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Juvenile paraganglioma is an extremely rare condition of the temporal bone. Due to the lack of specific symptoms,
timely diagnosis is delayed, and the disease is detected at late stages. Inflammatory diseases of the middle
and external ear commonly mask the clinic of paraganglioma in children. Juvenile paraganglioma is characterized
by aggressive growth. Treatment depends on many factors; in most cases, surgical treatment is used.

Clinical case description. The two-year-old patient was admitted for treatment to the Ear and Skull Base Disease
Department of the Federal State Budgetary Institution of the National Medical Research Center of Otorhinolaryngology
of the FMBA of the Russian Federation in January 2019 with complaints on hearing loss, pulsatile tinnitus, discomfort
in the left ear. Diagnosis: Juvenile paraganglioma. Surgical treatment was performed: removal of the tumor using
a combined micro-endoscopic transotic approach. The erosion of bony walls of internal carotid artery and internal
jugular vein was observed. Using angiolytic laser helped the surgeon to minimize intraoperative bleeding. Pathological
examination of the removed tissue confirmed the diagnosis of juvenile paraganglioma.

Conclusion. Paraganglioma is an extremely rare tumor in pediatric patients. Many authors consider juvenile
paraganglioma in children to be a congenital condition. Paraganglioma in children is characterized by an extremely high
frequency of diagnostic errors, as evidenced by the clinical cases described in the literature. Every otorhinolaryngologist
should be aware of this rare condition.

Key words: juvenile paraganglioma, middle ear, angiolytic laser, tympanic cavity

Conflict of interest. The authors declare that there is no conflict of interest.

Funding. There was no funding for this study.

For citation: Diab Kh.M., Daikhes N.A., Saydulaev V.S., Yunusov A.S., Pashinina O.A., Umarov P.U.,
Panina O.S. Juvenile paraganglioma. Head and neck. Russian magazine = Head and neck. Russian
Journal. 2022;10(3):76-80

The authors are responsible for the originality of the data presented and the possibility of publishing illustrative
material — tables, drawings, photographs of patients.

lOBeHunnbHas naparaHrnvoma (M) — kpanHe pepkas naTonorus Buco4Hon koctu (BK). 13-3a otcyTcTBus cne-
LUnun4eckmx CMMNTOMOB CBOEBPEMEHHAs ANarHOCTUKa 3aTArmBaeTcs, U NaTtonorus BbIABMASETCH Ha MO3OHUX
cTaguax. HYacto BocnanuTenbHble 3a601eBaHna CPeQHero 1 Hapy>XHOro yxa MackupyoT KnuHuky My geTen.
lOBeHunbHas Ml xapakTepn3yeTcs arpecCrBHbIM POCTOM. JledeHne 3aBUCUT OT MHOTMX (DaKTOPOB, B 60MbLUNH-
CTBE CNy4aeB NCMONb3YeTCa XMPYPruyeckoe neveHue.

KnuHuyeckuin cnyyvan. Maunent lN., 2 roga, NocTynun Ha neveHve B OTAEN NaTONOMMN yXa U OCHOBaHUS Ye-
pena ®I'BY HauunoHanbHOro MegnUUHCKOro UCCNefoBaTenbCKOro LUeHTpa otopuHonapuHronorum ®MBA PO
B AHBape 2019 1. ¢ xxanobamu Ha CHUXeHWe cryxa, NyNbCUPYIOLLUIA LLYM, AUCKOMAOPT B NpaBoM yxe. [iarHoa:
«fOBeHunbHas MNr». Bbino NPOBEAEHO XMPYPrnYecKoe neveHve: yaaneHme onyxonm ¢ UCnonb30BaHNeM KOMOU-
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CLINICAL CASE | N

HMPOBAHHOIO0 MUKPO-3HAOCKONNYECKOro goctyna. Haénoganacb 3po3uns KOCTHOM CTEHKN BHYTPEHHEN COHHOW
apTepun U BHyTPEHHEN APEMHON BEHbI. VICNonNb30BaHME aHrMONUTUHECKOro na3epa NoMOrsio XUpypry MUHUMU-
31poBaTb UHTpaonepaunoHHOEe KpoBOTeYeHNe. MCTONOrn4yeckoe nccnenoBaHne yaaneHHom naTonornyeckon
TKaHW NOATBEPANNO anarHod: «kOBeHunbHas M.

3akntoueHue. I B JeTCKOM BO3pacTe — KparHe pegkas onyxosnb. MHOrMe aBTopbl CHMTAOT HOBEHUMbHYO T
y feTen BpoxaeHHon natonorunen. NIy geten xapaktepmayeTcs Ype3BblHaiHO BbICOKUM MPOLEHTOM AMarHo-
CTUYECKMX OLLUMOOK, O YEM CBUOETENLCTBYET ONMCaHe KIMHNYECKMX criydaeB B nuTepartype. Kaxabin otopu-
HONAPUHIONOr OOMKEH ObITb OCBEAOMIIEH 06 3TOM PeaKon NaTonormnum.

Knio4yeBble cnoBa: l0BeHUbHaA naparaHrinmoma, CpegHee yxo, aHrmonuTu4eckui nasep, 6apabaHHas nonoctb

KoHNMKT MHTEepecoB. ABTOPbI 3aABAT 06 OTCYTCTBUN KOHPIMKTa UHTEPECOB.

duHaHcupoBaHue. Pa6oTa BbinonHeHa 6€3 CNOHCOPCKOM NOAAEPXKKM.

Ans uutupoBaHus: Aua6 X.M., Qanxec H.A., CariaynaeB B.A., lOHycoB A.C., MawwuHnHa O.A., YmaposI1.Y.,
MaHuHa O.C. lOHoweckas naparadrnuoma. Head and neck. Nlonosa m wes. Poccuickui xypHan=Head
and neck. Russian Journal. 2022;10(3):76—-80

ABTOpPbI HECYT OTBETCTBEHHOCTb 32 OPUTMHANBHOCTb NPEeACcTaBEeHHbIX AaHHbIX M BO3MOXHOCTL Nybnmnkaumm
WAMKOCTPATMBHOIrO Matepuarna — Tabnuu, pUcyHKoB, dhoTorpadumin naumeHToB.
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MaparaHrnunoma — I (rnomMycHas onyxofb, Hexpomad uHHas
naparaHrnnoma, XeMoAeKToMa) ABNAETCA BTOPbIM N0 pacnpocTpa-
HEHHOCTW (nocre BECTUOYNAPHOI LLIBAHHOMbI) HOBOOGPA30BaHEM
BUCOYHOM KocTu (BK) y B3pocnbix [1, 2]. BeTpeyaetca y mau 50-60 net
11 YaLLie Y NULL KeHCKOro nona [3, 4]. COOTHOLLEHME XXEHLLMH 1 MY)XKHMH,
no AaHHbIM nuTepartypsl, coctasnset 3:1 [5, 6]. HacToTa BCTpeyae-
MOCTH Y B3pocioro HaceneHus coctasnset 1:30 000 [2]. Mo gaHHbIM
Zakn Lawson, 10 u3 4416 onepauuii Ha CpesHeM yxe NpuxoasTcs
Ha onepauuu no nosogy M BK [7].

Cpeau mHoxecTBa HasBaHwil D.l. Choa u coasT. Hanbonee noaxo-
OALLM TEPMUHOM CHUTAKOT UMEHHO «naparaHrinoma» [8]. B Heko-
TopbIX cny4asx M MoxeT npoayumMpoBaTb KarexonamuHsl [9].

HacTbIMy CUMNTOMAMU ABASIOTCA: NYNbCUPYIOLLNIA LUYM, 32510~
)KEHHOCTb YXa, KOHLYKTUBHas TyroyxocTb [10—12]. Pexe 6biBatoT
KPOBOTEYEHUS N3 yXa, 60/b B yX€, CEHCOHEBPaNbHas TYroyxocTb,
BecTnoynsapHas cumnromaruka [13]. M, ncxomaiias n3 naparaH-
TNINeB BEPXHEN NYKOBULbI BHYTPEHHE speMHOi BeHbI (bulbus venae
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jugularis superior), MOXeT NPUBECTY K Napanunyy YepenHo-MO3roBbIX
Hepsos IX, X, XI u XII [14].

Mpw rMCTONOrMYECKOM UCCNEA0BAHUMA OMYXOMK BbISBASAIOT 60ra-
TYH0 TYCTYI0 CETb COCYL0B M COEAMHUTENBHYIO TKaHb, TAKXE 0NyX0sb
COLePXMT rnomycHble knetku [15]. MM npeacTaBnseT coboii npo-
6remMy Kak C TOYKM 3PeHUS OUArHOCTUKN, TaK 1 nedqeHns. JleveHue
CTPOro WHAMBUAYANbHO, 3aBUCUT OT CTaZuM OMyXO0MK, a TaKXe
0T BO3pacTa 1 conyTCcTBYOLWMX 3a60neBaHuin [16].

Y70 XXe KacaeTca AeTckoro Bo3dpacta, [ ABnseTcs 0AHUM
13 camblIX pefikux HoBoo6pa3oBaHnil BK'y feteit, yactota BCTpeyae-
mocTi Kotopoit cocTasnset 1:1 300 000 B rog [17]. TucTonoruyeckm
COOTBETCTBYA A06POKAYeCTBEHHO onyxonu, My feTen (Mnu T.H.
toHoweckas M) KNMHUYeCKN XapakTepuayeTcs WHUAbLTPATUB-
HbIM POCTOM, AECTPYKLMEN OKPYXKAIOLLNX TKAHEN, XapaKTepHbIX
Ans 310Ka4€CTBEHHOI ONyX0IH.

[lnarHocTuka, Tak >e Kak 1 y B3POCIbIX, OCHOBbIBAETCA
Ha »ano6ax (NyNbCUPYIOLLMIA LUYM B YXe, 3a510XKEHHOCTb yXa, CHI-




KNMUHUYECKUN CNYYAN

Puc. 1. Ilpenonepanmonnas KT BUCOUHBIX KOCTEii B aKCHATBbHOM MPOESKIIMK
Figure 1. Preoperative CT of the temporal bones in axial plane

Puc. 2 Mpenonepauvionnas MPT B T2 pexume: HOBooOpa3oBaHUe
TUIIEPUHTEHCUBHO
Figure 2. Preoperative MRI, T2 WI: the tumor is hyper intensive

Puc. 3. lIpenonepaunonnas MPT, DWI pexum
Figure 3. Preoperative MRI, DWI mode

XKEHUE CIyxa), 0TOCKONUYECKON KapTuHe (p030Bas MK KpacHas
NyNbCUPYHOLLAA 0NyXoSib 3a 6apabaHHO NepenoHKoi), aHHbIX
METO[0B BU3yanu3aunu (KomnbrotepHas Tomorpadoms — KT ¢ KOH-
TpacTupoBaHMeM, MarHuTHoO-pe3oHaHcHas Tomorpacpus — MPT
C KOHTpacTMpoBanmem, aHrnorpadus). G nomopio KT oTHoCUTENb-
HO NErko 06HAPYXXUTb ONYXOMN CPEHEro yxa pa3mepom 6osnee 8 mMm.
BoamoxHoctn MPT npesocxogat Bo3mMoxHocTn KT. MPT cno-
co6Ha 06HApPYXXMTb ONYX0NM PasMepoM MeHee 5 MM, a Takxe
NO3BOJNIAET NyYLUE OLEHUTb Nt060e NopaxeHne 0611aCTh BHYTPEH-
Heil COHHOM apTepuy UK BHYTPEHHE! SPEMHOI BeHbl. Mpu3Hak
«COJMb W NepeL», KOTOPbIA 4acTo BbIABNAETCS 13-3a XOPOLLEro
KPOBOCHA0XEHWA 0NyX0mnu, MOXHO 0XXMAATb TONLKO NPK AnameTpe
0nyXxonu oKosio 1 ¢M 1 He BCeraa ABNAeTCA NaTorHOMOHUYHbLIM [3].

AHrnorpadus Ucnonb3yeTca Ans BbIABAEHUS MUTAIOLLMX Ony-
X0fb COCYA0B C Liefbl ux ambonusauun unu sbissnexns Ml apy-
rUX noKanu3auni (T.H. CMHXpPOoHHbIe 1), bruoncus npakTuyecku
He MCMOoNb3yeTcs U3-3a pucka KposoTeyeHus [8, 13].

Knunnyeckuii cnyvai

[MauwueHT T1., 2 roga, NOCTYNu/ Ha neYeHne B OTAEN NaToso-
K yxa 1 0CHoBaHWs Yyepena ®IBY HaunoHanbHbIn MeANLUHCKIAR
CCNenoBaTeNbCKNiA LEHTP oTopuHonapuHronorn ®MBA Poccum
B iHBape 2019 1. ¢ )xano6amm Ha CHIDKEHME CAyXa, NyAbCUPYHOLLNIA
Wwym, auckomopT B npaBom yxe. [narHos: «H0BeHunbHas M».

Ha ofHOM 13 MeAWLNHCKMX OCMOTPOB BPaYoM-0TOPUHOMA-
PUHrONOroM BbISIBAIEHA NyNbCUPYIOLLAS Macca, natepanuaytoLlas

Puc. 4. WHTpaonepauroHHas KapTUHA TOCIE MOJHOTO yAaJeHUs
HOBOOOPA30BaHUS U3 CPEIHETO yXa
Figure 4. Intraoperative view after complete resection of the tumor

6apabaHHyo nepenoHKy. Mpn 0TOMWKPOCKONWK B MPaBOM yxe
3a 6apabaHHON NepenoHKOIi BbISIBIEHA TKaHb KpacHO-0yporo LgeTa,
nynbCUpyoLLas, He3HA4YMTENbHO NaTepannaytolas 6apabaHHyto
nepenoHKy. Mpr3HakoB HEBPONATIN NINLEBOrO HEPBA HE BbISBNEHO.
Mo paHHbIM KT BMCOYHBIX KOCTEN BbISBIEHO TOTanbHOE 3anoi-
HEeHWe BCeX OT[ENI0B CPEeAHero yxa natonornyeckum cy6cTpaTom
6e3 [eCTPYKLMN KOCTHbIX CTEHOK, BHYTPEHHEN COHHOW apTepum
1 BHYTPEHHEN ApemMHO BeHbl (puc. 1). Mo gaHHbiM MPT BbisiB-
NeHa naTosorm4yeckas TkaHb B NOJIOCTAX CPEAHEro yxa (puc. 2).
Ha T1 v T2 B3BELIEHHOM U300PKEHNIN UMENIUCH TOYEYHbIE 0Yaru
NOBbILIEHHO WHTEHCMBHOCTU CUrHana 1 MHOXXECTBEHHbIE 04ari
OTCYTCTBWSA CUrHaNa Ha MecTe COCY0B (KapTHa «COMb 11 NepeL»)
(puc. 2). B DWI pexume — yMepeHHOe HapyLueHne andaysnu,
HO TONbKO B COCLIEBMAHOM OTPOCTKE, He Tam, rie onyxonb (puc. 3).

Onepawuus BbINOSHEHa 3ayLWHbIM AOCTYNOM C TPaHCMAcTONAab-
HbIM N0Ax0LoM. B xofie onepauuu BbINOMHEHO yAaneHue 3agHei
CTEHKM Hapy>KHOr0 CyXOBOr0 NPOX0fAa 1 Pa3006LLEHME CIYXO0BbIX
KOCTOYeK /19 afleKBAaTHOr0 KOHTPONA MepejHero anuTumMnaHyma
1 cMHycoB 6apabaHHoi nonocti. Onyxonb nopaxana Bcl 6apa-
6aHHyH NONOCTb C 3p03Meil CTEHKI NYKOBMLbI BHYTPEHHEN COHHON
apTepun N BHYTPEHHEN APeMHON BeHbl. B xoae onepauunu 6bin
NCMONb30BaH aHTNONUTUYECKIA nasep («TruBlue») ¢ Lemnbio MUHK-
MU3aLMIA MHTPAOMEPALMOHHOI0 KpoBOTEYeHNS. CTPEeMSs COXpaHeHo,
BU3YarnbHO [OCTUTHYTA TOTaNbHasA Pe3ekuns onyxonm (puc. 4).
Ha ronoBsky CTpemMeHu ynoxxeHa nnacThHKa ayToxpsLla, MUPUHIO-
NacTUKa BbINOHEHA ayToghacyanbHbIM OCKYTOM N0 TEXHUKE
underlay. f'uctonornyeckn y naHHoro pebenka noarsepxaeHa Ml BK.
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icxon onepaumn — Bepudmkauusa oumarHosa, TotanbHas pesek-
LMS OMyX0NK, PEKOHCTPYKLMS 3BYKONPOBOAALLEA CUCTEMBI yXa.
B nanbHeliiem 6b1110 PEKOMEHA0BAHO ANHAMUYECKOE HabMnaeHNe
y 0TOXMpYypra.

06cyxpenne

Iy peten no 14 net BCTpeyaeTcs KpanHe peako. M3-3a orpa-
HWYEHHOr0 Y1Ccna HabNtoAeHN HEBO3MOXHO CAeNaTh Kakue-nm6o
BbIBOAbI, KaK B cny4ae [y B3pocnbix. Magliulo n coasT. no gas-
HbIM aHaNI32 aHrNOA3bIYHON NUTEPaTYpPbI CO06LLMNY 0 12 cryyasax
Mr BKy petert no 1996 r. TakKe aBTOpPbI NPUBOASAT COOCTBEH-
Hoe KnuHu4eckoe HabnoaeHue NI BK'y pebenka 13 net [18]. Mo
mueHnto |.N. Jacobs n W.P. Potsic, cOOTHOLLEHME NIL, XEHCKOro
1 Myxckoro nona B cnyyae ¢ Iy geteit coctasuno 1,4:1 [13],
B TO BPEMS KaK Y B3POC/bIX 3TO COOTHOLUEHWE OTIMHAETCH —
3,0-3,5:1[19]. L.J. Bartels u coasT. cuutatot, 4to Ny feteii umeet
6011e€e BbICOKYH0 4acTOTy CEKPETOPHbIX hopM: 25% Crny4aes y AeTen,
No LaHHbIM aBTOPOB, CEKPETNPOBAM BAa30AKTUBHbIE BELLECTBA
Nno CpaBHeHM0 ¢ 3% onyxonen, JUAarHOCTUPOBAHHBIX Y B3POCIIbIX
[20]. Ba3oakT1BHbIE BELLECTBA, TaKWE KaK KaTeX0NaMuHbI, BbIGpa-
CbIBAKTCA B KDOBEHOCHOE PYCNO, YTO MOBbILLIAET apTepuabHOe
nasnexue. Mo mHeHmto |.N. Jacobs n coaBT., cneayeT paccMOTPeTb
BO3MOXXHOCTb PErynsipHOro CKPUHWHIA MOYW Ha Hanu4ue BaHu-
NUAMaHAenNeBoii Kucnotbl n metaHedppuHa [13]. Oco6eHHOCTbIO
[y peten aBnsaeTca ux MynbTMGOKaNbHOCTb, B T.4. 1 ang I BK,
KOTOpas BCTpe4aeTcs B 25% Cny4vaes (ABYXCTOPOHHEE NMOPaXeHWe
UN COYETaHKE C COCYAMUCTBIMU OMYXONAMM LPYroi nokKanusawum)
[21]. R.A. Buckingham 1 c0aBT. 0TMEYatoT, 4TO 4acTOTa BCTpeYa-
emMoCTn MynbTrdoKanbHbiX dpopm My getert B 10 pas 60sbLue.
Ele ofHON 0CO6EHHOCTBIO Y [ieTeil ABNAETCH arpecCUBHbIA POCT
HOBOO6pa3oBaHus [22]. 06 Ux arpecCUBHOCTU FOBOPUT U TOT (DaKT,
47O Y 3 NauUMeHTOB M3 14, ONUCaHHbLIX paHee B nuTepatype, 6bin
JIeTanbHbIA MCX0[. ATO MOXET ObiTb CBSA3aHO C 0COOEHHOCTAMM
pocTa JeTCKOro OpraHn3ma 1 ¢ Tem (HakTom, 4T0 3TU OMyxosun
TPYAHO pacnosHaTb Y ManeHbKnx feTeit. VIM Henerko BbipasuThb
CBOM XXanoobbl Cr10BamMm, a OCTPbIA UK PEeLMANBUPYIOLLNIA Cped-
HUA OTWUT MOXKET JIErko 3amackuposatb KNnMHUKY . Hekotopble
aBTopbl cynTatoT MM BK'y geten BpOXAEHHON NaTosiornen, 0CHO-
BbIBAsACb HA TOM, 4TO 2 cy4ast ObInn ANarHOCTUPOBaHbI B BO3PACcTe
6 1 11 mecaues [8, 13]. Takum o6pazom, toHoweckas Ml oTnnya-
erca ot [ y B3pocCsbIX N0 pagy NPU3HAKOB, YTO AOJHKHO ObiTh
YYTEHO Y JeTen.

3aknio4enue

[l B feTckom BO3pacTe — YpesBblyaiiHO peakas onyxosb.
COOTHOLLEHME NULL XEHCKOr0 U MY)XXCKOr0 nona B Cy4vae C HO-
weckoit NI coctasnset 1,4:1,0, B TO BPEMS Kak y B3POCbIX 3T0
COOTHOLLEHMe oTnnyaetca u coctasnseT 3,0-3,5:1. MHorue aBTo-
pbl cyuTatoT toHoweckyto M BK y feteit BpOXXAEHHO naTonoru-
eit. [ina NIy peteit xapakTepeH 4pe3Bbl4ANHO BbICOKUA NPOLEHT
AaunarHocTmyeckux own6ok. KOHoweckas M otnuyaetcs 6onee
BbICOKOI# 4acTOTON CeKPeTopHbIX ¢hopM. Elle ofHON 0CO6€EH-
HocTblo My JeTeit ABNSETCH MX MYSbTUOKANIbHOCTL, KOTOpas
BCTpeyaeTcs B 25% cnyyaes. TwiatenbHOe NocneonepaLmoHHoe
HAOMIOLEHNE BOXXHO 13-32 BbICOKOM YaCTOThbl MYNbTUOKaNbHO-
CTW. ArpeccruBHOCTb pOCTa ABNAETCA eLie OAHON 0COBEHHOCTHIO
toHoLueckon 1. Kaxbl 0TOPUHOMAPUHIOMI0r KaK amMbyiaTopHOro,
TaK 11 CTaLMOHAPHOr0 3BeHa JO/MKEH BbITb 0CBEOMIEH 06 3TOI PefKol
naTtosnoruu.
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