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HpeI(CTaBJIeH peIIKI/Iﬁ KIUHAYCCKUIT cnyqaﬁ — BHeHaI{HO‘Ie‘IHHKOBOﬁ 3JI0Ka4€CTBCHHOM naparaHrjinoOMbl B TaX0BO-TTO/IB3/IOTITHOM
oOmactu. IToka3aHbl BO3MOXKHOCTH JAUArHOCTUKU B ONPEACICHUU PACIIPOCTPAHEHHOCTH IIPOLECCa, METOABI U OLICHKA 3(1)(1)6KTI/IB-

HOCTH JICUCHHA.
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DIAGNOSIS AND TREATMENT OF MALIGNANT PARAGANGLIOMA IN ILIOINGUINAL REGION
S.A. Sedykh, V.V. Teplyakov, S.V. Epifanova, A.V. Bondarev, V.Yu. Karpenko
P.A. Gertsen Moscow Oncology Research Institute, Moscow
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A rare case of extra-adrenal malignant paraganglioma in ilioinguinal region has been presented. Potentials of diagnosis in the
detection of the extent of tumor involvement, methods and assessment of the treatment efficacy have been shown.
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BrenaamoyeuHnkoBas maparaHTJIuoOMa — 3TO
HEHPOIHIOKPUHHAS OMyXO0JIb, KOTOPAsi BO3HUKAET U3
KJIETOK HEPBHOTO Ipedelka, CBsi3aHHast C aBTOHOM-
HBIMH F'AHIIMSIMHU (TIAPAraHIJI|K ), PACIIONIOKESHHBIMU
B J1000i1 vactu tena [8, 14]. [laparanmmu MoryT
OBITh CBSI3aHBI C TTAPACHMITATHIECKOW HEPBHOM CH-
CTEMOM U (PYHKIIMOHUPOBATh KaK XEMOPEIEITOPHI,
PacToNIO)KEHHBIE OKOJIO HEPBOB M KPOBEHOCHBIX
COCYZIOB, OOBIYHO Ha TroJIOBE, IIee U TEepPEIHEM
cpenocrtenuu. llaparaHrmuy MOTYT Takke OBITH
CBsI3aHbl C CUMIIATUYECKOM HEPBHOM CUCTEMOI,
OOBIYHO PACIIONIOKEHBI B 33JJHEM CPEIOCTEHUH U
petponeputoneansHo [8, 11]. YV 97 % nanuentos
TMaparanrimoMbl TOPMOHAITLHO HeaKTUBHBIL. Hewacto
BCTpeUarouecss TOPMOHATBHO ((DYHKITHOHAIBHO)
aKTUBHBIC MaparaHriuoMbl OOBIYHO BOBJIECKAIOT
CHMITIATHYECKYFO CUCTEMY M CEKPETUPYIOT KaTeXoJa-
MUHBI, KOTOPBIE SBIISIFOTCSI IPUYHUHON TUTIEPTEH3UH U
TaxuKapaud, ToA00HO (heoxpomanuToMe (raparaH-
mIroMa Haamnodednuka) [5, 11]. HeGompmoe gucio
MaparanrinioM UMEIOT 3JI0Ka4eCTBEHHBIN XapakTep
teuenus (2—13 %) u meracrazupyror [11].
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CeMeliHbIE TIApAaTaHTIIMOMBI — ayTOCOMHO-
JIOMUHAHTHBIA CHHAPOM C HEIMOJHOW MeHeTpa-
ueu, KOTOPhIN TpeapacnoiaraeT K pa3BUTHIO
0JIHO# 1 Oosiee maparanriivoMm [11]. Do cBsizaHo
¢ JIe3aKTUBALMEN TeHa CyIpeccopa OIyX0JeBOro
pocta B AuHHOM Jiokyce 11 xpomocomsrl [11].
Anomanmu B 11 q22,3-23, 11q13.1 u 11q11-q23
MpU KapOTHUIHBIX OMyXOJisX W B 321 mpu BHe-
HaJAMNOYCUHUKOBBIX maparanrnuomax u 40 %
(dbeoxpomariutom [ 14].

BrenainodeuHnKoBas maparaHriinoma BcTpeya-
€TCsl perke MEePBUYHBIX J0OPOKaYE€CTBEHHBIX OITyXO-
nelt MArkux Tkanew [ 7] u coctasmsier 0,6 % oT Bcex
omyxosel ronossl 1 meu u 0,03% Bcex omyxoneit
[11]. Cemeitnas maparanriuoma coctaBiseT 7-9 %
oT Bcex maparanriuoM [ 11]. BerpeuaeTcs omyxonb
B Bo3pacTe ot 24 1o 70 net, cpennuii Bozpact —47
net [7]. luk 3a0oneBaeMOCTH TIPH KapOTHAHON
JIOKaJTM3alluH IPUXOAUTCSA Ha BO3PACTHOM MEpHOT
45-50 neT, MIOMYCHBIE SPEMHO-BHCOYHBIE U Baryc-
HbIE MAPAraHIIMOMBI — HA 5—6 IE€CSITUIICTUH KU3HU
[11], B koHCKOM XBocTe — 13—70 net [4, 12].
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ITo yacToTe BCTpeuaeMOCTH BHEHAAIOYCU-
HUKOBBIC MMaparaHrIMOMBbl PACIPEICIISIFOTCS Clie-
IYIOIIUM 00pa30oM: TOJI0BA | 11est, 3a0PIOIIMHHO U
erie pexe 6epo, ATOANIEI, HUKHAE KOHEYHOCTH U
CIIUHHOMO3TOBOM KaHa [ 7], 80 % — kapoTuaHble U
SIPEMHO-BUCOYHBIE, OKOIIO 5 % — BaranbHbie [11].
CrnuHanpHBIE Yalle BCTPEUAIOTCS B MOSICHUYHO-
kpectoBoMm otaene [14, 16]. K apyrum peaxkum
JIOKAJTU3AIUsIM OTHOCAT 001acTh HMIUIIKOBUIHOTO
Tena, TypelKoe Cea0, KAMEHUCTYIO 4acThb BH-
COYHOM KOCTH, IUTOBHIHYIO JKelie3y, TPaxeo-
OpoHXHMATBHOE JIEPEBO, CPEAOCTEHUE, TIEpUKap/I,
cepame (MeXIpeacepaHas Meperopoaka), 3a-
OPIOLIMHHO, JKEJTYJOYHO-KHUIIICUHBIH TPAKT U MO~
JKenynounyro kenesy [4, 11, 13, 14, 15]. bonee
OJTHOM MaparaHriIuOMBl Y OJTHOTO MAI[IeHTa MOYKET
CIIOpPaANICCKH BCTPEUaThCsl MIPU CEMEWHBIX ITa-
paranmmmomMax. CropaandecKkue MmaparaHriioMbI
B 00€MX KapOTHUHBIX 30HaX BCTpedaroTcs B 5 %.
bonee 38 % mauueHTOB ¢ ceMEMHBIMU MaparaH-
IJTHOMaMH UMEIOT OmjaTepaibHble KapOTHIHBIE
omyxonu [11].

IIpu BHEHAIIOUEYHNKOBOM CIIMHAIBHOM mapa-
TaHIIIOME MAIIMeHTHI OTMEUaloT O0Jb B CIIHHE U/
WU 9yBCTBUTEIBHBIA WM MOTOPHBIN AeUIIUT
[5, 15, 16]. Ilaparaammmoma 0OBIYHO OBIBAET OBO-
WAHOM MM A0JIBYaTON (POPMBI CEPO-KOPHUUHEBOTO
WJIM KPAaCHO-KOPUYHEBOT'O IIBETA, YACTO OKPYKEHA
TOHKOH (pHOpO3HOI 1IceBIoKarcynon. Pazmepst 00-
pazoBanus ot 1 10 13 cm. Ha paspese BuaHBI MHO-
JKECTBEHHBIE COCYIbI. Takke MOTYT BCTPEUaThCs
30HBI HEKPO3a U KUCTO3HBIX u3MeHeHult [11, 14].

[Taparanrimoma — BeicokoauddepeHmmpoBan-
Hasl OITyX0JIb, COZIEpIKaIas OrdasHpIe Wi OudeHo-
TUIIHYHBIE TPYIITHI XpoMO(OOHBIX KIIETOK (TUT 1),
paccTaBlieHHbIC B THE3/Ia WJIH J0JIbKU, OKPY>KECHHBIC
OJTHIM CJIO€M TOICPKUBAOIINX KIETOK (THT 2).
Xpomo(hoOHBIE KIIETKH KPYTIIOH UITH TTOJTUTOHATh-
HOH (hOpPMBI, coneprKaIre MapoBUIHBIC UITH OBO-
UJHBIE SIpa C XOPOIIO PUQICHHBIM XPOMAaTHHOM
B IPaHYJISIPHOM 303WHOMMIBHON HuTOIIA3Me [3,
11, 14]. IlognepxuBaromiye KIETKH, OKPYKAFOIINE
TOJTEKHU XpOMO(DOOHBIX KIETOK, UIMEIOT BEPETECHO-
00pa3Hy (GopMy C JUIMHHBIM IUTOIIA3MaTH-
YECKUM OTPOCTKOM, HATIOMUHAIOIIUM MEPUIUT.
Oxkpyxaer XxpoMooOHBIE U TOJACPKUBAIOIIHE
KJIETKH (pHOPO3HO-COCYAMCTAsI CTPOMA, COIepKa-
1ast YHA0TEIUANBHBIC KIETKH, COCYUCTHIC MTEePH-
LUTHI U HEPBHBIC BoJokHa [11, 14].

Hekoropbsle MUHUMaNbHBIE THCTOJIOIMUECKHE
OTJIMYHS OMKCAHBI MIPH TaparaHriinoMax pazHoi
nokanu3anuu. Hampumep, KapoTHUIHBIE OITyXOIH
MMEIOT OOJBIITYIO THAIMHU3AIUIO U BaCKYIIApU3a-
LU0, UEM BarajibHble. bonbliie MosoBUHEI aparaH-
TJTOM KOHCKOTO XBOCTa COJIEp AT TaHIITHOHAPHBIS
KJIETKU W KIJIETKH, UMEIOIIre BapralOenbHbIe TpH-
3HAKH MEXK]Y XpOMO(POOHBIMHU ¥ TAHIIIHOHAPHBIMH
kinerkamu [11, 14].

['ucTonornyeckue mMpu3HAKU MaparaHIinoM,
CBSI3aHHBIE C arpeCCHBHBIM ITOBEICHHUEM, BKIIIO-
YaloT IIEHTPaTbHBIM HEKPO3, HAJWU4He WHBA3UU
B cocyabl U MuTo3bl [11, 14]. EnuHCTBEHHBIN
JIOCTOBEPHBIN NMPHU3HAK 3J0KAYECTBEHHOCTH NPHU
naparaHrinoMax — MeTtactasupoBanue [2, 11].
[laparaarmnoMsl gaie AeMOHCTPUPYIOT UIMMYHO-
THCTOXMMHUYECKHE PEAKIUU C CHHANTOPUIUHOM,
xpomorpaduHoM, OelIkaMHu HeWpO(UIAMEHTOB U
Helpocnenuduueckold YHOJIa3bl B XpOMOGOOHBIX
kietkax 1 ¢ S-100 GenkoM B MOIEPIKUBAIOIITIX
kieTkax. [laparaHrinoMsl KOHCKOTO XBOCTa MO-
TyT JEMOHCTPUPOBATH UMMYHOPEAKTUBHOCTH C
CEpPOTOHUHOM, COMaTOCTAaTHHOM, Jielke]amuHoM,
MeTake(]arnHoM U TapaHyKJeapHbIM ITUTOKepa-
tuHOM [11, 14].

Ha MPT naparanruoma uMeeT OBOMIHYIO WA
BEpETEeHOOOpa3HyIo popMy, TUIIOMHTEHCHBHAS Ha
T1- u PD-WI u umeer OT U30- 10 TMIEPUHTEHCHB-
Horo curHana Ha T2 u T2 ¢ xuponogasneHueM. Ba-
puabenbHa CTeNeHb MHOKECTBEHHBIX M30THYTHIX
W\WJIM ITyHKTUPHBIX 30H BBIMAJICHNUS CUTHAIA WU
Huzkoro curHana Ha PD, T2 u FS-T2 B naparanmiu-
oMax, pazmepoM boree 1cM, CBUIETETBCTBYIOMIAS O
HaJMYUH BHYTPUOITYXOJIEBEIX COCYNOB [3—16]. DT
npusHaku Ha T2-BUY momyumnu Ha3BaHHE «CONb
U TIeper», ¢ MepleM B BUIE COCYIOB C ITOTOKOM
KPOBU M COJBIO B BHJIE TEMOpPpAruii M COCyIoB
C 3aMeJUICHHBIM NOTOKOM KpoBH. OOpazoBaHue
TaKXe MOXKET ObITh reTeporeHHbIM Ha T2-BU n3-3a
BTOPUYHOTO ()OPMUPOBAHUS KUCT M T€MOPpParui.
[locie BBeneHUsT KOHTPACTHOTO Tperapara oopa-
30BaHME YMEPEHHO WJIM HHTEHCHBHO HAKAIUTNBAET
KoHTpacT [3, 4, 8, 10-12].

JuddepeHnmanbuplii AMarH03 CIHUHAIBHBIX
TaparaHTIIioM CIIeTyeT TPOBOIUTH C IITBAHHOMAMM,
Helipopudpomamu, TUM(OMOI i METaCTaTHICCKIM
nopaxkenueM [4]. CTaHgapToM JICUCHUS SBIISICTCS
XHPYPruuecKoe BMEIIaTeIbCTBO, ONTUMAIIbHBIN Ba-
pHUaHT — 3a0pIOIIMHHAS PE3EKIHA (TO €CTh TIOJTHOE
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yAaJIeHHE OITyXOJIM BMECTE C OpPraHHOH pe3eKuuneit
en-block). IIpenonepannonHoe JEUCHUE MOXKET
BKITIOUATh B ceOs TyUeBYIO TEPAIUIO, XUMUOTEPA-
U0, XUMHOITyYEBYIO TEPAIUIO, PETHOHAPHYTO TH-
MEePTEPMUIO B IOTIOTHEHHE K XUMHOTepanuu [1].

Knunuueckuii npumep.

B omoenenuu onxoopmoneouu Mockoeckozo
HAYUHO-UCCIEO08AMENbCKO20 OHKONO2UYECKO20
uncmumyma um. 11.A. I'epyena npoxoouna neuenue
nayueumxa b., 22 nem.

Anamnes: Yepes mecsay nocne OPBH ommemuna
nosienemue 6osell  npasotl NOOB300UHOU 0Oacmu,
¢ uppaduayueil 8 npasyio naxoeyro 0OIACMb U
beopo, k epauy He obpawarace. B oanvuetiwem
001e60ll CUHOPOM COXPAHALCS, NAYUEHMKA 00-
pamuna eHUMAaKue Ha 2unompoguro mvluly beopa
cnpasa, nosiBUIACy cabocms 8 Hoze npu xoovoe.
B Hesponozuueckom omoenreHuu no mecmy Hcu-
Menbemea nPoBoOUIOCH KOHCEPBATNUGHOE JiedeHUe
10 N0B00Y OCMEOXOHOPO3A NO360HOUHUKA 6e3 3¢h-
gexma. B oanvhetiuiem npoxoouna ieyenue 6 Mud-
cmenuyeckom yenmpe maxaice oes apgpexma. Ilpu
svinonnenuu KT 6prownoti norocmu 3ano0o3pena
ONYXOJb MASKUX MKAHEl NPasoli R008300UHOU 00-
aacmu. Hanpaenena ¢ MHUOMU ons obcredosanus
U 1eyeHus.

Ipu nocmynnenuu ommeuaemcs 1€60CMOPOH-
HULL CKONUO3 NOSICHUYHO020 0mOeld NO360HOYHUKA.
DyHKYLUs MA308bIX OPeaH08 He Hapyuiena. Mveemcs
eunecmesust o nepeoHesHympenHell NOGePXHOCIU
bedpa, 2onenu cnpaga, cunompogus yemuipéxena-
8ot muluiyvl bedpa cnpasa. Crabocmsv pazeubame-
Jietl npu 08UNCEHUU MA300e0PEeHHO20 U KOIeHHO20
Ccycmasos8, 3HAYUMenbHO 3ampyoHena xo0bda Ha
namxax. Cumnmom Hepu (8 nonoosicenuu nedxca na
cnuHe ceubanue 2o0n08bl neped npusooum K no-
sA671eHUI0 Oonell 8 NOACHUYe) — OMPUYAMebHbli,
cumnmom Jlacceea (8 nonosicenuu aedica Ha Cnune
npU NONbIMKe COZHYMb 8 MA300€0PEHHOM CYCmase
BLINPAMIECHHYIO HO2Y B03HUKAEM pe3Kas DONe3HeH-
HOCMb 6 30He UHHEP8aYUU Ce0anuyHo2o nepsa (1
Gaza cumnmoma Jlacceea), npu nocineoyroujem
ceubanuuy Ho2u 8 KOeHHOM cycmase 601b npexpa-
waemcsi (2 ¢aza cumnmoma Jlacceea) — ompuya-
menbrbll, cumnmom Baccepmana (6 nonosicenuu
JledIca HA AHcusome npu NOOHSMUU GbINPAMIEHHOU
HO2U 86EPX BOHUKAIOM DONEIHEHHbIE OULYUEHUS NO
nepeownell nosepxHocmu 6eopd, 6 30He UHHEPSAYUU
bedpeHHo20 Hepsa) — nonodicumenvuslil. bonesnen-
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HOCMb 8 NPOEKYUU Nax080-2eHUMAIbHO20 Heped
cnpasa. [layuenmka nepedsueaemes npu nomouu
cpeocms OONOTHUMENbHOU ONOPbL.

Ilpu Y3U ¢ npasoii nodgzdownot odbracmu
suzyanusupyemcs obvemnoe 3aopouuntoe oopa-
308aHUe COMUOHOU 2UNOIXOSEHHOU 2eMePO2eHHO
cmpyxkmypol 107x68x9 1 vum ¢ Gyepucmvimu KOHNY-
pamu, WUpoxo npuiedcum K no08300UHOU KOCIU
be3 npusnaxos decmpykyuu. MeouanvHwiii KoHmyp
00paz08aHUsL U B3AUMOOMHOULEHUE ONYXONU C NPA-
BbIMU 0OUUMU HOOB300UHBIMU COCYOAMU OYEHUMb
3amMpyOHUMENbHO.

Ipu snexmpomuocpaguu — 6 yemvipexenagoi
MbluYye NPUSHAKU Pe3KO BbIPANCCHHO20 OeHep-
BAYUOHHO20 NPOYECCa C PACRAOOM MbIULEUHBIX
BOJIOKOH.

Tpu maznummo-pe3oHancrHou momozpaghuu 6cio
npagyo nooe300uHyw obracms 3aHumaen 00b-
eMHOoe Onyxoiegoe 00pazoeaie, HeOOHOPOOHOE No
cmpyKkmype, ¢ 00CMamoyHO YemKUMU KOHNYDAMU.
Bepxnas epanuya om ypoeus L3, noscnuunas
MbIUYA HA 9MOM YPOGHe U Hudice He Oughpepen-
yupyemcs, oaniee onyxoib pacnpocmpansiemcs
6 napanepanvuylo Kiemuamky (Npuiedlcum K
HUJICHeMY NOTIOCY NPAGol NOYKU), npoiadbupyem
6 NONOCMb MA020 MA3d, 0OMYPAMOPHYIO IMKY,
npasyro Naxo8yr 001acms, CMmenemcsi 600/b Kpblid
n008300WHOU KOCMU — Oe3 NPUZHAKOG B0BJIeYEHUS.
(puc. 1).

Ha ocnosanuu oannvix oocnedosanus u ummy-
HOSUCTNOXUMUYECKO20 UCCTIe008AHUSL MAMEPUAd,
HONYHeHHO20 NPU OMKPLIMOL OGUONCUU ONYXOTU,
noCmasien OuacHo3 — 310KAYECMEEeHHAs. HeXPOo-
Magh@unnas napazanenuoma npasoi NOO8300UHOL
obnacmu ¢ dKcnpeccuel CUHanmopu3Una 1 UHCY-
auna, T, N, 0G3 1Ib cmaous.

Ha xoucunuyme svipaboman nian KomoOuHupo-
BAHMHO2O N€UEHUsL: HA NEePEOM Imane — Xumuome-
panus, Ha émopom — onepayust. [locie nposedenus
7 Kypcoe xumuomepanuu no cxeme: JJokcopyouyun
60 me/m?/0ens — ooun denv (CL[=96me); [ucnia-
mun 75 me/m*/0env — ooun denwv (CI[=120me), na
(hone npumenenus: aHmudsMemuKos Oblil NOIYUeH
nonoxcumenviviil 3¢pgpexm. Onyxonb yMeHbUIULACD
6 pasmepax ¢ 210x93x72mm 0o 63x62x3 Imum (puc.
2), peepeccuposanl 6o1eou CUHOPOM.

29.04.08 nayuenmxke 8blnonHeHo onepamugHoe
sMeuamenbcmeo 8 obveme yoanienus Onyxoiu
nPasotl NO0E300UWHOU 0OIACMU C PE3eKYUell KOpell-
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Puc. 1. MPT: Carurransusie (A), akcuansusie (B) T2-BU u xoponapusie T2-BU ¢ sxupononasienueM (b) — MATKoTkaHast OIMyXoJIb IPaBOi
O/IB3/IOIIHO-TIAX0BOW 00/1aCTH, BOBJICKAOIIAs OB3IOIIHYO MBIIIITY

K08, hopmupyiowux bedpenHblil Heps U UHMpaone-
PAYUOHHOU Kamemepusayuell MOYemouHuKda, 0is
e2o yqwen suzyvanusayuu. llpu peeusuu gvisenero
onyxonegoe oOpazoeanue, pacnoiazarujeecs 8
monwe m. iliopsoas ¢ eoereyenuem Oedpennozo
nepea. Tlocneonepayuonnviii nepuood 6e3 ocooen-
nocmeiti. Mopgonozuueckoe 3axniouenue — 310Ka-
YeCmeeHHas HeXpoMapOUHHASL NapazaneiuomMa ¢

saenenusMu 1euedno20 namomopghosa Il cmenenu,
OOUUPHBIMU 04a2aMU HeKpO3d, 8pACAanUeM 8
MbluYy, obpacmanuem KpynHvlx HepeHbIX CEOL08.
Ilo pewenuio KOHCUTUYMA NAYUESHMKA OCMABILEHA
noo ouHamuieckoe Habaodenue.

Yepes 3 mec npu 0b6credosanuu 6vlsaeiensl
ampodgpuueckue usMeHeHus: U HCUpoBast OUCpPo-
Gusa npusodsweil epynnvl mvluy 6edpa. Imo

CHUBUPCKHMI OHKOJIOT MYECKHWM JKYPHAJL 2009. N6 (36)
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Puc. 2. MPT: Carurransaoe T2-BU — ocratoynas omyxoib mnocie 7
KypPCOB XUMHOTEPAITUK

obycnosneno pesexyueti L3 u L4 kopewkos cnpasa.
Ilpu oanvhetiuwem ounamuyeckom HabIOOeHUU 8
meuenue 20 mec OaHHbIX 3 MECMHbIL Peyuous u
omaoanennvle Memacmasvl He NOmyUeHo.
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