB A3bIYKOBbIX CEMMEH-
TOB BCNEACTBUE PUrMAHOrO NepubpPOH-
XWas/IbHOrO CLABJIEHUS, MPEUMYLLECT-
BEHHO Mo MeMbpaHo3HoM cTeHke. OTexk,
3aCTOMHbIM COCYAWCTbIM PUCYHOK MEXX-
noneso »abpbl. BeinonHena npsmas
6uoncus. 3aksoveHwe BpoHxonora:
Susp c-r BepxHefonesoro 6poHxa (B
Nno nepubPOHXHaNbHOMY THMY pocTa.

Pesynbrarbl ructonoruyeckoro mc-
cneposanua TBBJI: B matepuane 6uon-
CUU — (pparmMeHT C/IM3UCTOM 0BONOUKH
OpOHXa, a TakXKe HajMuue NoAC/AHU3UC-
TOrO C/1051 C MOPPOSNOTMUECKUMU NPHU3-
HaKamMu yMepeHHOro HecneuudgHyecko-
ro BOCMauTeIbHOro npoLecca.

[LlononHutesbHO nauWeHTy npose-
neHo  Y3-uccnepoBaHue  opraHoB
6ptowHoi nonoctu. MonyyeHo 3aksio-
ueHue — Y3 NpU3HaKOB NaTtonoru oc-
MOTPEHHbIX OpraHoB BpIOLWHOM nosoc-
TH (nedyeHu, >KeNUHOro nyabips, cene-
3€HKM W MOYEK) HA MOMEHT UCC/iefoBa-
HUS He BbISIB/IEHO.

YunTbiBas BbilLeU3NOXKEHHbIE pe-
3ynibTaThl, a TaKKe OObeKTUBHOE Ha-
/MuMe y nauueHTa MHOrOKapMaHHOro
XPOHWYECKOro NneBpuTa HESICHOM Mpu-
pogpl, Ha BpaueBHOM KOHCHMyMe Bblno
MPWHATO peLleHWe O AUArHOCTUYECKOW
TopakoTomuu. Cornacue 60/1bHOTO Bbi-
no nonyyeHo. 31.08.04 npoussepeHa
onepauus — NaeBp3aKTOMMUS U AEKOPTH-
Kawusi IeBOro Ierkoro.

BokoBbiM flocTynom cneea no 6-my
MeXpeBepHOMY MPOMEXKYTKY MOA UHTY-

45)
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6aLMOHHbIM HAapKO30OM Npou3BefeHa TopakoToMus. [nespanbHas
nonoctb Gbina NonHocTblo obnuTepuposaHa. Jlerkoe BblaeneHo
3KCTpanieBpasibHO Ha BCEM NMPOTSKEHWHU. BuayanbHo B npoekuum
S, , 5 ¥ B 3a7iHeM KocTO-MacbparManbHOM CHHYCE UMEeeTCsl KUCTO-
obpasHoe obpazoBaHue pasmepamu npubauantenbHo 10x15x15
CM 1 napa 6onee MeNiKUX NOXOXHX 0BpazoBaHUi. Ux BHyTpeHHee
COLlEpXKMMOe — CBEPHYBLUASICA KPOBb, AETPUT. ITH 0BpasoBaHus
yaaneHbl. Ha atane yaanenus HoBoobpa3oBaHuii B NPOEKLMH A3blu-
KoB 6blsia TpaBMUpoBaHa Avadparma. BoinonHeHo ywmeaHve ae-
dheKTa, JOCTUrHYTO NOHOE pa3pesieHre naeBpasbHON U BPIOLWHOM
nonocten. MNoatanHo npoussefeHa AeKOpTUKaUMs ferkoro. Ume-
JIUCb 3HAUMTEJIbHbIE TEXHUYECKUE C/IOKHOCTU AEKOPTHKaLMK ner-
Koro B obnactv nepukapia M KocTo-auadparmManbHOro CUHyca.
Jlerkoe oceoboaeHO OT cnaek. Y 0BNeTBOPUTENbHOFO KauecTea.
Mpu pasgyBaHWM OHO 3anoJHAET MOCTPE3EKLMOHHOE MPOCTPaH-
cTBO. BbinonHeH remocrtas. YwwmnTbl HagpbIBbl NAPEHXHUMbI, AOCTUr-
HYT aspocTas. YCTaHOB/EHO ABa ApeHaXa B MOIOCTb. TOPaKoCTO-
Ma yLUMTa NocnonHo. M3 nneBpasbHOM NONOCTH 3BaKyWpOBaH ras,
BOCCTaHOBJ/IEHO OTpHLATe/NIbHOE AaBnieHne. AcenTMyeckas Hak1em-
Ka. BoinonHeHo agpeHuposaxue no Bionay.

Becb ypnaneHHbIV Ha onepauuy Matepuan HanpaefeH Ans rmc-
TOJIOrMYECKOro UCC/IeJOBaHMS.

MaKpOCKOMUUYECKHH BUO, CaMOro KPYNHOro y3na ynaseHHOro
HOBOOGPa30BaHWA NpeacTasieH Ha pucyHke 2. Onyxonb npeumy-
LecTBEHHO GenecoBaTo-XeNToro LpeTa, C CepoBaTbiM OTTEHKOM.
Tak Ha3blBaeMas "cTeHKa KUCTbI" Bblna oueHb NAOTHOM KOHCUCTEH-
UMM, TOrAa KaK ee BHYyTPeHHee COAEP>KMMOE UMEIO YKENATUHO3HYIO
KOHCHCTEHLMIO, TPEUMYLLLECTBEHHO KPOBSIHUCTOrO BUAa, € Bypo-ce-
pbIMU BKJIIOYEHUSMU. MUKPOCKOMUYECKH YCTAHOBJ/IEHO, YTO TaK Ha-
3blBaemMas "CTeHKa KWUCTbl" B JEeWCTBUTE/IbBHOCTU ABISAETCA MSArKOT-
KaHHOW 3/10KaUeCTBEHHOM OMyXOJIblO C BECbMAa MUKPOCKOMUUECKU
pPa3HOPOAHbIMK KNeTouHbIMU nposiudpepatamu. Mpeobnaganu se-
peTeHoObBpa3Hble KIETKU, BO MHOTHUX MOJISIX 3PEHWS OUEHb NNOTHO
pacnosioXeHHble Apyr K Apyry. Hepeako oHu 6blan B COCTOSHWM
muTo3a. [Npu BHUMaTENbHOM UCCEe[0BaHUM MHOTUX MOJIEN 3PEHHS
0BHapy>KMBaAIMUCb XapaKTepHble A1 CUHOBHa/IbHbIX CApKOM e
(pucyHok 3). B apyrux yuactkax onyxosib MMena CTPOEHHE Mo Ty
aHrMoIeMOMHOCapPKOMBbI, BblIM YUACTKK C NpeobnafaHuem CBeT/bIX
3MUTEIMOUIHDBIX K/IETOK, KaK NpaBu/io, Ha )OHE MHUKCOMATO3HbIX
n3meHeHni. OTMeueHa BbipaXkeHHasi CK/IOHHOCTb OMYXOJIU K HEKPO-
TUYECKUM U3MEHEHHUSIM, O4aroBO — K KPOBOM3J/IMSIHUAM, KOTOpPbIE
BU3yasbHO Habnoganucb ele BO BPeMsi ONepaTMBHOrO BMeLla-
TenbcTBa. BHelwHe onyxonb 6biia NoKpbiTa NCeBAoKancyion, Koto-
pas npu MUKPOCKOMWYECKOM UCC/IefoBaHWKU Obina npeacrasnieHa
rpy6OBOSIOKHUCTON COEAUHUTENIBHON TKaHbIO.

lcTonornyeckoe 3aknioueHne — AByxdpa3Has CHHOBUAIbHAs
CapKoMa, MCXOOALAas U3 BUCLEPasibHOW MeBPbl, C MHOXECTBOM
HEKPO30B W KPOBOMU3NUAHWIM. MeTacTtasbl B iMMdaTHUecKHe Y3/bl
cpenocTenus?

TwarenbHoe NOBTOPHOE UCC/IEAOBAHWE YAANIEHHbIX BO BPEMS
onepauun BHYTPUrPYAHbIX (PErMOHapHbIX) JIMMPATHYECKHX Y3/10B
NO3BOJIUIO YCTAHOBUTb UX PEaKTUBHYIO rMnepniasuio, 6es Hanuuus
OTUYET/IMBO OMNPELENAEMbBIX METACTA30B OMYXOJIH.

McTonornyeckue npenaparbl yaasieHHOW OMyXO/W AOMNOJHU-
Te/IbHO KOHCY/IbTUPOBaHbl OHKOMOpPoioraMu. 3ak/oueHue no
npenapatam 6bls10 CIeAYIOLLMM: B UCC/IEyEMOM MaTepuare 3/10Ka-
UecTBEHHan MATKOTKaHHas OnyxoJb, KOTopas Ha 6O/bLIOM NPOTs-
>KEHWW UMEeT CTPOEHWE aHrMOSIENOMUOCAPKOMbI, C MAaCCHBHbIMU
HEKPO3aMH 1 KPOBOMU3/IUSIHUAMU. B yaaneHHbIx pernoHapHbIX JiMM-
dhaTHUeCKMX y3/lax — SIBJIEHUs CKepo3a U aHTpako3a. YuuTbisas
pacxoXKaeHWe rCTO/I0rMYECcKOro TUna CapKoMbl, U, COrIacHO UMeto-
LMMCS B HAJIMYUU MMMYHOMApPKepaMm, AOMOJIHUTENIbHO OCYLLECTB-
JIEHO MMMYHOrMCTOXMMHUYECKOE MWCCNEfOBaHWE TKaHW OMyXOJH.
Mp1BOAMM NaHesb UCMOb30BAHHbIX MAPKEPOB C yKa3aHUEM pe-
3yNbTaTOB peakLyu Ha HWX OMyXOJIEBbIX KIETOK (Tabn.).

06w aHanM3 NonyyeHHbIX Pe3yabTaToB KJAMHUYECKMX AaH-
HbIX U MOPCPOSIOrMUECKOrO WUCCNEA0BaHUS NO3BOJIUII YCTAHOBUTb
OKOHUaTesIbHbIM AUarHo3 — nepsBUyYHas GudasHas CUHOBWasbHas
capKoMa B1CLepasibHOW NIEeBpbI.

B nocneonepauroHHOM nepuoae BO3HUK/IO OCTIOXKHEHUE B BU-
[1e TOKCMYECKOrO MeJMKaMEHTO3HOTO renarura, KoTopbli yAanoch

KYNUMpOBaTb KOpPPeKLHWENH MeOMKAMEHTO3HbIX Ha3HauyeHui. LLIBbi
CHSATbI Ha 14-e cyTKM, onepauUoHHas paHa 3aXkuia NepBUYHbIM Ha-
TSKeHUeM. PeHTreH-KOHTPO/Ib: OnepupoBaHHOE JIerkoe pacnpas-
JIEHO, BO3AYLLHO; B NJIEBPAJIbHOW NMOIOCTH rasa v XXMAKOCTU HeT. Ha
MOMEHT BbIMUCKKU Ne4YeHOYHble Flp06bl — B npegenax HopmMaJsibHbIX
3HaueHWi. B ynoBneTBOpHUTENbHOM COCTOSIHUM MaLMEHT BbIMMCaH
21.09.04. PekomeHgoBaHO HabnogeHUe U NPOAOIKEHUE NeHeHUs
y oHKosora. B nocnepytouem nepuoge oH nonyunn 3 Kypca XuMuo-
Tepanuy reM3apoMm U 2 Kypca paguoTepanuu.

TeM He MeHee yepes 2 MecsaLa NPH PEHTFEHOIOTMYECKOM KOHT-
posie rpyAHOM NOIOCTU OBHAPYsKEH JIOKaNIbHbBIN PELMAUB ONYXOH
B 06/1aCTH ee NepBUUYHOrO pPocCTa, a Yepes 8—9 MecsLes y nauveHTa
CTa/lu KJIMHUYECKW BU3YaNM3UPOBATLCA OMyXOJiEBble MeTacTasbl,
pacTyLive no anuaypasbHbIM NPOCTPAHCTBaM, Ha hOHE BblparKeH-
Horo 6onesoro cuHapoma. Status incurable.

O6¢cywpeHne. AHanuaupys onybnuKoBaHHble MaTepuasbl O
nepBHUYHbIX CHHOBUaAJIbHbIX CapKOMax NnJieBpbl U CPEeNOCTEHUS, B CO-
NOCTaB/IEeHUH C NPUBEAEHHbIM COBCTBEHHbIM HabsofeHHeM, Mbl
BCTPETH/IM KpalHe CXOAHOE Ha [OoONepauuoHHOM 3Tane guarHoc-
THUKM KJIMHUKO-NATO/IONMUYECKOe HabNtoaeHHe Cyyas CHHOBHUa/IbHOM
capkombl y 42-netHero mMy>kuuHbl y Nicholson et al [8]. My»kuuHa,
3KC-KYPUNbLLUMK, 6e3 HaNUuUs IKCNO3HLMK acbeCcTOBbIX BONIOKOH B
aHaMHe3e, obpatunca 3a BpauebHOM MoMoLLpIO C >Xanobamu Ha

OAbIlKY BCNenCTBUE MaCCUBHOIO BbINOTa B NPaBOM reMUToOpakce.
CucTeMHble CUMNTOMb OTCYTCTBOBaJ1n. Pa3BepHyTbIl:1 aHal/Iu3 Kpo-

Puc. 2. Maxpockonuyeckui Bud camoeo KkpynHozo onyxoneBo-
20 Y3/1a Ha paspese

) Wi

Puc. 3. @pazmenm onyxoau ¢ nepexoaom 8 nceB&oxancy/ly
(HuxcHuld npaBerld yzoa). CmpesiKol yka3aHa ujens, xapaKkmep-
Has 015 cuHoBuaeHolU capkomsl. OKPacKa eemMamoKCUAUH-30-
3uH. YB.x200
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KNIHIYHI CNOCTEPEXXEHHA

Ta6bauysa
MaHenb UcNONb30BaHHBIX MApPKEPOB C yKa3aHUEM pe3ynbTa-
TOB peaKkL1H1 Ha HUX OMYXONEeBbIX KNETOK

MmMmyHorMctoxummyeckas
Tun mapkepa

aKcnpeccus
Neuron specific enolase (BBC/NC/V1-H14) nonoxxutenbHas
S100 NoNOXH1TENbHas
Neurofilament (2F11) HeraTtuBHas
CD34 (QBEnd 10) HeraTtuBHas
Epithelial membrane antigen (E29) HeraTuBHas
Smooth muscle action (1A4) HeraTuBHas
Mesothelial (HBME-1) HeraTtWBHas

BH, BUOXMMUS KPOBHM W NneueHouHble Npobbl y Hero BblaW B Npege-
nax Hopmbl. lMpu ocyLlecTBNEHUH KOMMbIOTEPHOW TOMOrpaduu
rPYAHOM KIETKHU BU3YyasM3MpOBasiocb KMCToobpasHoe obpa3osa-
HWe ¢ HebobLLIOK (ManoK) NAOTHOCTbIO MATKKMX TKaHew. JononHu-
TeNlbHOE MPOBELEHWE MarHUTHO-PE3OHAHCHOTO MWCCNEefOBaHMUs
rpyLHOM MOIOCTH NPUBENO K YCTAHOBKE AMArHO3a — 3XMHOKOKKO-
Basi KMCTa NjeBpasibHOM NoaocTh. TeM He MeHee, B MyHKLMOHHOM
>KMAKOCTH OTCYTCTBOBAJIM KaK CKOJIEKCbI, TaK U OMYXOJEBbIE K/IETKH.

Mpu onepatMBHOM BMeLLaTeNbCTBE OBHAPYKEHO KUcTonono6-
Hoe obpa3oBaHue B fuameTpe fo 12 cM, pacTyliee U3 KOCTabHOM
nnespbl (Ha ypoeHe 10 Mexxpebepbs). OKOHYATENbHbINA TUCTONOMM-
UECKMi AuarHo3 — BudasHas CUHOBMasIbHasi CapKoMa MJiespbl.

YuuTbiBas BbILLEYNOMSHYTOE MMCTOIOrMUECKOe MHOroobpasue
ctpoerus CC, coBpemeHHas Mopdosiornieckas AMarHOCTUKa Ta-
KMX OMyXOJIeN BKIOUAET, KPOME TPAAHLMOHHBIX 0630PHbBIX OKpa-
COK OMyXOJ/IEBOM TKaHHW, NPOBELSEHUE HEKOTOPbIX CreLuUIeCcKUX
ructoxmmudeckmux okpacok (D-PAS ets.), obasarenbHoe MMyHO-
r'MCTOXMMUUYECKOE UCCIefOBaHWe MaTepuasa Onyxo/u, BKAoUato-
wee naHenb Mapkepos [1, 2, 4, 8, 10, 16, 17, 19]. Mpuuem, Hanbo-
/lee ONTUMasIbHbIMK MapKepamu senstoTcs cnegytowme. OfuH nnu
HECKOJIbKO LuTOKepaThHoB (kepaTtuH, EMA, BerEP4, pan-keratin,
AE 1/3), Tak kak CC 6onee yeM B NONOBUHE AUArHOCTUPOBAHHbIX
cnyuaes (8 cpegHem 70—80 % scex CC) patoT ouarosyto U1 aud-
py3Hyto 3Kcnpeccuto Ha 3TM mapkepsbl [5]. Kpome Toro, pauuo-
HanbHo ucrnonb3osaHwe CD34 (0-25 % cnydaes akcnpeccuu B
CC), CD99 (MIC2 antigen) u bcl-2 (o 95 % ecex cnyuvaes CC ¢ Bbi-
pakeHHOW Audpdpy3HOM LMTOMNA3MaTUUeCcKon akcnpeccuen [5],
TOrfa Kak 1eHOMMOCapPKOMbI, (PUOPOCAPKOMBI U OMYXOJ/IU U3 KJie-
TOK NEPUEEPUUECKOI HEPBHOM CUCTEMbI HE AAIOT IKCMPECCHIO Ha
aToT mapkep), vimentin, HBME-1 (CC Herat1BHbI K 3TOMy MapKepy,
[2]), S-100 (e cpearem B 30 % cnyuyaes CC, akcnpeccus MOXKeT
6bITb hOKYCHOM UK auddy3HoM), desmin (Kak NpaBuo, HeraT1e-
Has akcnpeccus B CC), smooth muscle actin (0—4 % nosutueHOM
akcnpeccuun B CC). To ecTb, Tonbko Habop cneuuabHbiX UMMYHO-
NIOTMYECKHUX MapKepoB obecneunBaeT BbICOKYIO [OCTOBEPHOCTb
[AMarHo3sa cMHoBManbHoW capkombl. K Hefloctatkam UMMyHOrMCTO-
XUMHUUYECKOTO UCC/IEef0BaHWUS MOXKHO OTHECTH 3HAUYWTESNIbHYIO TpYy-
LOEMKOCTb MeTOAa, a TaKKe HeoBXOAUMOCTb UCMONb30BAHHWSA LUK~
POKOM MaHenu AOPOrocTosiiMX PeaKTUBOB-MapKepoB (He MeHee
5—6). K ToMy >ke pa3sivyHble y4acTKW CHHOBHa/IbHOW CapKOMbI, KaK
NPaBK/IO, [EMOHCTPHUPYIOT KaK pa3/iMuHyto MHTEHCMBHOCTb 3KCMPEC-
CHK, TaK W ee pasHbli TUN (POKYCHbIN, AU Y3HbIN) Ha pa3Hble Uc-
no/ib3yeMble MapKepbl, 4TO 3aTPYAHSET NPaBUIIbHYIO TPAKTOBKY NO-
JyYeHHbIX Pe3y/IbTaToB.

B HacTosiee Bpems 6onee uem B 92 % cnyuaes CC noboi no-
Kanusauuu npu ucnonb3oBaHuu Metoga RT-PCR ans uutoreHeTu-
UECKOro aHa/M3a OMyXOJIEBbIX K/IETOK BbISIBJISETCA XapaKTepHas
reHeTMuecKas nosioMKa — XpOMOCOMaJibHasi TPaHC/IOKaUmWs B 06-
nactu t(X; 18)(p11; q11). Kpome Toro, npaktuyecku Bcerga B ciy-
uasax MoHodasHoi CC obHapy»uBaeTcs cnusHue (fusion) SYT re-

Ha ¢ SSX2 reHom, a B ciyuasx asyxdasHoi CC 06bluHO causHHe
Bo3HuKaeT B obnactn SYT-SSX1 renos [9, 10, 12, 14, 15]. 311 xpo-
MOCOMaJIbHble U reHHble abeppauyu pacCMaTpUBAIOTCA Kak naTor-
HOMOHMYHbIN NPU3HAK (2BCONIOTHBIN KPUTEPHIA) Pa3BHUTHS CUHOBHASIb-
HbIX capkoMm noboi nokanusauuu [9]. K coxxanenuio, atn Metoppl
UCCNeLoBaHWS HaM NoKa HeAOCTYMHbI.

Boieoabi. CuHOBWanbHas capkoMma nespbl SBASETCS KpaiHe
PenKWM BUAOM NaTosIOrMK MIEBPasbHOW MOMOCTH, TEM HE MeHee,
HEOOXOAMMO YUMTbIBATb CYLLECTBOBAHWE TAKOrO TWMa OMyXO/H B
cnydasx AaudpdepeHLManbHOM AMarHOCTUKM MEepPBHUYHbIX BepeTe-
HOK/IETOUHbIX OMYXOJ/IEN NIEBPbI.

JlnarHoctuyeckuin anroput™ Ha atane BepUdMKaLmMu rucToso-
rMYECKOro THMa OMyXO/W AOJIXKEH BKAOUaTb, KPOMe CTaHAAPTHbIX
0BLLENPUHATBIX OKPACOK, LOMOHUTENbHBIM Habop (naHenb) Mmy-
HOFUCTOXMMHUECKMX MApPKEPOB A/l CAPKOMATOMAHbBIX OMyXONew.
[lns yTouHeHus aMarHosa CMHOBWANbHOM CapKOMbI KpaiHe kefa-
TE/IbHO MPOBEAEHUE LUTOrEHETUUECKOrO aHaM3a HoBOOBpa3oBa-
HUSI, pe3y/ibTaTbl KOTOPOrO SBAAIOTCH aBCONOTHBIM AHArHOCTHYEC-
KWM MPHU3HAKOM 3TOrO FMCTOIOMMHYECKOTO THMa HOBOOOPA30BaHHA.
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