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Tpuana Kapuest — peakuii cHHIPOM, XapaKTepU3YIOLLHUIICs cOueTaHUeM racTPOHHTECTHHAJBHOI cTpoMalibHol omyxoau (I'MICO)
KeJslyliKa, (yHKLUHOHUPYIOLLEl SKCTpaaapeHallbHON NaparanyiioMbl U JIEFOUHOH XOHAPOMbL. Mbl NpeacTaB/isieM ciyuai Haanuust
y naunentku FMCO xenynka, sKkcTpaapeHaoBoil NaparaHrJiMoMbl M ABYX THTAHTCKUX XOHIPOM JIeBOro Jjierkoro. B ¢Bsiau ¢ Oblct-
pbIM POCTOM 00pa30BaHMIl JIEFKOr0 U HEBO3MOXKHOCTBIO HCKJIIOUUTb UX 3JI0KaUeCTBEHHbLH XapaKTep, nalleHTKe Oblla BbIIOJHeHa
JIEBOCTOPOHHSIS1 THEBMOHSKTOMHS.
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Carney’s triad is a rare syndrome, comprising of the GIST of the stomach, functioning extra-adrenal paraganglioma and pul-
monary chondroma. We present a case of a young woman diagnosed with gastric GIST, mesenteric paraganglioma and two giant
chondromas of the left lung. Due to the rapid growth of pulmonary neoplasms and their potential malignant behaviour, the left
pneumonectomy was performed.
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BBe}leHl/le. Tpnaﬂa KapHeH — pe[[KI/Iﬁ CUHAPOM, 3aboJieBanue pasBHUBaeTCsd B OCHOBHOM Yy MOJIO/IbIX 2KE€H -

XapaKTepU3YIOLIMHCT COYeTaHHEeM TacTPOMHTECTHHAJb-
HOH CTPOMaJIbHOH OMYyXOJIM 2KeJyJIKa, (PYHKLIHMOHUPYIO-
led KCTpaajipeHasibHON TMaparaHrJIMOMbl W JIETOYHOM
XOHJIPOMBI, BriepBble onucannbii J. A. Carney, nartoJio-
roMm kauHuku Meiio, B 1977 1. y 7 maumenrtoB [1].

ILIMH, CPEJHHI BO3pAcT MpOSIBJIEHUsT CHHIPOMA OKOJIO
20 siet. CTpoOroro XpoHOJIOTHYECKOTO MOPSIIKA TOsIBJIe-
HHUS1 00pa30BaHM He CyLIECTBYET, [03TOMY HaJM4He
JIBYX M3 Tpex OIyXOJIeH MPUHATO paccMaTpHBaTh Kak
MposiBJICHHUE TPHUA/bI KapHeﬂ, KOTOpasl B TaKKUX CJjydasix
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CUMTAETCS «HEMOJHOW» W Ha3bIBAETCS «JHANOH».
K 2000 r. 6buio onucano Bcero 79 ciydaeB TpHajbl
Kapnest [2], a Ha Hacrositimii MoMeHT — Tosibko 150 [3].

Kaununueckuii cayyaii. »Kennmna 21 roga o6paTusiach
B KJIMHHKY C »Ka/l06aMH Ha MepHoiMueckie 60 B JIeBOK
MOJIOBHHE TPY/IHOH KJ1eTKH. K3 aHaMHe3a cTasio H3BeCTHO,
uto npu aooporpadun rpyaHoil Kjaetkn B 2013 T
BbISIBJIEHO OKpPYIJI0e HOBOOOpA3oBaHWe B BepxHei jloJie
JIEBOTO JIETKOTO pa3mMepoM 0KoJ10 | M B iuameTpe, pactie-
HEHHOEe Kak ramapToma, PeKOMEHIOBAHO HaOJoAeHHE.
B 2014 r. npu o6cnenoBaHnu o MoBofIy 3Toro 00pas3oBa-
HUS1 Obla BbISIBJEHA TaCTPOMHTECTHHANBHAS CTPOMAJIb-
Has omyxosb xkeiynka (IICO), BeimosHeHa pesekiys
xkeqynka no Topmeiicrepy—Puncrepepy. [1pu koHTposib-
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Hoil MCKT BbisiBJIeH pocT HOBOOGpa3oBaHHSI BepxHEH
JI0JIH JIEBOTO JIETKOTO U MOsIBIEHHEe BTOPOro, aHaJI0THUHO-
ro Mo CKHaJOrHYecKUM IpU3HAKaM, HOBOOOPa30BaHHsI
B HIKHeR 1oJ1e JieBoro. [IpoBenena 6uorncusi, no pesyiib-
TaTam KOTOPOH MPU3HAKOB 3JI0KAUECTBEHHOM OIMyXOJIH He
o6HapyxkeHo. OOpa3oBaHusi He ylajeHbl BBU UX [y60-
KOTO pacroJioxKeHusi B apeHxume Jjierkoro. B 2015 r. npu
[T9T-KT Bcero Tesa BbisiB/ieHa OMyX0Jb MPABOrO MPeJ-
cepausi. Hepes CTePHOTOMHbIN J0CTYI MPOBEIEHO ee yia-
JieHue. [To pesyssratam rucTosIOrMyecKoro Uee/1el0BaHHsl
ONyX0J1b OKasasacb MHKCOMOH. IIpu npoBeneHHH KOHT-
posbHort MCKT B 2019 . pasmepsl 06pa3oBanuii J1eBOro
JIETKOTO YBEJIMYWJIUCEL: B BepxHel jone 10 46x45 mm,
B HIZKHEH Jiogie 110 52X44 mm (puc. 1).

Puc. 1. ITpu MCKT opranoB rpyaHoii KJ1eTKH ¢ BHyTPUBEHHBIM KOHTPACTHPOBAHHEM B BEepXHEH U HILKHEN 015X JIEBOrO
JIETKOT'O BBISFIBJIAAIOTCS MHOTOY3J/10BbI€ o6pa30BaH1/1$1 C YeTKUMHU (beCTOHLIaTbIMI/I KOHTYpaMH, HEILOpOILHOﬁ CTPYKTYPbI 3a CHET
MSITKOTKAHOTO KOMIIOHEHTA W MACCHBHBIX 30H OObI3BECTBJIEHUS C YMEPEHHbIM HaKOIJICHHEM KOHTPACTHOI'O Tpernapara ((1—3)
Fig. 1. Contrast-enhanced computed tomography reveals two large slightly lobulated, well-defined inhomogeneous
density masses with varying degrees of calcification in the upper and lower lobes of the left lung (a—8)
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Puc. 2. [1pu MCKT ¢ BHyTpUBEHHbBIM KOHTPACTMPOBAHHEM BbISIBJIEHO MAPAOPTaNLHO PACMONOKEHHOE (POEKIMs opra-
Ha [lyxkepkaHuJist) runepBackyJsipHoe oKpyrioe 06pa3oBaHue OJHOPOAHON CTPYKTYpbl 6€3 MPU3HAKOB HHBA3UH MPHJIE-
)Kallel KiaerdaTku (a—8)
Fig. 2. Contrast-enhanced CT image demonstrates retroperitoneal para-aortic homogeneous solid mass (in the organ
of Zuckerkandl), which exhibits marked homogenous enhancement (a—8)
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Puc. 3. [Tpu [1T-KT ¢ I8F-DJII" onpenensiercs: BLIpaKeHHbIH ouar naToJ0rHueckoro runepmeraéosmuama POI]
(SUVbw=17,3) B BbIsIBJIeHHOM 3a6pIOIIMHHOM 06pa3oBaHui (a, 0); He3HAYNTENbHO BhIpaXKeHHbIH MaTOJOrHYeCKHH
runiepmeta6osinam OJII" B BbIsiBJIEHHBIX HOBOOGpa30BaHuUsiX JieBoro Jierkoro (SUVbw=255) (8) 1 cTeHKe »KeJsyKa

(SUVbw=2,61) (e)
Fig. 3. 18F-FDG PET/CTdemonstrates very intense uptake in the retroperitoneal mass (SUVbw =17,3) (6); slightly
uptake in mass of left lung (SUVbw=2,55) (8) and the wall of the stomach (SUVbw=2,61) (¢)

JlonosiHuTeIbHO BU3YaH3UPOBA/IOCh He BbISIBJIsIE -
MOe paHee MapaopTajibHOe OKPYIVIOE OJHOPOJHOE
TUMepBacKysipHoe 00pa3oBaHue 0KoJo 15 MM B aua-
MeTpe, akTHBHO Hakaruupatoiee POIT npu [19T-KT
(puc. 2, 3), paclieHeHHOe KaK MaparaHrinoma.

YuutbiBast Hajnuve y naudeHTkd [MCO xenyjka,
naparaHrinoMy 4 o6pasoBaHHsi B JIEBOM JIETKOM, 3ar10-
nospena tpuaaa Kapues. OnHako, yauTbiBasi ITMHAMUKY
pocta 06pa3oBaHuil JIETKOro, HeJlb3st OblI0 OHO3HAUHO
UCKJIOUHTb ~ HaJIMUHe  XOHAPOCAPKOMBI  JIE[KOTO.
29.07.2019 BbinoJiHeHA JIEBOCTOPOHHSASI THEBMOHIKTO-
must. [lo pesysbrataMm MMMYyHOTHCTOXHMHYECKOIO
UCCeI0BAHUSI B JIETKOM OIpeessieTcsl XOHJIpoma
¢ hopMupoBaHueM 1ByX y3aoB 5,0 cm u 7,0 cm, o/1p4a-
TOTO CTPOEHHUSI, U3 TMAJMHOBOIO Xpsillla ¢ MUKCOMHBIM
OTEKOM, ouyaraMmu KaJjibliiHO3a, 04aroBbiM (JOPMHPOBa-
HUeM ry0uyaTol KOCTHOH TKaHH, OIYyXOJIeBble KJETKH
MHTEHCHBHO sKcrpeccupyioT S100 npoTenH U He 3Kc-
npeccupytot nanuutokepatun AE1/AE3. Unneke npo-

naudeparusroii  aktuBHoctn  Ki67  —  1-2%.
[Tocneonepauuonublii nepuop npotes 6e3 0Ca0KHe-
Huil. [lneBpanbHbIfl ApeHaxk Obl ynajeH Ha 1-e cyTKH
nocse onepauuu. [launenTtka Boinucana Ha 10-e cyTku
rocJjie onepaLuu.

Hepes mecsiL, ocsie ornepaLiy BbITOJHEHO Jlanapo-
CKOIHYeCKoe yjajeHHe napaaoprajbHoOro odpasosa-
Husi. Tlo pesysbratam THCTOJIOTHYECKOTO HMCCIe10Ba-
Husg — naparanravoma. Yepes 3 mecsaua npu MCKT
TPYAHON KJETKH KapTHHA COOTBETCTBYET 00beMy Ore-
pauuu, NPU3HAKOB APYTHX HOBOOOPA30BAHUH B IPYAHOH
KJeTKe He ornpesessieTcsi (puc. 4).

Pesyabratbl U ux o6cyxnenue. [lo cioBam camoro
J. A. Carney, «naieHTbl ¢ IByMsl OTUHOUYHBIMH OTTYXO-
JISIMH BCTPEYaloTCsl He 4acTo, MalUeHThbl ¢ TPeMS OJIU-
HOYHBIMH OMYXOJSIMH — PEJIKO, a MallMeHTbl ¢ TpeMs
MYJBTUOKANBHBIMKU PEIKMUMH OMYXOJISIMH — 3TO HEUTO
9KCTPAOPAHHAPHOE, OCOOEHHO €C/IM BCE OHH MOJIOJble
JKEHILMHBI» [4].
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Puc. 4. MCKT rpyznHoii KIeTKH yepe3 3 Mecsila 1nocJe MHEeBMOHSKTOMHHM COOTBETCTBYET 060beMy Olepalii, MPU3HAKOB
JIPyrHX HOBOOOPA30BAHMI B IPY/IHON KJI€TKE He ONpPelesseTcs
Fig. 4. Contrast-enhanced MDCT of the thorax shows normal postoperative findings 3 months after pneumonectomies

CylllecTBYeT HECKOJIbKO CX0XKHX HO30JIOTHUECKHX
tdopm: Tpuany Kaphest HeOOXOIUMO OTJIHYATH OT KOM-
nuiekca Kaphest, Kotopblil npenctasisier coboil penkoe
reHeTHUeCKoe 3ab0J1eBaHule, Mepeiatoleecs Mo ayTocoM-
HO-JIOMHHAHTHOMY THITY, TIPOSIBJISIIOLIIEECS MHOYKECTBEH -
HBIMH JIOOPOKAYeCTBEHHBIMU OIMyXOJISIMH: MHKCOMaMH,
HEBYCAMH, SHIOKPHHHBIMM OINyXOJIIMH M IBAHHOMAMH
[5]. Mukcombl Betpeuatotest B cepate (61%), koxke
(37%), monounoii xenese (20%), HeBychl — Ha KOKe,
ry6ax. DHJIOKPUHHbBIE OMYXOJIH MOPAXKAaOT HA/NOUeUHHK,
MUK, runocus. [LIBaHHOMBI BCTpeualoTcsi B BEpPXHHUX
OT/IeN1aX KeJyJI0UHO-KHIIIEUHOTO TpaKTa W CUMIIaTHue-
CKOM CTBOJIE. [eHeTHUeCKIe H3MEHEHHSsT BKJIIOUAIOT MyTa-
unn PRKARIA, CCN1 (17q23), CCN2 (2p16)[5].

Tpuany KapHesi paccMaTpHBaloT Kak reHeTHUecKoe,
HO He Hac/elCcTBeHHOe 3aboJjeBanue. He BbisiBieHO
ciyuyaeB 3aboJieBaHUsT POJCTBEHHUKOB MallMEHTOB,
¥ JlazKe OITMcaH OJIuH ciydail Tpuajbl KapHesi npu oreyt-
CTBUM MAaTOJIOTHH Y MOHO3WUTroTHOro OGJinsHena [1].
B ocHoBe maroreHeza CHHApPOMA JIEXKHUT HEI0CTATOU-
HOCTb CYKLIMHAT/IETHIPOTreHa3bl B CTBOJIOBBIX KJIETKaX.
CyKkuMHaTHeruaporeHasa — KJw4eBOH (epMeHT
B MHUTOXOHADHAJILHOM 1MKJe JIHMOHHOH KHCJOTHI
1 3JIeKTPOH-TpaHCnopTHOH Lenu [5]. Jlanuas naroJgo-
FHsl XapakTepHa Takxke JJIsi cunjapoma Kaphes—
Crparakuca, KOTOpbIi, B OTJIHUMEe OT Tpuajbl KapHes,
SIBJISIETCS] HACJIE/ICTBEHHBIM 3a00JIeBaHUEM, Tepealo-
LIMMCST 110 ayTOCOMHO-JIOMMHAHTHOMY THITy, Xapakre-
pusyercsi covetanueMm [MMCO u mnaparaHrivomsl,
¥ HUKOIJIA HE COMPOBOXK/AETCS MOSIBJICHUEM XOHPOMBbI
Jierkoro [6]. On onucan Bcero y 20 cemell U BbISIBJISIET-
csl IPEUMYLIECTBEHHO B MOJIOJIOM BO3pacre ¢ paBHOM
4acTOTOH y My:KUMH M KeHUMH. [Ipu cunapome
Kapnes—Crparakuca onpeiessiioTcsi 3apojiblilieBble
mytaun SDHB, SDHC, SDHD, B T0 Bpemsi Kak npu
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tpuane Kaphes nedekTbl CyKUMHATAErHAPOreHa3bl
BBI3BAHBI JIEELHIMH YUACTKOB XPOMOCOM.

B 80% Ttpuana Kapuesi BeTpeuaercs y »KeHILIMH, Kak
npaBuo, jo 30 jer. Camblil paHHHI BO3pacCT BhISBJIE-
HUSI [IePBOM OMyXOJM — 7 JIeT, CaMblid MO3AHUNA —
48 ner. Beero 26% npeacraBieHo MoJHONH TpHALOi,
a ot 53% 10 70% caydaeB HenoJHONH TpHabl Npel-
craBseHo couetanneM ['MICO u jierouHoil XoHapOMBI.
Cpentee BpeMsi JI0 BbISIBI€HHS] BTOPOH OMYXOJIH COCTAB-
Jsier 8 JeT, MakcumalJibHoe — 26 Jier, 10 MOsiBJeHHSs
TpeTbel OMyXoJik — B cpejHeM 7 JieT (MakCHMaJbHO
18 ser) [4]. B MupoBo#i suTepatype OMUCAHO TOJIBKO
2 cyydasi, MaHU(eCTHPOBABIINX TOJHON TpHaaoi [7].
Jlub B 34% caydaeB mpuM MOSIBJEHHH CHMITOMOB
Ob1J10 BbISIBJIEHO cpasy aBe omyxosd. OnHa U3 nauueH-
tok J. A. Carney umesa peikyio BpOXKIeHHYIO MaToJ0-
THIO — JIBYCTOPOHHIO MaJb(opMalMio CpeaHero
1 HapyzkHOro yxa [8].

Jlerounbie xoHapoMbl Betpeuatotest B 80% catyuaes,
KaK NPaBHJIO, SIBJISIIOTCS] MHOYKECTBEHHBIMH, OTHOCTOPOH -
Hee TopakeHHe Berpeuaercs B 83 % ciyuaes, He COMpo-
BOXKJIAIOTCS] MHBA3UBHBIM POCTOM M OTJaJI€HHBIMH MeTa-
crazamu. [lporekator GecCHMNTOMHO, KpakHe peIKo
y MalMeHTOB BO3HMKAIOT KajloObl Ha KPOBOXapKaHbe
1 60JiM B rpyaHoil kiaetke [9]. Onucan ciyuaii popmMupo-
BaHus abcuecca € TUIMYHOM KJIMHHYECKOH KapTHHOH
Ha doHe o6cTpyKuMH OGpoHxoB XoHapomoi [10].
MaKpocKonmMueckd HMMEIOT — BKJIOYEHHS  KaJbliHs
1 orpaHuueHbl pudposHon Karncysoi [11]. [1pu pentre-
HOJIOTHUECKOM MCC/IEIOBAHHH XOHIPOMBI JIETKOTO BU3ya-
JIUBUPYIOTCS KaK OKpyr/ible 06pa3oBaHUsi C UETKMMH
(hecTOHYATBIMM KOHTYpaMH CMELIAHHOH CTPYKTYpbl
3a CyeT MSITKOTKAHOrO KOMIIOHEHTA W 30H OObI3BECTBIIE-
uust [14, 15], mpu 3TOM BCTpeyaioTcst pa3jiMuHble THITbI
KasbLM(UKALMKU: TOUeUHble, JIMHEHHBIH, B BUIE KOJel|
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[13], B enuHnuHOM HaOGJIONECHUH XOHApPOMA Oblla Mpes-
CTaBJieHa MSITKOTKaHbIM 00pa3oBaHieM 6e3 KaslbLIMHATOB
[15]. T1pu BBeneHHe KOHTPACTHOTO MpenapaTa oTMeyaeT-
sl YMEPEHHO€ ero HaKOMJIeHHe ¢ MAaKCUMaJIbHbIM TPaji-
eHTOM B BeHoaHylo dagy 1o 10—14 HU [15]. I1pu nanu-
unn B aHamHe3de [ ICO xoHIpOMBI JIEFKOTO HEPEKO TpH -
HUMaIOT 3a MeTactasbl. OJIHAKO OMUCAH TOJLKO OJIUH CJy-
yail MEeTacTaTHUeCKOro Mopax<eHHsi JIErKOro npu TpHajle
KapHhest [16], kpome Toro, mist meracrazos ['MICO kaJib-
LIMHATBI B CTPYKTYpe He xapakrephbl. Jlnddepenipas-
Hasl IMarHOCTHKA XOHIPOM JIEFKOro MPOBOANTCS € TyOep-
KyJIEMOH, raMapToMOH, NepuepruyecKUM PakoM JIerko-
ro, cKJeposupyiollieil remanrnomoit [ 17]. Jlns mopdodio-
rUYecKOd  BepUPUKAUMH  JMAarHo3a  BO3MOXKHO
BbINOJIHEHHE TPAHCTOPAKAJIbHON OUONCHU 0Opa3oBaHU
[18]. Tem He MmeHee 3ppekTHBHOCTD ee 1151 tuddepeHLn-
aJIbHOM JIMArHOCTHKKM XOHPOMBbI, XOHIPOCAKPOMBbI, CHHO-
BMOCAPKOMbI HJIH TIEPBUYHON JierouHol capkombl [OunHra
BecbMa orpaHuuena [19]. Crenyer 0TMETHTbL K TOMY »Ke
M BEPOSITHOCTb MAJIMIHU3ALHK XOHAPOMbI ¢ (POPMHUPOBA-
Huem xonapocapkombl [20]. Kpome Toro, B ciyuae, ornu-
canHom S. T. Wahid u coaBr., y nauueHTKH onucaHa
MMeHHO XoHapocapkoma [21]. B nacrosiiiem nHabmnoneHnu
BBHJly 3HAUMTE/IbHBIX TEMIIOB POCTA BbISIBJICHHbIX 00pa-
30BaHMH, UX KPYITHBIX Pa3MEPOB HeJlb3sl OblJI0 HCKJIIOUHTh
pa3BUTHE XOHIPOCAPKOMBI, YTO H MOCJY?KHJIO PUUMHON
pauKasibHol onepauuu. OueBHIAHO, YTO MHEBMOHIKTO-
MHIO Y MOJIOJION 2KEHILHMHBI CJI02KHO Ha3BaTh «orepaluen
BbIOOpa», OIHAKO MEHBIIHH 00GbEM orepalyd He MOr
ObITb BbIMOJIHEH PAIMKAJIBbHO BBUIY JIOKAJIH3aMKH 00pa-
30BaHMi GJIM3KO K CTPYKTypaM KOpHSI JIEBOTO JIEFKOTO,
BBINOJIHEHHE 2Ke TPAHCTOpaKaIbHON OHOTICHH 3THX 06pa-
30BAHUH He MOIVIO JaTb MOJHOLEHHOH TMCTOJIOrMUECKON
XapaKTEePUCTUKH  M3-3a  3HAUUTEJbHbIX Pa3MepoB
1 HEOJHOPOIHOCTH CTPYKTYPBbI.

OnyxoJin 2Ke/Ty104HO - KHLLEUHOr0 TPAKTa MPH CHHIPO-
me Kaphesi knaccucpuumpoBatuch M Kak JeHOMHOMBI,
1 KaK JIeHOMHOCAPKOMbI WK JIEHOMHOGJIACTOMBI, JaxKe
KaK J00poKayecTBeHHble JIEHOMHOOJIACTOMbI, OJHAKO
TLIaTesbHble MOp(OoIOrHIecKHe HCCIe0BAHHUS BbISIBUIIH,
UTO MCXOAAT OHM M3 MHTEPCTHUMAJbBHBIX KJETOK
Kaxansi — neiicMeiikepoB »KeJyl04HO-KHILIEYHOTO TPaK-
ta. [MICO npu cumnromokomiiekce Kaphesi Berpeuatot-
cs1B99% cityuaeB, pacrnosiaraloTest B >KesyjKe, 061a1a10T
MYJIETHLIEHTPHUHBIM POCTOM U MTPEUMYLIIECTBEHHO STHTe-
JIMOWIHBIM CTpoeHHeM, Tak HasblBaeMble [TICO 2 tuna
[22]. Kak nmpaBuJio, uMeHHO 3T0 06pa3oBaHUe BbISBJISIET-
cs1 nepBbIM. KytMHHYeCKH MposiBJisieTcst 60JIbIo B 2KHBOTE,
JKEJTYJIOYHO-KHILIEYHBIM KPOBOTEUEHHEM, aHeMHeH, noTe-
peil Beca, HasMYMeM MaJblIUpPyeMoro o06pa3oBaHusl
B 2kHBOTE. MOpoJIOrHieCcKH He OTJIMYaloTCs OT CHOPaIH -
ueckux [ MICO, oHako He UMEIOT XapaKTepHbIX MyTalHi
c-kit 1 PDGFRA, a umetor norepto KOpoTKoro rJeda
nepBoil XpoMocombl. [IpH HMMyHOrHCTOXMMHUYECKOM
UCCJIENIOBAHNY BBISIBJISAIOT 3Kcnpeccuto CD34 u CD117,
ofiHaKo B otiinuKe ot cnopaauiyeckux [ICO He skenpec-
cupytor SDHB. Ormeuaercs yacroe siumdorenHoe Mera-
CTa3upOBaHHe, YaCThble MECTHbIE PELMIMBLI MOC/E yriale-

HUs, a TakkKe OoJsiee MEJICHHBIH POCT METacTas3oB
0 CPaBHEHHIO CO CTIOPAIUIECKUMH CyYasMd H TJI0XOH
OTBET Ha XMMHOTEPAIIHIO, JIy4eBYIO Teparuio, TepMoadis-
upto v umatuiu6 [3]. Mmenno meracratuueckass TMCO
SIBUJIACh TIPUUMHOH cMepTH 30-JeTHel MaluueHTKH
B coobOuienun Raffensperger u Kruger, uepes 16 Jser
rocJie yCTAaHOBJICHUsT JuarHo3a Tpuaiapl Kapues [23],
a TakXkKe OJHOW H3 MaUMEHTOK, OMNHCAHHOH CcaMuM
J. A. Carney B 1977 r. [1]. B nawewm ciayuae TMCO
BbIsIBJIEHA T10C/Ie OMYXOJIH JIEFKOTO MPH MporIaKkTHye-
CKOM 00C/1€/I0BaHUH MalMEHTKH, Ha 0CTATOYHO PaHHEM
yTane, Obla paanuKaabHO MPOONEPUPOBaHa, 10 BO3HHUK-
HOBEHHS TaKHX TSRKEJbIX OCTOKHEHHH, KaK KpoBoTeye-
HHE U HETPOXOIMMOCTb.

[Taparanrivombl y nauueHToB ¢ Tpuanoit Kapuest Berpe-
yatotest B 50% cayyaes , Kak npasu/io, GyHKIHOHHPYIOT
1 06/1a1a10T HHBA3UBHBIM POCTOM, MO3TOMY CHOCOGHBI
K OTJajJleHHOMYy MeTacta3upoBanuio [4]. DkerpaanpeHa-
JIOBAst aparaHrjitoMa — OryxoJib, UCXofisillast U3 xpomad-
(bMHHBIX KJIETOK CMMMATHUECKHX TaHMIMEB, MPOIYLMPYIO-
111ast U3OBLITOUHOE KOJIMYECTBO KaTexosaMuHoB. [Ipu scrpa-
AJIPEHAJIOBOM JIOKAJIM3aLMK HOBOOOPA30BaHHE MOXKET Pa3-
BUBATbCSl M3 3JE€MEHTOB CHMMATHYECKHX TaHIJIHEB
CPEIOCTEHHsI, MOUEBOTO Ty3bIPst, MOLKETYI0UHOH XKeJle3bl,
STMYHUKOB, TOYEK, IIUTOBUIHON Kesle3bl, 1/1a3a, KETUHbIX
nyTeii u cepana. Hanbosiee yacTo HCXOMUT M3 a0PTaJIBHOTO
naparaHminsi, pacrosioXKeHHOro Ha OpIOIHON aopTe
OT YPOBHSI HIKHEH OpblKeeyHOl apTepun 10 GudypKaluu
aoptbl (opran Llykepkanuisi) (puc. 5).

Q

CHMMaTHYeCKnH CTBO

Puc. 5. Cxema oprana Llykepkannisi (Lee K.Y. et al.,
2006)[24]
Fig. 5. The organ of Zuckerkandl (Lee K.Y. et al., 2006) [24]
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Hecmorps Ha To, uTO AJ151 KaCCHUECKON TPUAJIbl Tapa-
raHriMoMa J0JDKHA pacroJgiarathest BHE HaJMOueyHUKa,
HaxoxKJIeHUe SHIOKPUHHOH OIMyXOJIM B HA/INIOUEUHHKE He
NPOTHBOPEUHUT YCTAHOBKE CHHAPOMA, TaK »Ke Kak
1 He(hyHKLIMOHUPYIOIIast aipEeHOKOPTHKAJIbHAS aJleHOMa.

KymHMueCKH naparaHrjIHoMbl POSIBJISIETCS Pa3JIMUHbI -
MH CHMIITOMAMH, OT 3TH30MUECKOr0 TOBbILLIEHHS apTe-
pHAJIBHOTO JIaBJIEHUS] JIO PA3BUTHS KATEXOJAMUHOBOM
KapIMOMUHOIIATHH W HH(apKTa MHOKapa. BoJIbLIHHCTBO
MalMeHTOB MPEIbABISIOT 2Kaa00bl, CBI3aHHbIE C BEIOPO-
COM KaTeX0oJJaMHHOB: OLIYIIIEHHE »Kapa, yuallleHHOe Cepjl-
LebueHue, roJjiopHasi 0oJib, IOBBILLIEHHAST [TOTJMBOCTD.
B omucanHoM Hamu ciiydae KJAWHHYECKHX TPOSIBJIECHHH
naparaHIMOMbI MAlIMEHTKA He OTMeuasna.

[Ipu MCKT c BHyTpHBEHHBIM KOHTPACTHPOBAHHEM
naparaHruJiMOMbl BHU3YaJIM3UPYIOTC  KaK OKpYIJible
TUIEPBACKYJISIPHbIE COMMIHBIE 0Opa3oBanus. O6pa3oBa-
HUS1 HeGOJIBIINX PA3MEPOB B OOJILLIMHCTBE CJIyuyaeB
OJIHOPOJIHbIE TMaparaHryiMoMbl Gojiee 3 CM B JuHameTpe
MOTYT COJEP’KaTh YJACTKU HEKPO3a M KPOBOM3JIHUSIHHUSI,
B 20% cayuaeB BCTpEYaloTCsl MeJIKHe KaJbUuHaThl. [1pu
MPT 3TH omyXoJi1 THIOMHTEHCHBHBI WJIH H30MHTEHCHB-
Hblil napenxume nedenu Ha T1-BU u runepunrtencushsl
na T2-BV, axTuBHO HakanjuMBaioT mNapaMarHeTHK.
Jlnarnocryika 3aGpIOLIMHHBIX MaparaHrJIMOM He OrpaHHu-
UUBaeTCsl MPUMEHEHWEM BbIIIEYKA3aHHbBIX HHCTPYMEH-
TaJIbHBbIX MeTo10B. CBsSI3aHO 3TO ¢ GHOJIOTHUECKUMH 0CO-
GEHHOCTSAMMU JIAHHOTO THCTOJIOTHUECKOTO THIIA OITyXOJIel.
B Hacrosiiiee BpeMst OTHUMH W3 OCHOBHBIX METOJIOB JIUar-
HOCTHKH HEHPOSHIOKPHHHBIX OIyX0JIeH, BKJItoUasi rnapa-
FaHIJIMOMY, SIBJISFOTCS THOPHIHBIE METOJbl BU3yaJn3a-
i — ODIKT-KT u [1DT-KT. Bo3aMoxKHO BbINOJHEHHE
CJIEYIOLLIMX BUIOB UCCIIENI0BAHMH.

1. TI9T-KT-uccienopanne ¢ POIT 68Ga-DOTA-
nentuaamu (-NOC, -TOC, -TATE) uwin OPIKT-KT-
pceaenopanne ¢ POIT 99MTe-Octreotide st otenku
CTEMEHM 3KCIPECCHH COMATOCTATHHOBBIX PELENTOPOB
B OITyXOJIH.

2. TIAT-KT-uccnenopanue ¢ POIT 18F-OIT st
OlLIeHKH Hecrneluduueckoro MerabosiMiaMa B OIyXoJie-
BBIX KJIETKAX U CTeNeHH ux auchhepeHIUPOBKH.

3. TI3T-KT-ucenenosanue ¢ POIT 18F-DOPA
(neruapokcudennnananun) 1 O®IKT-KT ¢ 123]-
MIBG (meTaiion6eH3HITyaHUI|H ) /151 OLIEHKU CHHTe3a
OMOJIOrMUECKHX aMHHOB B OIYyXOJIEBbIX KJeTKax (crie-
ucryecKast MetabonuecKast BU3yasu3alust ).

B Hacrosiiiee Bpemsi ornepaTHBHOE BMEIIATENIbCTBO
SABJSETCS OCHOBHBIM METOJIOM JICUEHHS TpUabl

Kaphest. YuutbiBasi 106pOKauecTBEHHbIH XapaKkTep XOH-
JPOMbI, BO3MOXKHBIM OGBEMOM OMepalun SIBJSETCS
IHyKJealuuss 00pa3oBaHUsl, CErMEHTIKTOMHS HJIH
JIOOIKTOMHUST TIPH OOJIBILIMX pa3Mepax onyxosu. OnHako
ectb 5% PHCK peluIuBa ONyXoJH B 00/1aCTH Pe3eKIHH1
[2]. BoamoxKeH Tak:ke BapuaHT HabJ110/1eH1sT GeCCUMIT-
TOMHBIX 06pasopanuii [25], Tak Kak B 56% ciyyaes
yepe3 HeCKOJbKO JeT TO0Cje YCTaHOBKHM JIMarHo3a
MOSIBJISIOTCS HOBblE XOHApPOMBI [4, 21].

Jleuenne TMICO wu naparanrnmom He oT/M4aeTcs
OT criopajnueckux 3aboseBanuil. JlomycTHMbIM o6be-
MoM ornepatuBHoro BMeraresnbersa npu [['MCO xenyn-
Ka siBJIsieTcsl cyOTOTa/IbHAS, CerMeHTapHast Uik TOTalb-
Has pesekuusi [26]. [Tpu sTom B 46% caydaes mocie
pe3eKlMy BO3HMKAIOT HOBbIE OIMyXOJIM »Kejylka (He
MECTHBIH peluuB ), TPeOYIOIIHe MOBTOPHBIX PE3eKIIUH
[4]. [1pu naparaurinomax, pacnoJsoyKeHHbIX BIJIOTHYIO
K HaJIMOYeUHUKY, BbIMOJIHSIETCS afipeHaldKTOMUSI.

[Ipornos y naunenroB ¢ Tpuanoi Kaphesi, kak npa-
BUJIO, OaronpusiTHbii. CpeaHsisi MpOJ0J/IKHTENBHOCTD
YKU3HH MOCJIe YCTAHOBJIEHHS IMarH03a COCTABJISIET MPHU-
mepHo 20 jier [4]. Ilpu pamukajibHOM XHPypruyeckom
gedyeHud  10-J1eTHSIT  BbIKMBAE€MOCTb  MaLMEHTOB
cocrapaster 100%, a 40-netnaa — 73% [27]. Tpu
BbISIBJIEHUH XOTs1 Obl 0ZIHOMO HOBOOOPA30BaHUSI, XapaK-
TEPHOTO J/1s1 TPHAJIBI, B MOJIOIOM BO3pacTe, U 0COOEHHO
NPH HAJIMYUKM MYJIBTHLLEHTPHYHOTO pocTa, HEeOOXOIUMO
MPOBOJIMThb €KETrO/IHbIH CKPUHUHT /151 CBOEBPEMEHHOH
BepudUKalUMK MHbIX oOpadoBanni. Haubosee nudop-
MaTHBHBIM METOJIOM JMArHOCTHUKH JI/Isl COCTABJISIIOLLMX
JnaHHoro  cuHiapoma  seasiercs  [I9T-KT  [25].
DhHeKTHBHBIM METOJIOM CKPUHHHIA KATEXOJAMUH - CEK-
PETUPYIOLIMX TaparaHrJiMoM SIBJSIETCS Onpe/esieHne
BAHUJIMJIMHHIAIBHON KHCJIOTHI H (PPAKIMOHUPOBAHHBIX
KaTexoJlaMMHOB B Moue, cobpaHHoi 3a 24 yaca [28].

Taxum o6pasom, Tpuana Kapues, nopaxkast MoJioibix
JKeHLUUH, TpeOyeT 0co00i TIATENBHOCTH U PErYJIsIPHO-
CTH 06C/1eI0BAHUST MALMEHTOK, YUUThIBAS TOCTEEHHbIN
XapakTep MOSIBJEHHS ONyXoJiel M WX HMHIOJEHTHOE
teyenue. Hecneuunduueckne, Ha nepsblil B3WIsiL, CHMIT-
TOMbI MOBBILIEHHON MOTJIMBOCTH, OULYLIEHHSI Cepllle-
OueHust, Kapa MOTYT ObITb MPOSIBJIEHUSIMU MaparaHr-
Jimombl, a BoisiBiienne ['MICO tpebyet ocoboro noaxona
K JIeYeHHIO BBUJLY TJIOXOH UYBCTBUTEJLHOCTH K COBpe-
MEHHBIM TapreTHbIM npenapaTtam. XOHAPOMbI JIETKOTO
MOTYT ObITb OCTaBJIEHbI MOl HAGJIOIEHUEM JI0 TOsIBJIE -
HHUS KJIHHHYECKHX NPOsIBJICHHH, HO HeoOXxoiuMa yeTKast
UX I depeHinaliis OT XOHAPOCAPKOM JIETKOTO.
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