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'"HanmoHaibHasi MeJMIMHCKAS aKaeMus MoCceauIioMaoro oopazosanus um. [1.J1. Illynmuka, Kues
HamuoHaJbHbIii MHCTUTYT paka, Kues

HEXPOMA®OUHHbIE MAPATAHITIMOMDbI
CPEOOCTEHUA

MaparaHrnuomMbl cpefocTeHUss — pefkue, o6UNbHO BacKynsapu3MpoBaHHble
onyxonu us xpoMadgdurHHoOM TKaHN NapaaopTanbHbIX raHrnmeB. ABTOPbI pacno-
naratoT co6cTBEHHbIM OMNbITOM 06CNeA0BaHUSA U Nle4eHUs 26 NaLMEHTOB C BHYT-
purpyaHbiMn HexpomadPUHHLIMU NaparaHrnMoMamMu, U3 KOTopbixX y 24 onyxonu
JloKanusoBanuch B nepegHeM cpefocteHUN. PaavkanbHble onepawn BbINOMHEHbI
13 naumeHTam, nannnaTtnBHble — 2. Bnepsble NnpMMeHeHa BHyTpuapTepuanbHas
pervoHapHas Xummuorepanus Kak B Ka4yecTBe HeoafbloBaHTHOro, Tak U camo-
CTOATEeNbHOrO NeyeHus. AHanu3 co6CTBEHHbIX HabNoAeHUI NO3BONUA cAenaTtb
cnepylowMe BbIBOAbI: MPOTUBOONYXONeBas XMMuorepanus, ocCoO6eHHO npu
BHYTpuapTepuanbHOM BBe,eHUM, OKa3biBaeT BbipaXKeHHOe le4ebHoe AencTBUue;
Haubonee 3¢pHeKTUBHO KOMMIEKCHOe NleYeHne ¢ HeoaAbloBaHTHOM XMMMUO-
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Ny4yeBOW Tepanuemn.

BBEOEHUE

HexpomadduHHBIE MaparaHIIMOMBI
(I1T), n3BeCTHBIE TAKKE KAK XEMOJIEKTOMBI,
MOTYT UMETh PA3IMIHYIO JIOKAJIU3AIUIO.
HauGonee yacto ux BBISBISIOT B 0071acT
KapOTUIHOTO IJIOMYCa, SIPEMHOM SIMKH, Op-
OUTBI, CTMHHOMO3TOBOM KaHaJIe, CPeTHETO
yxa, B 3a0pIOLIMHHOM NIPOCTpaHCTBe. Bme-
CTe C TeM UMEIOTCsI COOOIIEHMSI O DoJiee pefl-
KO VX JIOKQJTM3AIVK: M TOBUIHAS XKeJe3a,
MOUEBOM My3bIPb, TIPEACTATEIbHAS XKele3a,
MOAB3IOIIHAs 00JIacThb, JIETKOE, CEepAlle,
cpenocreHue |2, 3,4,9,22,23, 24]. OcobeH-
HOCTBIO 3THX OIyXOJIel CYMTAEeTCs UX CIIO-
COOHOCTb K MYyJbTU(OKATbHOMY pOCTY [7,
8, 13, 21]. Yaite 31 onyxoJu uaroraTuie-
CKHe, HO B JIUTepaType OMMCaHbI CeMeiHbIe
cJlyyau, KOTOpbIE COCTaBISAIOT 7—9% Beex
[1I", HaclemyloTCsl OHU TI0 ayTOCOMHO-/I0-
MUHaHTHOMY Tty [19, 21]. B 3101 CBSI3M
JIOJIKHO OBITh PEKOMEHIOBAHO KIIMHUUYECKOE
¥ PEHTTEHOJIOTUYECKOE 00CIIEIOBAHNE POII-
CTBEeHHMKOB TanueHTa [19].

IIT" — omyxonb, UcXonsias U3 TKaHU
HEPBHBIX I'PeOEIIKOB, KOTOPhIE pa3BUBa-
JOTCSI B CUMITaTUYECKUX TMaparaHTIusX.
ITo xnaccudpukanuum BO3 II' BKIIoOYeHBI
B TPYIIY MaparaHrJiuoM M TJIOMYCHBIX
onyxoneit. Tepmun «[1I'» mpumeHsier-
csl, TJIaBHBIM 00pa3oM, MO OTHOULIEHUIO
K OIyXoJisiM U3 HexpoMmadhGUHHBIX Mapa-
TaHTJIMEB. DTU OMYXOJIM Ha3bIBAIOT TaKXKe
3epPHUCTOKJIETOYHOM, aTbBEOJIIPHON OITy-
XOJIbIO, KApLUIMHOUAOM, HexpoMahGruHHOI
[T, xemonexTomoli. bim3ocTh KieTok
[T x HEepBHBIM KJIEeTKaM U BOJOKHAM
CBMIETEJICTBYET HE TOJIBKO 00 UX FeHETH-
YECKOM, HO M (PYHKIIMOHAJIbHOM POJICTBE.
IIpennonaraercst, uro HexpomadGUHHBIE
IIT" cexpeTupyOT NOJIMNENTUAHBIE TOP-
MOHBI, He SIBJISTIONINeCs KaTeXoJJaMUHAMMU.

Buytpurpynnsie I1I7, nokanusytoiumecst
TPEUMYILIECTBEHHO B CPEIOCTCHNU — PEIKKE

OITyXOJI1, OTJIMYAIOTCSI CJIOKHOCTBIO I00TIepa-
IIMOHHOW IMArHOCTHKY 1 BHIOOpA a7IeKBATHOTO
MeTojia JIeYeHHs TIPY HaJIMIMU PacripocTpa-
HEHHOTO MH(MUIBTPUPYIOLIETO PocTa.

Pasmep u nokanmmuzanus II cpenocte-
HUSI BapuabesibHbl, OHU PEAKO TOCTUTAIOT
GOJBIINX Pa3MepPOB, MPEUMYIIECTBEHHAS
JIOKQJIM3alIAs 3TUX OIyXOJIeld — TiepenHee
CpenoCTeHNE, TIIe ICTOYHUKOM UX Pa3BUTHS
SIBJISIIOTCS TIapaaopTaibHble CUMITATHYEC-
Kkue ranrmi [ 1]. OmHako ecTh COOOIIEHUST
o nokanuzauuu [1I7 B 3amHeM cpenocTeHnu,
MPOUCXOASIINX, TTO-BUAMMOMY, U3 Mapa-
BEPTEOPAIbHOM 1IETMOYKH CUMIATUYECKUX
ra”mues [2, 9, 17].

Mukpockonuyeckoe crpoenue [T io-
0Ol JIOKaJM3aluM OOHOTUITHO. B 3aBu-
CUMOCTH OT TPYNMIMUPOBKU KJIETOK, KO-
JINYECTBA CTPOMBI U COCY/IOB BBIIESIIOT
aJIbBEOJISIPHBIN (aJIbBEOJIIPHO-TPaOEeKYJIsIp-
HBII), TpaOeKYJISIPHBIIA, aHTMOMATO3HBII
U conuaHbli BapuaHTel [117. DT BapuaHTbI
4acTO COYETAIOTCS B OHOM 1 TOM XKe OITyX0-
JIK, HO OOBIYHO TIpe0b1agaeT OMUH U3 HUX.

3JI0KaueCTBEHHbI BapUaHT OIyXOJIH,
T10 PacrpoCcTpaHEHHOMY MHEHHIO, OTMEYAIOT
penko [17, 21, 25], xapakTepu3yeTcsl BbIpa-
KEHHBIM MH(MWIBTPUPYIOIIMM POCTOM. Me-
TacTtasbl 3okadectBeHHOM [1I" mostBisTIoTCSt
OTHOCHTEJILHO TTO3HO, BHAYaJIe B pETMOHApP-
HBIX JIMM(DATUIECKUX y371aX, 3aTeM OBbICTPO
HaCTyIaeT FTeMaTOreHHOE MeTacTa3upOBaHuUe.
OnucaHbl HaOMIOAEHUS 3]I0KAYECTBEHHBIX
I1TI" c HaMMYKeM MHOXKECTBEHHBIX OPTaHHBIX
MeTacTa30B, BKJIIOYast JIETKOE, ITeUeHb, KOCTH,
TOJIOBHOI MO3T, opouty [15, 24, 25,].

IMo muenuto B. Baysal u coaBTopos [7],
KpuTepuii 3nokadectBeHHOCTH [1I" 0OCHOBBI-
BaeTCsl Ha KITIMHUYECKOM IPOrPeCCUPOBAaHUUT
3a0oJieBaHMs OoJjiee, YeM Ha THCTOJIOrMYe-
ckoii kaptuHe. I1I" 6e3 KJIleTouHOM aTUIUu
MOXET MeTacTa3upoBaTh B PerMOHapHBIE
JTuM@OY3JIbl UM OTHAJICHHBIE OpPraHbl
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MyTeM IeMaTOTeHHOTO PaclpOCTPaHEHMUS,
XOTsI MeTacTas3bl OTMevaroT penko. ['pyra
aMepUKaHCKUX aBTOpoB [16] uccienona-
JIM aHTUOTEeHe3 TIpU (PeoXpOoMOIIMTOMAX
u [1I' m npunumM K 3aKIIIOYEHUIO, YTO BbI-
pakeHHast COCYMCTasi CEThb OITyXOJIM KOppe-
JIMPYET C UX CITIOCOOHOCTBIO K MHBA3UBHOMY
POCTY M aHTUOTE€HE3 OITYyXOJIM MOXET ObITh
KMCIOJIb30BaH MJIs OLIEHKU BEPOSTHOCTHU
3710KayecTBeHHoro noseaexnus [T

Ilpu HanTUYUKM B CPENOCTEHUHU HE-
xpomadduHHON HecekpeTupytomeit I1T,
XapaKTepU3YIOILEHCs TOKATbHBIM POCTOM,
KJIMHUYECKUE TPOSIBIICHUST OTTYXOJIM OGB4~
HO MUHUMAaJIbHbIe U 3a00JIeBaHUE BBISB-
JISTIOT CJTy4daifHo rpu KommbiotepHoit (KT)
WM MarHUTO-Pe30HaHCHOM ToMorpaduu
(MPT), mpoBOIMMBIX TIO TIOBOAY IPYTUX
3aboneBanuit [12, 18, 21].

Bpibop seyeOHON TAaKTUKU TPU
Hexpomadbunnbix [1IN cpenocreHust 06-
YCJIOBJIEH KOHKPETHBIMU OObEKTUBHBIMU
JNaHHBIMU. PagukaibHOe XMpYpruyeckoe
ylaJleHUe OCTAeTCsl CTAHIAPTOM JIEUCHMSI
M3-3a YIpo3bl 03JI0KAYECTBICHUSI OMYXOJIU
M HU3KOW YYBCTBUTEJIBHOCTH K XUMMO-
W aydeBoit Tepanuu [26]. OCHOBBIBAsICh
Ha aHajJIu3e COOCTBEHHOTO MHOTOJIETHErO
KJIMHUYECKOTO OMNbITA M JaHHBIX JUTE-
paTypbl, Mbl TIOCTaBWJIM 3a/a4yy OLICHUTD
pe3yabTaThl Pa3IMYHBIX JIEYEOHBIX MOMI-
XOIIOB U OTIPEICIUTh ONTUMAJIbHBIN METOT
JIeYEeHMSI MALIMEHTOB CO 3JI0KaYeCTBEHHBIMU
[T cpenocTenus, a Takke YCTAHOBUTH
OCHOBHBIE TIPOTHOCTUYECKHE (haKTOPHI
M3y4aeMoil KaTeTOpUM TTallUeHTOB.

OBBEKT U METOAbI

UCCNEOOBAHUYA

B otnmenenun oryxoseit opraHoB Tpy-
HoW nojiocty HalroHanbHOro MHCTUTYTA
paka B 1968—2010 rr. HAXOOWJIUCH MO Ha-
GrmoneHreM 26 GOBHBIX C BHYTPUTPYIHOM
Jokaymzaneit [, n3 KoTopeix 25 — ¢ JloKa-
JM3alyen B cpeqocTeHuu (24 — B epeqHeM
u 1 — B 3amHeMm).

OTMeueHO NMPUMEPHO OJIMHAKOBOE pac-
TpefesieHre OONbHBIX IO MOy — 14 KeHIIH
u 12 MyxxuuH. Bo3pacTt manueHToB cocTaB-
st 14 et — 74 rona. Bee 60o1bHBIE MpOLILTA
MOJIHOE KIIMHUYEeCKOe 00C/IeI0BaHUE C LI~
POKUM TMPUMEHEHNEM MHCTPYMEHTATbHBIX
MeTonoB, BKmouasi KT, sHnockonuueckoe,
(byHKIIMOHATBHOE U LIUTOMOPdOIOrIecKoe
uccaenoBanus. JluarHoctuyeckue orepa-
11K (TmapacTepHaIbHas METUACTUHOTOMUSI,
TOPAKOTOMMUSI, OMOTICUST YBETUYEHHBIX T1e-
pudepryecknx JTUMQOY3I0B) BBITOTHEHbBI
13 6onbHBIM. Y 10 13 HUX BeprduLIMpoBaHa
3nokavectBeHHas I1I'. TpaHcTopakaibHas
MyHKIMOHHAsI OUOTCHS OMYXOJIM JJISl LIU-
TOJIOTMUYECKOT0 UCCIIEIOBAHMS POM3BEICHA
13 mauueHTam.

XUpypruueckoe BMeIaTeIbCTBO MPe/-
MpUHSITO y 17 manueHToB, u3 HUXy 12 ome-
parusi GbUIa COCTaBIISIIONIEH KOMILIEKCHOTO
WM KOMOMHUPOBAHHOTO JieueHusl, y 3 —
KakK CaMOCTOSITeIbHOE JiedyeHre Uy 2 3a-
KOHYMJIACh IPOOHOM TOPAaKOTOMMUEIA.
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KomOuHMpoBaHHOE JieueHKe, BKITIOYaB-
111ee MpeoNepalviOHHYIO JTyYeBYIO TEparuio
M OIepaluio, MPoOBeIeHO 6 MalKreHTaM.
KoMmrmuiekcHoe JiedeHue moaydmin 6 ma-
LIMEHTOB (B TOM YMCJIE€ HEOAABIOBAHTHYIO
XMMHOTepanuio), 3 — B COYETaHUU C Ty4eBOM
Tepanueil. Y 5 u3 aTux O0JbHBIX IPUMEHEeHa
METOIMKA BHYTPUAPTEPUATLHOTO BBEICHUS
TIPOTUBOOITYXOJIEBBIX XUMHUOTIPETIAPATOB.

BoJbHBIM ¢ HATTMYMEM OTHAIEHHBIX Me-
TaCTa30B MTPOBOIWIIY NMAUTUATUBHOE JIeYCHUE:
4 — Jy4eBYIO TEPaIio, S — TOJIBKO TTOJIMXU-
MHUOTEpAImIo.

PE3YJIbTATbI

U X OBCYXXOAEHUE

BonbimHceTBo natvientos (17 (65,4%))
MOCTYIWIN B KIIMHUKY C PACIpOCTpaHEeH-
HBIM OIyXO0JIeBbIM TIpotieccoM, Y 8 (30,8%)
BBISIBJIEHBI TUCTAHTHBIE MeTacTa3bl (y 4 —
B LUEHHO-HAIKITIOYMYHbIE TUM(OY3IbL, y 4 —
B JIETKOE, TIJIEBpY, ¥ 2 — B KocTH). OmHaKo
OT/IeJIbHBIE IUTEPATYPHbIE COOOIIEHNS CBU-
TIETEeNIbCTBYIOT, UTO MeTacTasbl rpu I1I" otMme-
YaloT penko — okojo 5—10% ciy4daes [8, 9].

Bbonbhbie [T cpenocTeHust ObuTH pacmpe-
JIeJIeHBI [0 KITMHUYECKUM cTaausiM: | cranust
(TINOMO) — 1, II cramus (T2NOMO) — 5,
111 cramust (T3NOMO) — 11, IV cranust — Ha-
JIM4Yre OTHaJeHHbIX MeTacTta3oB (M1) — 8 u
(T4N2MO0) — 1.

Kianyaeckast kaptuHa HexpoMmahuH-
Hoii [1I" cpepocTeHust 3aBUCUT OT CTETICHU
pacrpoCcTpaHEHHOCTH OITyXOJIH, €€ JIOKAJTN -
3al[MU U CITOCOOHOCTU K MHMUIBTPUPYIO-
uiemy pocty. [1pu 3moKkauecTBEHHBIX Bapu-
anrax [1I", mokanu3ytonmxcs B epenHeM
CpeNOCTeHUH, TIPEBATMPYIOT CUMITTOMBI
KOMIIPECCUOHHOTO CUHAPOMA, BKIIIOYast
CUH/IPOM CIIaBJIEHHUsI BEPXHE MTOJIOi BEHBI,
YTO OTMEYaIM y OOJIBIIMHCTBA HabIo1ae-
MbIX HaMu TauueHToB. [1T7 cpenocTeHus
MOTYT OBITh JIOKAJbHO MHBa3UBHBIMHU,
npopacraTb aOpTy U €€ BETBU, JIETOYHYIO
apTepuio, epuKap, Cepte, 4To 00yCcIoB-
JIMBaeT KIMHUYECKYIO CUMITTOMATHKY.

W3 cyOBeKTUBHBIX CUMIITOMOB, HanbO-
Jiee YacTo 3aCTABJISTIONIMX HAIIIMX MTAlleHTOB
o0palaThest 32 MEIULIMHCKOM MTOMOIIIBIO,
oTMevasv 00JTb B TPYIM, 33 TPYIMHOM B 00J1a-
ctu cepaua (y 23). M. Brown u coaBtopsl [7]
onucanu ciaydaii [1I7 mepegHero cpemocte-
HUS, BBISIBJIICHHOU TP KOPOHAPHOM aHTH-
orpacuu, MPOU3BEICHHOI MO TIOBOIY aTH-
MUYHOI 60U B 00J1aCTH cepala U OIbIILKH.
KpoBocHaGXeHue OITyXOJI OCYLIECTBIISUIOCH
BETBSIMU KOPOHAPHBIX apTepUil.

OCHOBHBIM METO/IOM paclio3HaBaHUs
OIYXOJIM OCTAETCs PyTMHHOE PEHTTEHOJIO-
ruyeckoe MccieoBaHKe, MO3BOJISIONIee
OMpene/uTh HaJIu4Yue MaToJIOTnYecKon
TEHU B CPENOCTEHUU, MPEUMYIIECTBEHHO
B TepeHeBepXHEM ero otaene. PasMepsl,
KOH(pUTypalusi U JJoKaau3alus TeHe-
006pa3oBaHMsl BO MHOTOM O0YCJIOBITUBAETCS
TUIIOM POCTa OIYXOJIU — WHKAICYJIU-
pOBaHHBIM (HOOPOKAaYECTBEHHBIM) WMJIN
VHOWIBTPUPYIOILUM (3JI0KAYECTBEHHBIM).
s nobpokadectBeHHbIX [1I" xapakTepHO

HaJIM4re OJHOCTOPOHHE PACIOJIOXEHHON
napaMeIuMacTUHAJIbHON TEHU, OKPYIJIOM
WJIA HECKOJIBKO MPOA0JITOBaTOM (hOpMBI,
cpenHell MTHTCHCUBHOCTH, C POBHBIMM YeT-
KM KOHTypaMu. B 60KOBoOIf mpoeKknmn
TITI" nokanu3syoTcst BOJIU3U AYTU aOPThI,
3aHUMasl TIepeaHNi WU MepeaHecpeTHui
OTIEJNIbl CPEAOCTEHUSI, PEIKO — 3aaHEro.
3noxkadyectBeHHbIe [T 00BIMHO pacmosioxe-
HbI 32 TPYIMHOM, CPEIMHHO, 00YCIOBIMBAsI
PEHTIEHOJIOTMUECKU OTPeIesIsIeMOe PaCILIv -
peHUe CpeIMHHOM TeH! B BEPXHEM OTHEINe,
KOHTYPBI TCHU YE€TKHE, MECTAMU HEPOBHBIE.

KT unu MPT cpenocreHust mo3BoJisi-
10T OTPENEIUTh UCTUHHOE PACITOJIOXEHUE
OMYyXOJIM, BOBJICUEHNE B MAaTOJOTUYECKUI
MPOLECC COCETHUX CTPYKTYp M aHATOMMU-
YeCcKUX 00pa3oBaHU.

CrneuudUYHbIM HUCCIeOBaHUEM IS
II aBnsercs cuuHTurpadus ¢ 1'2- uaun
13'-meraiton6ensuiryanuauiom (MIBG-
cuuHTUrpadus). MIBG HakammBaeTcs
3HAYUTEJIBHO OOJIBIIIE B 3JI0KAYECTBEHHBIX
I1I" no cpaBHEeHUIO ¢ 10OPOKAUECTBEHHbI-
MU, obecrieurBasi TeM CaMbIM TUATHOCTH-
YyecKUii Kputepuii andbepeHIMPOBKY 3TUX
omyxouteii [18, 26]. MIBG-cuunturpadus
B couetannu ¢ KT obecrieunBaeT aHaToMu-
YecKyIo U (GYHKIIMOHAIbHYI0 UH(GOPMALIUIO
C XOpOIlIei 4yBCTBUTEIBHOCTHIO (80—90%)
u criemduaHocThIo (95—100%) [18].

JoonepallMOHHBIN AMArHO3 Bepudu-
HUPYETCS IIUTOJIOTUIECKUM M TUCTOJIO-
rMYEeCKUM UCCJIeIOBaHUSIMU MaTepuaa,
MOJIyYEeHHOTO TPU UTJI0BO OGUoNCcUu
OIYXOJIM WJIM TPU MEAUACTUHOCKOIIUMU.
ITo muenuto R. Rana u coaBTopos [20],
npu auarHoctuke [T noctaTouHo yoeau-
TEJbHBI LIUTOJOTMYECKUE OCOOEHHOCTH.
OfHaKoO MPU LMUTOJIOTMYECKOM UCCIIen0-
BaHWUM MaTepuaia MyHKIIMOHHOM! OMOTICHI
omyxoJin y 13 Halmx nalueHToB HU B Of1-
HOM CJiyyae He YCTAHOBJIEH MPaBUJIbHbIN
Mopdonornyeckuii nuarno3 II. JIumb
y OIHOM MAalMEHTKU P UMMYHOTHCTO-
XMMUYECKOM MCCJIeIOBAHUM MyHKTaTa
OIyXOJIX Obljla TMarHOCTUPOBAHA 3JI0Ka-
yecTBeHHas [1T.

Xapaktep pocta I1I" npenonpenensier
BO3MOXHOCTb paguKaJbHOTO €€ yaajie-
Husl. [To MHeHUIO GOJIBIIMHCTBA aBTOPOB,
neuenme [I' cpenocteHUst MOKHO OBITH
XUPYPTUUYECKUM, 32 UCKITIOUEHUEM 3J10-
KauyeCTBEHHBIX BaApMAHTOB C HaJIUYUEM
OTHaJeHHBIX MeTacTa3oB. [1pu MHOMIb-
TPUPYIOLIEM POCTE OIYXOJIM U MOIPACTAHUU
€€ K MarucTpajbHbIM COCyIaM, Cepaly,
Tpaxee palKaabHOE ylaJleHUe OKa3bIBaeT-
Csl HEBO3MOXXHBIM MJTH COTIPSIKEHO CO 3Ha-
YUTETbHBIMU TEXHUYECKUMU TPYIHOCTIMU
1 BEPOSITHBIMM TSIXKEJIBIMU MHTpaoriepa-
UMOHHBIMU ocioxHeHussMU. C. Andrade
¥ coaBTOpsI [5] onucamum ciryvaii 1T, mo-
KaJu3ylolleiicss B a0pTOIyJIbMOHATbHOM
OKHE, XMPYPruueckoe ynajieHue KOTopoi
OCJIO)KHUJIOCh MAaCCUBHBIM KPOBOTEUYEHM-
€M, OCTAaHOBJICHHBIM TOJIbKO TaMITOHAI0M
mieBpanbHoit mosoctu. K.S. Williams
1 coaBTopbl [27] npencraBuiu Habone-
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nHue [1I" cpenHero cpeaocTeHus1, pacipo-
CTpaHsIBIIeHCS MHTpanepukapanaibHO,
TUIOTHO CPpalleHHOH ¢ A0PTOMl y OCHOBaHUS
paBoii KOpoHapHOI apTepuu. BeineneHue
OIYXOJIM OCJIOKHUIJIOCH OCTPOI MAaCCUBHOM
reMopparuei 10 4 J KpoBH.

M3 26 Ha1mx GOIbHBIX pa3IMIHbIE METO-
bl JIEYSHUs TIpennpuHsTH y 24. Onepaumu
BBITIOJTHEHBI |7 GOJIBHBIM, M3 HUX pauKallb-
Hble — 13, najuiMatuBHble — 2 U MPOOHBIE
TopakoToMun — 2. M3 uncia pagukaabHbBIX
onepaiuii y 7 malueHTOB BMeCTe C yaaje-
HMEM OIyXOJIM MPOU3BEACHA PE3EKIIMs CO-
CeTHUX aHATOMMYECKUX CTPYKTYp (JIerkoe,
nepuKapi, JieBasl IJiederoJoBHas BeHa).
JIuib y 3 GOBHBIX JIeueHUe OrPAaHUIMIOCH
CaMOCTOSITEJIBHOM PalKaTbHOM Oneparyiei.
KombunupoBaHHoe JieueHue (Ipenorepa-
LIMOHHAs JIydeBasi Teparusi U oriepariusi)
MPOBEICHO 6 MalMeHTaM UM KOMILIEKCHOe
JieyeHHe (HeoaablOBAaHTHASI XUMHUOTEPAIust
WM XUMHUOTEPAIUsl B COUETAHUU C JIydye-
BOi1) — 6 60IbHBIM. OCIIOXHEHUIA BO BpeMst
M 1ocJie onepaluii He OTMEUEHO.

Ilo muenuto M. Brown [7], mpomoi-
SKUTEJTbHOCTD KU3HU OOJIbHBIX HE 3aBUCUT
Jnaxe OT paagukKajlbHOCTU (MOJIHOTO WU
vactuyHoro) ynanenus [1I" u cocrasmuser
3—13 ner. B HabmomeHun aBTOpa IIOCIIE
yactuuHoro ynaneHnus I1I' cpemocteHust
OOJIBHOI XU B TeueHue 14 jer 6e3 mpo-
rpeccupoBaHus 3abojeBaHus. B Habmome-
Huu L. Mancini u F. Roncaroli [17] 6ob-
Holi co 3nokauectBeHHo [1I" cpenocTenust
OBLI >KUB Yepe3 27 JIeT Iociie XUpypruaecko-
ro yaajeHus onyxoiu. Bmecre ¢ tem, ume-
JOTCSI COOOILIEHUSI O Pa3BUTUM METACTa30B
OCJIE TOJIHOTO YAAJIeHUS OMYXOJIU CITyCTSI
IIATeIbHBIN niepuon [20].

OTHoOLIEHKE K JIy4eBOW Tepanuu npu
HeonepabenbHbix 1" mpoTBOpEeUYnBO —
OT OLIEHKM MeTona Kak 3¢ deKkTuBHOTO,
MO3BOJISIIONIET0 aBTopaM [2] peKOMeH-
JIOBaTh BKJIIOYEHUE O0JIydeHUsI B KOMOM-
HUPOBaHHOE JIeYeHNE 3JI0KaUYECTBEHHBIX
[T, no HeratuBHoro [25]. Ham npen-
CTaBJISIETCS BO3MOXKHBIM O0bSICHUTH CTOJIb
MPOTUBOPEUMBBIC CYXICHUSI pasHOOOpa-
3ueM ructosornyeckux tunos [1T. Uc-
XOJS1 U3 HAUIUX HaOJIOAEHUN, MOXHO
OTMETUTh YMEPEHHYIO UyBCTBUTEJIbHOCTD
[T x myyeBoit Tepanuu. Y G6OJbIIMHCTBA
0OJIbHBIX, KOTOPBIM OblJla MpoBeneHa
JlydeBasi Tepamnusl B KauyecTBe IMpemolie-
pPallMOHHOTO WJIU CAMOCTOSITEJIbHOTO
JIEYSHHUSI, BBISIBJIEHO MPOTPECCUPOBaHUE
OMyX0JIeBOTO pocTa. JIuuib y ogHOro
60JILHOTO TOCJIe PAAMKAIBLHOTO YAAJIeHUS
II" c npenonepallMOHHOM JyuyeBOW Tepa-
Mueil He OTMEYEeHO MPOrpecCupoBaHUs
OITyXOJIX B TeueHue 4,7 rona, S manueHToB
yMepJy OT MPOJIOHTaUUU 3a00JIeBaHUS
B CPOKHM OT 5,5 no 48 Mec, cpenHsisi mpo-
JOJIKUTEIBHOCTD MX XU3HU TOCIIEe Jieve-
Hus coctaBuia 32,7 mec. [Tocne mpooHOIM
TOPAKOTOMUM C TMpenorneparMoHHON
JIy4eBOUM Tepanuei malueHTKa MpoXuiaa
6osiee 3 JeT, ellle OAHA MallMEHTKA MO-
cJie MaJJIMaTUBHOTO YAAJIEHUs OMYXOJu

C Mpeji- ¥ MocJieoNnepalioOHHbIM 00Jyde-
HHUEM cpeaocTeHMs xKuta 21 mec.

O npYMeHEeHU Y XMMHOTEParuu B iede-
HUM 3710KauecTBeHHBIX [1I" umerotcs enu-
HUYHBIe coobieHus [2, 15, 25]. A. Argiris
U COaBTODHI [6], MIpUMEHSIST TPU MeTa-
cratudeckoit dopme I1I" xummnorepanuio
uukiodochanom, 10KCOpyOMLIUHOM
M 1aKapOa3MHOM, OTMETUJIM BbIpaXXeHHOE
KJIMHUYECKOE YJy4IllIieHUue, HO MPU 3TOM
He BBISIBJIEHO 3HAYUTEJbHBIX U3MEHEHU I
onyxosnu Ha KT; manueHT Habronancs 6e3
nporpeccupoBaHus 3aboaeBaHus 24 mec.
BpeMeHHoe ynyudlieHue J1abopaTOPHBIX
JIAHHBIX ¥ yMeHbleHue Ha 20% pa3MepoB
METacTa30B B [T€YEeHH B pe3yJIbTaTe MpuMe-
HeHus nuKiodochaHa, BAHKPUCTUHA U 1a-
Kapba3uHa y 60JIbHOTO 3JI0Ka4eCTBEHHOMN
metactasupytomeii [T ormeuanu S. Kimura
¢ coaBropamu [15]. ITo onwiTy H. Huang
1 coaBTOPOB [14], MpUMEHSBIIUX 3TOT
PEKMM XMMHUOTEPANUHU Y TALUEHTOB CO 3710~
kavyectBeHHbIMU [1T, mosydeH yoenuTeb-
HBII MTaJUIMAaTUBHBIN 3G dEeKT ¢ MenrnaHoi
BBDKMBaHUS 3,3 roga.

IMo HammM HaGTIOAEHUSIM, TTOJIOXHU-
TeJIbHBIA HEMOCPenCTBEHHBIN 3 dekT
M JIy4IIue pe3yabTaThl 6e3pelnauBHOTO
BBXKMBaHUA 00JbHBIX ¢ 1" momydeHbl
OT MPOBOIUMOTIO JICYEHHUsI C XUMUOTEpa-
nueii. 3HaunuTeJIbHOe YMEHbIIIEHWE Bbipa-
JKEHHOCTM KaK KIMHUYECKUX CHMIITOMOB
KOMIIPECCUOHHOTO CHHIpoMa (BKIIOYast
CHH/IPOM C/IaBJICHUSI BEpXHEH M0JI0i BEHBI),
TaK M PEHTIeHOJIOTUYECKU PErucTpupye-
MBIX Pa3MEpOB OIYyXOJIU B CPEIOCTEHUHU,
ObLJIO TOCTUTHYTO B pe3y/bTaTe MPOBOIM-
MOW BHyTpUapTEpUaAIbHON pETMOHAPHOU
MOJUXUMUOTEpANUU. 310KaueCTBEHHast
IIT y GonplMHCTBa OOJBHBIX OKa3ajlach
YYBCTBUTEJIbHON K XUMMOTEpATUU, MPO-
BOAMMOM HECKOJbKUMU OJIOKAMM, BKJITIO-
YaBIIMMU IUCTIIATUH, IUKI0odochaH,
BUHKPUCTUH U aKapOa3uH, ¥ OTAETbHBIX
MalueHTOB 100aBAsSIIN TOKCOPYOUIIUH
uu nactel. [1poaoKUTeIbHOCTD XU3HU
MalMeHTOB MOCcje MPOBEIEHHOTO KOMII-
JIEKCHOTO JICYEHHUSI C UCTOJIb30BaHUEM
yKa3aHHBIX XMMUOTPEINapaToB COCTaBUIIa
ot 23 Mec no 7,7 rona, 4 GOJBHBIX MPO-
nmoJokatoT Habmonarbest 3—7 neT. CpenHsist
MPOIOKUTETBHOCTD XU3HU B 3TOM IrpyIiIe
HalKMeHTOB cocTaBmIa 58,3 mec.

IMpencrasisieM OMHO M3 HAIIUX Ha-
omonenuit. bonsHast M., 31 rox, moctynuia
B OT/EJIEHUE ONYyXO0JIeli OPraHOB T'PYIHOM
nosocTty 3.12.2007 1. ¢ IMarHO30M «OITyXOJIb
cpenocteHust. Tumoma?». Ha MoMeHT mo-
CTYIUIEHUsI 00JIbHAST MPEIbSIBIIsLIIA XKATO0ObI
Ha CyXOii KallleJib, OJBILIKY Mpu dhu3nyec-
KOI Harpyske, 00Jib B IPaBOil MOJOBUHE
TPYAHOM KJIETKH, MIOBBIIIIEHUE TeMITEPaTy-
pol Tena 1o 37,5 °C mo Bedepam, KOXHBII
3yn. Js1 BepruduKauyy guar{o3a IBaskabl
BBITIOJIHSUTA TPAHCTOPAKAIbHYIO MYyHKIIM-
OHHYIO OMOIICHIO OTMYXOJU CPEAOCTEHHS,
OJIHAKO, KPOME TaHHbBIX O 3JI0KaYeCTBEH-
HOI1 OITyXO0JIH, YTOYHSIIOIIEeH MH(pOopMan
MoJy4eHo He 6b110. 6.12.2007 1. GBbIJIN BbI-

MOJIHEHBI IMarHOCTUYECKAsI TOPAKOTOMMSI
cripaBa, GMOIICHSI OTYXOJIU, KATeTepU3aLIMsI
00euX BHYTPEHHUX I'PYIAHBIX apTepuii.
Ha ocHOBaHWM AaHHBIX MATOTUCTOJOTHU-
yeckoro (puc. 1) ¥ UMMYHOTUCTOXUMMU-
YeCKOTO WMCCIICIOBAHMUIA, a TAaKXKe JaHHBIX
cniupanbHOit KT, ObUT ycTaHOBIIEH KITW-
HUYECKHUI TUarHo3 «3JI0KauyeCTBeHHast
MaparaHrjimoMa cpenocTeHus». Meractasbl
OMyXoJu B JIUMGbATUYECKUE Y3J1bl KOPHSI
MPaBoro Jerkoro, naparpaxeajbHble JTUM-
aTuyecKue y3Jbl.

C 18 o 21 nekabpst 2007 r. malMeHTKa
TIOJTyYIJIa IIUKJI BHYTpUApTEPUaTbLHOM ITO-
JINXMMUOTEPATTUY 110 CXeMe LIMCIUIaTUH +
snacteT + BUHKpUCTUH. C sHBaps 1Mo Mai
2008 r., ¢ uHTepBaJOM B 3 Hem, OBLIO
MPOBeNEHO ellle 4 LKA CUCTEMHOM TMOo-
JINXMMUOTEPAIiu Mo aHaJIOTMYHOM cXeMe,
TaK Kak KaTeTepbl B 00EUMX BHYTPEHHUX
IPYIHBIX apTEPUSIX ObUIU TPOMOMPOBAHBI,
HECMOTpsI Ha PO UIAKTUYECKYIO rerna-
puHoTepanuio. Kypc mommxuMmorepanuu
0oJIbHAsI TIEpeHeca yAOBIETBOPUTENBHO.
26.05.2008 r. oHa ObLIa IIPOOIEPUPO-
BaHa. BbIMOJHEHO ynajleHue OMyXoJu
CPENOCTEHUS C pe3eKlMell BEepXHE 10au
JIEBOTO JIETKOTO, pe3eKlMeil nmepukapaa,
TOTQJILHOI MenuacTUHaJIbHON JuMdo-
nuccekuueit. [1o 1aHHBIM MATOTUCTOJIO-
rMYEeCKOTO McCIeJOBaHuUsl, yaajJeHHas
omyxoJib — 35okadectBeHHast 1" ¢ BbI-
paXeHHBIM JIe4eOHBIM TTaToMOpPd0o30M,
00BbeM XKU3HECITOCOOHON OIMyXOJIEBO
TKaHu coctaBui 23,7% (puc. 2, 3). Yepes
10 mHeit mocie onepanuu 60JbHasI BBITIU-
caHa B YIOBJIETBOPUTEIbHOM COCTOSIHUU.

Yepes 3 mec, mpu KOHTPOJIbHOM
OCMOTpE, BBISIBJIEHO NPOTPECCUpPOBaHUE
3a00J1eBaHUSI — YBeJMYEHUE LIEeHHO-
HAJIKTIOUMYHBIX TUM@aTUIECKUX Y3JI0B
crnpaBa 10 1,5—2 cMm, conuTapHblii Me-
TacTasz B S5 MedyeHU OO0 5 CM B THaMeTpe.
BrimonHeHa mmpokast TuM@OoarucceKms
IIeiHO-HAAKIIOYMYHON 00JIacTH cIpaBa.
B ynaneHHbIx 1uMdoy3znax MoaTBEpXKISHO
HaJM4Yue MeTacTa3oB 3JI0KaYeCTBEHHOM
IIT. IMpoBeneH LUK MOJUXUMHUOTEpATUU
o cxeme ndochamMun +ma0KCOPYOUIIHH.
B manbHeiimem naiMeHTKa mojydusia S5 -
KJIOB ITOJIMXUMUOTEPATTUH TT0 UIEHTUYHON
cxeMe o MecCTy kuTesbeTBa. 25.06.2009 r.
60JIbHOI ITPOBEIEHO ONEPaTUBHOE BMellla-
TEJIbCTBO IO MOBOJY MeTacTasza B Me4YeHb.
BrinonHeHa pe3ekius S5 medyeHu ¢ MeTa-
CTa30M 3JI0KaYeCTBEHHOM MaparaHrJIMOMbl.
3akJoueHre ruCTOJOrMYECKOro uccaeno-
BaHUSL: B IIeYeHU, IuMbOy3/1ax pa3pacTaHue
Hu3koaudGepeHIMPOBAHHON OMYXOJIU —
3iokavectBeHHas 1T

B HacTosiliee BpeMsl COCTOSIHME Tia-
LIMEHTKU yIOBJIETBOPUTENbHOE, TaHHBIX
0 MPOrpeccupoBaHry 3a00JIeBaHMUsI HET.

HakornieHHbIl COOCTBEHHBII MaTepu-
aJ1 TO3BOJISIET CIEJIATh CIIEAYIOIIME BBIBO/IBI:

1. Hexpomaddbunnas I1I' cpenocreHust
pa3BUBaeTCs ¢ OMMHAKOBOM 4acTOTOM Kak
Yy MYXXUWH, TaK U Y XEHIIUH, HE 3aBUCHUT
OT BO3pacTa MalueHTOB.
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Puc. 2. JleuebHbili naToMopd 03 B BUAE KPYMHOOYAroBbIX HEKPO30B TKaHW OMyXO0Jn.
emaTtokcunnH-303uH; x200
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Puc. 3. JleuebHbili natToMopd03 B BUAE KPYMHOOYAroBbIX HEKPO30B TKaHW OMyXO0Jn.
FemaTtokcunnH-303uH; x400
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2. Y3 26 HaGMIOAABIIMXCS MALMEHTOB
y 25 Oblj1a TUCTOJIOTUYECKU TTOATBEPKICH-
Has 35mokadyecTBeHHas [1I°, yTo mo3BossgeT
HaM He€ COTJAaCHUTbCS C MMEIOLIUMUCS
B JINTEPAType YTBEPKIECHUSIMU O GOJIBIION
PEOKOCTH 3JI0KAaYeCTBEHHBIX BApUAHTOB
T cpenocreHus.

3. YTouHeHHasI JOOTepalliOHHasl Jua-
rHoctuka [1I" cpenocTeHrst OueHb ClIoXHA
¥ BO3MOXHA JIUIIb TIPYA TMCTOJIOTUYECKOM
(MMMYHOTHCTOXMMUYECKOM) HCCIIeN0Ba-
HUU OMOTICUITHOTO WJIM OTNEepPallMOHHOTO
Marepuaa OImyxoJiu.

4. IpeumylecTBEHHAS JTOKAIM3ALIMSI
IIT B cpenocTeHUN — TEpEIHUN OTIEN,
BEpXHMIA 3TaX, B 0OJIACTH IyTH AOPThI M Marv-
CTPaIbHBIX BEHO3HBIX CTBOJIOB CPEIOCTEHUSI.

5. Onst 3nokavectBeHHoit [N cpemo-
CTeHUST XapaKTepHbl UHOWIBTPUPYIOLINI
POCT, BpacTaHUE B COCEAHNE aHATOMUUYECKUE
CTPYKTYPBI, BBICOKASI IJIOTHOCTb BACKYJISIPU-
3alMM, OBICTPBI POCT OIYXOJU U CIOCO0-
HOCTb K METACTa3MPOBAHUIO.

6. BOJBIIMHCTBO THCTOJIOTHYECKUX
BapuaHTOB 310kauecTBeHHOU 1" cpemo-
CTeHHUsI YMEPEHHO YYBCTBUTEJbHBI K MO-
HU3UpylouieMy oosryyeHuo. JIyuepas tepa-
MUSI OKa3bIBACT MAJTMATUBHBIN JIe4eOHBIIT

3¢ dexKT.

7. IlpoTtuBooITyX0JIeBast XUMUOTEPAIIHs,
BKJTIOYAIOIIAsl LMCIUIATUH, BUHKPUCTHUH,
nakap6asuH, uukiodocdaH okasbiBaeT
BBIpaXXeHHOE JIeueGHOe AeiCTBIE Ha 60JTh-
LIMHCTBO BapMaHTOB 3JI0KaUYe€CTBEHHOM
IIT. PeruonapHasi BHyTpuapTepuaabHas
XAMUOTEPAIS SIBIISIETCS METOZIOM BBIOOpa
B KayecTBe MpeIoNepalMOHHOrO JeYeHUs
3nokavyectBeHHOM [1I" cpenocreHus.
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Pestome. [Taparanriiomu cepenocTiHHS — PiKiCHi, T0Ope BaCKYyJIsi-
PY30BaHi ITyXJIMHU 3 XpoMa(iHHOI TKAHWMHM [TapaaopTATBHUX TAHIJIIB.
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y 27 MyXJIMHU JIOKAJTi3yBaJIMCS Y IEPEIHBOMY CEPeIOCTiHHI. PamukaibHi
orepallil BAKOHaHi 13 marieHTaM, najliaTiBHi BTpy4JaHHsT — 2. Briep-
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Summary. Thoracic Mediastinal non-chromaffin paragan-
gliomas are very rare tumors. They can arise from chemoreceptor
at multiple sites throughout the body. The paper presents the personal
experience of the authors in the examination and treatment of 26 pa-
tients with mediastinal paraganglioma, 27 of them were malignant.
The diagnosis was provided by the histological examination of the
surgical specimen. It was the first experience to put into practice
the intraarterial selective combined chemotherapy with significant
clinical effect. Total resection after intraarterial chemotherapy is the
best approach to the treatment of malignant paragangliomas.

Key words: mediastinum, non-chromaffin paraganglioma, che-
modectoma, surgical excision, chemotherapy, radiotherapy.
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