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OEOXPOMOLIUTOMA/NAPATAHITTMOMA B COCTABE HACNIEACTBEHHbIX CUHAPOMOB

Cemen bopucosuu ITunckuii, Baadumup Anamonvesuu beno6opodos
(MpxyTCcKmit rocyAapCTBEHHBIN MEAMIVIHCKIUI YHUBEPCUTET, PEKTOP — [.M.H., mpod. V1.B. Maos,
kadenpa o61eit XMpyprum, 3aB. — .M.H., po¢. B.A. bero6oposos)

Pesrome. B ureparypHOM 0030pe IpecTaBIeHbl COBpeMeHHbIe IIPeACTaBIeHNs O PeOXPOMOLIMTOME U IaparaHI/Iio-
Me, O 4aCTOTe MX BBIAB/ISAEMOCTH B CIIOPAINYeCKIX U TeHeTUIeCKM e TePMUHIPOBAaHHbBIX BapyaHTax. ONucaHbl X 0COOeH-
HOCTM IIPY HAJTIOYEYHMKOBOI 11 BHEHA/IIIOUE€YHMKOBOI JIOKaMN3aLK, a TAKXXe IIPY MHO>KECTBEHHDIX OITyXO/IAX. YKa3aHBbI
COBpEMEHHbIE IOIXOMIbI B AMATHOCTHUKE VI JIeYeHUY STUX HOBOOOPa30BaHMIL.

KiroueBbie croBa: GpeoxpoMOLIITOMA; ITaparaHININOMa; MHOKeCTBEHHAS SHEOKPMHHAS HEOITa3us 2-T0 TUIIA; 60Te3Hb
¢ou Innmnens-J/Innpay; HelipodubpomMaros 1-ro TuIa; ceMeiiHble aparaHINOMBL.

PHEOCHROMOCYTOMA/PARAGANGLIOMA: PROBLEMATIC FOR TERMINOLOGY,
DIAGNOSIS AND TREATMENT

S.B. Pinsky, V.A. Beloborodov
(Irkutsk State Medical University, Russia)

Summary. The literary review presents modern concepts of pheochromocytoma and paraganglioma, the frequency of
their detection in sporadic and genetically determined variants. Their features are described with adrenal and extraadrenal
localization, as well as with multiple tumors. Modern approaches in the diagnosis and treatment of these tumors are

indicated.
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@eoxpomoruroma (OX) sABIseTCS TOPMOHANBHO-
aKTUBHOJ HENPOSH[IOKPUHHOI OIYXOJIbl0 13 XpoMad-
(bUHHOI TKaHMU, CEKPETHUPYIOLasA B OOIbLINX KOMNYECTBAX
OMOMOrMYecKy aKTUBHBIE KaTeXOJMaMMUHbI (apeHanH,
HopagpeHanuH, podamun). OnyxoneBble KaTeXOIaMUHBI
MeTaboNMM3NPYIOTCSI B HEAaKTUBHbIE METV/IMPOBAHHbIE I1PO-
M3BOJHbIE: afipeHaNNH B MeTaHeppIH, HOpaJpeHanuH — B
HOpMeTaHeppUH, foPaMUH — B METOKCUTUPAMMH.

B 90% cnyuyaes ®X moKanm3yeTcsa B MOSTOBOM C/IO€ Ha/Jl-
no4yeyHuKoB. B 10% Npu4MHOI TOBBIIIEHHON CEKpelun
KaTeX0/IAMMHOB MOTYT OBITb ONYXOJIM HEHa/OYeYHUKO-
BOI1 JIOKa/IM3aliMM — [TaparaHIIMoMbl. Mo3roBoit cjoit Haj-
[IOYEYHVKOB SIB/IETCSI CaMbIM OOJIBILINMM IMaparaHIjiieM, a
Ha/II0YeYHNKOBast (PeOXPOMOLIMTOMA 110 CBOEJT CYTH SIBJIS-
eTCA YaCTHBIM CITy4YaeM MaparaHI/INOM.

[Taparanrmnoms! (I1T), paHee u3BecTHbIE IOZ OOIIMM
HasBaHMEM XeMOJEKTOMBI, SB/IAIOTCS 00pasoBaHMAMU
HeMPO3KTOAEePMATbHOTO IIPOMCXOXKAEHNA, MCXOHAT U3
CUMITATMYECKNX ¥ TApacUMIIATMYECKNX MaparaHI/INeB.
HenazamodeYHNKOBBIE OITYXO/V CMIATUIECKIX U TAPACM-
[aTMYEeCKUX [aparaHrineB KIacCU(UIVpPOBaHbl KaK BHe-
Ha/II0YeYHNMKOBbIe MaparaHraioMsl. I1o QyHKIMOHANIBHO-
MOPQO/IOrNYecknM IMPpU3HAKAM pa3NNYAIOT JIBE TPYIIIIbI
naparanrmom: xpomadguHHble (M3 CUMIIATHYECKUX IIa-
paranrmes) u HexpoMaduHHbIe (M3 IapacuMIATNIeCKNX
[aparaHI/ines).

Cumnarudeckye maparaHrmmoMsl  (xpomacdduHHas
TKaHb) — 9TO B OCHOBHOM HaJIOYeYHMKOBBbIE (HEoXpOMO-
I[UTOMBI, 2 TaK’Ke HEHAJIIOYETHNKOBbIE OIYXOMN U3 CUM-
MaTUYEeCKUX TAHITINEB, CMHTE3MPYHOIIMe B MOBBLIIIEHHOM
KOIMYeCTBe OMOJIOTMYECKM aKTUBHbIE KaTeXOJTaMVHBL
HenapnodeuHnkoBble XxpoMadQuHHbIE IaparaHIINOMbI
COCTaBJIAIOT 0KOJI0 10% OT Bcex pe0XPOMOLIITOM Y B3pOcC-
nbIX ¥ 0Ko7o 30% — y mereii. B 95% cimy4yaeB onu pacmona-
FaloTCs B 3a0PIOIIMHHOM [TPOCTPAHCTBE U B OPIOLIHOI MO~
JIOCTU M CBA3aHbI C BEPXHVIMU U HVDKHUMU 6pr>Kee‘IHbIMI/I
TaHI/IAMM, B opraHe LlykkepkaHs (B MeCTe OTXOXK/eHVS
OT A0pTHI HIDKHEN OpbDKeedHOil apTepun), 3HAYNTENIBHO
peXxe B 06/1acTH LIe 1 B TPYAHOIL KIeTkKe (B IepegHeM MIn
3aJIHeM CpefJOCTEeHVM), B MaJIOM Tasy.

[TapacuMmaTiyeckyue naparanriamomMsl (HexpomaduH-
Hasg TKaHb) OOBIYHO PACIOJIOXKEHBI OKO/IO KPOBEHOCHBIX
COCY[IOB J1 HEpBOB, dallle B obmactu romossl 1 uen. OHy,
B OT/IMYME OT HA/IIOYEYHUKOBBIX M HEHA/II0YeYHMKOBBIX
CHMIATVYECKVX ITaparaHI/IOM, PEJKO CEKpeTUPYIOT KaTe-
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xomaMuusl (B 1-5% cmygaes) [13,17].

B ymurepaType M 1O HAaCTOAIIETO BPEeMEHM CYLIECTBY-
0T TepMMHOJIOTMYECKNE PACXOKIEHNA B OIpeleNleHNs
HOHATHIT  «eoxpoMonuTOMa» U «IlaparaHrmomMa». B
MexyHapOTHOI TMCTOTIOIMYeCKON KIacCUpUKALINY SHTO-
KpMHHBIX omyxoselt (BO3, 2004), tepmun «deoxpomony-
TOMa» IIPYMeHAETCA VICKTIOUNTEIbHO K OIMYXO/IAM HafIo-
YeYHIKOBOI'O IIPOVCXOXK/ICHY, @ BCe IPYTHe JIOKaIM3aLnu
omyxoreit (xpomadduraoro u HexpomapUHHOTO MpoNC-
XOXKJIeHMsI) KaK «HEHAIIIOYeYHMKOBbIE ITaparaHI/IOMbI»
[30]. MHOTMe aBTOPbI MCIIONB3YIOT TEPMUHBI «(HeOXpOMO-
nuToMa» WM «xpoMaddMHOMa» I HaNOYeYHUKOBBIX
U HEHAJIIOYEeYHMKOBBIX CYMIIATNYECKUX IaparaHIlIioM
(xpomadrHHasE TKAHB), KOTOPbIE OOBIYHO SIB/ISAIOTCS KIIN-
HIYeCKM aKTVBHBIMM M 9KCKPETHPYIOT KaTeXOJIaMUHBI, a
«TIaparaHraMoMamMi» WM «XeMOJeKTOMaMM» Ha3bIBAIOT
TOPMOHA/IbHO-HeaKTHBHBIe HeXpoMaddIHHbIE OITYXOJIN 13
IapacUMIIaTHYeCKVX NTaparaHI/yeB. B mocieqHue rogsl mo-
JIy4uJI IpU3HAHME TEPMUH «CUHAPOM (PeOXpOMOLUTOMbI/
[aparaHrmomsl» [3,23,14,44,47].

OX pprasngerca y 0,2-0,6% MaLMeHTOB ¢ MOCTOAHHON
dbopMmoii apTepuanbHON TUIIepTeH3NN. Y [ieTeil ¢ CHMIITO-
MaTudeckoy aprepmanbHoit runepTeHsuerr OX/IIT BbLAB-
JIA€TCA Yallle, 4eM Y B3pocnbIX — y 0,5-2%. B o6meit momy-
nauyy OX Bcrpedaerca pegko — 1:200000 HaceneHus B rof,
a 3a60/1eBaeMOCTb COCTaB/IsAeT He Ooree 1 HabmomeHna Ha 2
MJIH. dyenioBek B rofi. Ilpu ayroncun ®X/III BuiABAAeTCA ¥
0,05-0,1% marenTtos [3,14].

OX/TII' moryT Bo3HMKaTh criopajguyuecku (80%) wmmn
ObITh  MPOSIBNIEHVEM  HAC/IE[CTBEHHBIX  3a00/IeBaHUIA,
OOYC/IOBJIEHHBIX ~ IeHeTHYecKuMy  pedeKkTamy, Iepe-
TAIOIUXCA IO ayTOCOMHO-JJOMMHAHTHOMY TuIy. Panee
CUNMTANIOCh, YTO YaCTOTa BCTPEYAEMOCTU TE€HETHYECKM-
nerepmuHyposanHbix OX/IIT" coctaBser He 6onee 10%. B
HOCTIeTIHNE TObI YCTAaHOBJIEHO, YTO TeHeTHYecKas Ipepac-
nonoxxeHHocTb mpu OX/IIT cocrasmsier o 40% [23,27,29].

B Hacrosiee BpeMs yCTaHOBJ/IEHA TeHETUYeCKas IIpu-
poma Hambojee M3YUEHHBIX HacaefcTBeHHBIX ¢opm DX/
11T, 06YC]'IOB]'IeHHbIX MyTalyeil TeHOB: CUHPOM MHOXe-
CTBEHHOJI 9H/IOKPMHHON Heorvtasum 2-ro tuna (MOH-2),
6onesup ¢ou Iunmens-J/Inupay, Heiipodubpomaros 1-ro
TIUIIA, CEMeJiHble MaparaHIIMOMBI U (HeOXPOMOLNTOMEL,
tpuaga Kapuu n cunppom Kapuu-Crparakuca. C ocobeH-
HOCTSIMM VIX IIaTOT€He3a CBA3aHbl pa3/Inyuis B KIMHUYECKIX
nposBIeHnsax 3abonesanuit. Hacnencrsennsie popmbr OX/
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[T’ nmeroT HaMOOMBIINIT HOTEHIAT 37T0KaYeCTBEHHOCTH U
CKJTIOHHOCTD K peliy/IJMBMPOBaHNIO.

JlaHHDbIe OTEYeCTBEHHBIX U 3apyOeXHBIX aBTOPOB O
JacToTe HacaencTBeHHbIX ¢opm PX M ux BHeHaAmoded-
HUKOBBIX JIOKa/IM3AIUAX CYHUIECTBEHHO OTIMYAIOTCA JaXke
B K/IMHUKAX, PaclonaraloliyuX 3HAYMUTENbHBIM OIBITOM B
UX XMPYPIuueckoM nedeHun. IlpusefeM ML HEKOTOPbIE
TaHHbIE.

B MOHUMKM um. M.®. Bragumupckoro B 2002-2012 rr.
BHEHAJIIOYeYHNKOBbIe (heOXPOMOLIUTOMBI OblI Bepudm-
LVpoBaHbI y 13 u3 95 onepupoBaHHbIX 60/bHBIX [4]. A.O.
Pomanuninen un coasT. (2009) cpenu 24 omepupOBaHHBIX
HaLVeHTOB ¢ (eoXpOMOLNTOMAMU Y 6 JUATHOCTHPOBAIIN
cuHppoM MOH-2A, y ognoro — MOH-2B. B.A. Tonb6paiix
u coaBT. (2006) y 3 1 104 60/IbHBIX, OLIePUPOBAHHBIX 11O I10-
BOJY TOPMOHA/IbHO aKTVBHBIX OIYXOJ/ell HAaJIIOYeYHMKOB,
AVMATHOCTMPOBAMY BHEHAJIIOYEYHNKOBYIO JIOKA/IN3AINIO
®X (y 2 oHa pacronaranach HapaaopTajbHO, y 1 — B opraHe
Lykkepkanmsa). T.I1. Kncenesa u coast. (2008) ycranoBu-
7Y BHEHATIOYE€YHMKOBYIO ToKammsanuio y 2 us 130, a C.M.
Yepenpko n coasT. (2011) — y 7 u3 110 onepmpoBaHHBIX
60mpubIx ¢ PX. ITo ganubiM C.B. Cepruiiko u coasrt. (2013),
¢ 1986 110 2012 rr. cpepu 112 oreprpoBaHHBIX OOIBHBIX IO
HOBOJAY PeOXPOMOLIMTOMBI y 2 BblAB/IeHA BHEHAIIOYeYHN-
KOBasI IOKa/IM3anus oryxomn (B oprane Llykkepkaums) ny
2 B pamkax cuxgpoma MOH-2. A M. Aronos u coast. (2013)
BBIABM/IM BHEIIOYEYHMKOBYIO JIOKA/IM3AIMIO OIYyXOomn y 3
u3 106 omnepupoBaHHBIX OOIBHBIX ¢ (HEOXPOMOLIUTOMOIL. B
OTEeYeCTBEHHOI NMUTepaType NPUBOAATCA eNVHNYHBIE Ha-
OmofeHus ceMeitHbIX GopM peoxpomonuToMsl [6,7,11], a
TaK)Ke pefiKie COYeTaHMs Ha/[II0YeYHNKOBBIX I BHEHA/ITIO-
yeyHukoBbix ®X [12,15].

Ocoboro BHIMaHNA 3aCTTy>KMBaeT OIIBIT
OHIOKPUHOIOTMYECKOro Hay4Horo IjeHTpa PAMH, pacrmo-
JTaTaoIler0 HaYOOJBIINM OIBITOM JI COBPEMEHHBIMI BO3-
MOYXHOCTAMM B inarHocTuke u nedenun OX, B KOTOPOM ¢
1979 1o 2010 rr. ontepupoBanbl 167 60npHbIX ¢ PX. V 40 n3
HUX IMaTHOCTUPOBaHa cropagudeckas OX, y 66 - B cocra-
Be cuHzipoMa MOH 2-ro tuna n y 61 60/1bHOT0 acconmumnpo-
BaHa ¢ 6ome3upio ¢pou Innmens-JIunpay. Y 74% GONbHBIX ¢
curAgpoMoM MOH-2 oTMedeHO [BYCTOpOHHEe MOpakeHue
HaJIIOYeYHNKOB Y HY Y OFHOTO OOTbHOTO He BLIAB/IEHBI 3710~
KaueCTBEHHAas ¥ BHEHA/IIOUYEYHMKOBAs IOKAIMU3ALMUA OITy-
xonmu. Y 60mbHBIX ¢ 607e3Hbio (o [nnmnens-JInupay fBy-
CTOpOHHEE IIOpaKEHME HAIIOYEYHMKOB BBHIABIEHO B 90%
clyJaeB, a y 16,4% — BHEHaJIIOYEYHMKOBAsA JIOKA/IM3ALIMA
OX/IIT, 13 HUX Y OFHOTrO GOMBHOrO MaparaHIIMoMa ObiTa
B TPYAHOI IOZIOCTH, ¥ 9 — B 3a0PIOLIMHHOM IPOCTPaHCTBE
[23]. OTMeueHO, YTO y #eTeil, B OT/INYNe OT B3POCTIbIX, IIpe-
obmafaeT My)XCKoit TIo7 (2:1), dallie BBIABJISAIOTCS ABYCTO-
POHHIe Opa’keHN ¥ BHEeHAATIOUeYHNKOBAS JTOKaTN3aLI N
omyxonu. Tak, cpeau 50 omepupoBaHHbIX fieTeit ¢ PX B BO3-
pacre 1o 16 net, y 9 (18%) BblABNIeHAa BHEHAAIIOYEYHNKOBASA
JIOKaU3alMs ONyXonu: y 5 — B oprane llykkepkanmis, y
4 - B obmacTu mapaBepTeOpanbHbIX HOAAMapparManTbHbIX
rauraues [2].

OX ABNAETCSA BaKHENIIEN COCTaBJAIIEl CMHApOMA
MO3H-2, xoropsiit Bkmoyaet 2 tumna: MOH-2A (cunppom
Cunmwra) m MOH-2B (cunmpom Topnuura). Cunzpom
MO3OH-2A xapakTepusyeTcsi cO4YeTaHUEM MeyIIAPHOTO
paka muroByuaHol >xenespl (MPIIXK), ®X u runepnapa-
TIPEO03a, AB/IACTCS Hanbojee pacIpOCTPaHEHHbIM BapUaH-
TOM 1 cocTaBnsAeT o 80% Bcex cnydaes cuHApoMa MOH-2.
Cunpgpom MOH-2b xapakrepusyerca cogdetanuem MPIDK,
DX, MaphaHOIOL06HOI BHEITHOCTBIO I MHOXK@CTBEHHBIMI
ranrmonespomamn. Kmmundeckne mpossnenna OX mpu
MOH-2b HnyeM He oTnuaroTca or MOH-2A.

Tenetnyeckoit ocHoBOM U MapkepoM MOH-2 aBnderca
tToyeyHad MyTanusa RET-mpoToHkoreHa, 10KanM30BaHHOM
B IIeHTPOMEPHOM y4acTke 10-if xpomMocombl. [epMuHanbHbIe
(Hacnenmyemble) myTanuy reia RET o6Hapy>xuBarTCsa Ipu
MO3H-2A u MOH-2b B 95-97%. ®X mpu cunipome MOH-2
BbLAB/sAETCA B 60- 80% 1 Yalie BCTpeYaeTcsa pyu MyTalluu B
634-m komone 11-ro sx3ona RET.

OX mpu cungpome MOH-2 nmpuMepHo B 2 pasa yalie
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BCTPeYaeTCs Y >KEHIVH, YeM Y MY>K4UH (Ipy cIopajgude-
ckux opmax B 5 pas yaiie), pa3BUBAETCs, KaK MPaBIUIO, B
Bo3pacte 20-40 et (Menmana Bospacta BbisABneHus OX co-
craByser 25 net, npu cnopagnyeckorr X - 47 ner), cpen-
HUIT pasMep OIYXOJIM COCTAB/IACT 3 cM [23].

[nst 6onbHBIX ¢ cuHgpoMoM MOH-2 xapakrepHa Haj-
novyeuHnkoBas nokammsanusa ®X [16,36]. M.IO. IOkuna
u coaBT. (2013) HM y ogHOro U3 66 60nbHBIX ¢ MOH-2 He
BBIABWIN BHeHajnodeuHnkoBoll nokammsauuyu OX. Ilpu
MO3H-2, B ormnune ot crnopagmdeckoit X, oTMedaeTcs
BbIcOKas yactora (10 80-90%) ABYCTOPOHHETO MMOPaXKeHNUs
HA/III0YeYHNKOB (CMHXPOHHOE MM METaxpOHHOE), 4TO Ja-
CTO IMArHOCTUPYETCA Ha MO3JHeil CTafjuiii PasBUTUSA CUH-
mpoMa. ¥ 50% 6onbHbBIX ¢ ogHOCcTOpoHHell PX B TeyeHMe
nocnenyonux 8-10 et (daiie Hoce OXHOCTOPOHHEI afipe-
HasmKkToMuy) BoLaBIsgeTcss @X B MPOTMBOIIOIOKHOM Haf-
novyevHuke [33,40]. ML1O. YOxuna u coast. (2013) nepBuduHo
AVATHOCTUPOBAMIN [IBYCTOPOHHee IMOpakeHNe HaAIoded-
HVIKOB TOJIbKO Y 44% 60/bHBIX ¢ MOH-2, a 'y 30% 60IbHBIX
OITyXO/Ib METaXPOHHO Pa3BIIACh B [PYTOM Ha/ITOYEYHIKE
TIOC/Ie YIA/IEHVIS OITYXOJII C OTHOV CTOPOHBL.

ITpr MOH-2 B 60-65% crry4aeB OTMe4aeTCA MyIbTUIIEH-
TpUdYecKoe MopakeHNe Jaxke B IpefieliaX OfHOT0 HafIo4ed-
HUKa, YTO MOXKeT ABUTHCA NMPUUINHON IIPOrpeccupoBaHNUA
IIpoljecca U pa3BUTHUA UCTUHHBIX PeIVAVBOB HaIIOYCeTHII-
koBbIx OX mocre Hea/[PKBATHON IO 00BEMY JlaXKe OuaTe-
PaJIbHOIL alpeHANTIKTOMMIY, YTO oTMedaeTcs B 20% [33].

IIpn MOH-2 xapakTepeH NpeMMYIIECTBEHHO aJjpeHa-
JIVHOBBIN (MeTaHe()PMHOBBIN) THUII ceKpeumu (Ipu CIo-
papnyeckoit @X — cMellaHHBIN afpeHaTMHOBBINA U HOpa-
[PEHAINHOBBIN). ODIU3OANYECKMIT XapakKTep CeKpelnn
KaTexo/maMmnHOB 1pyt MOH-2 00bsICHSAET BBICOKYIO YaCTOTY
[IapOKCU3MaIbHON (GopMbl rurnepronny. OTMedeHa I0JI0-
KUTeNTbHasA KOPPeTALs MeXAY pasMepOM OITyXOJH 1 9KC-
Kpenueit MeTaHepprHa 1 HopMeTaHeppuHa [23].

OX npu MOH-2, B oTin4me OT CHOpafgnyecKux U He-
HA/ITOYEYHVKOBBIX, VICKIIOYUTEIPHO PENKO OBIBAIOT 3710-
Ka4eCTBEHHBIMIL. B OMMCaHHBIX PENKNX HAOTIOEHNSX OHI
VIMeNM MeCTO MPEeVMYIIeCTBEHHO Y MOXKM/IbIX, OTMeYasInch
6orbliNe pasMepbl OIYXOIU U JAJIUTeNIbHOE TedeHue 3a60-
neBauust. [10 MHEHUIO HEKOTOPBIX aBTOPOB, COOBIEHUS O
3/10Ka4ecTBeHHBIX OX cTanym pegKuMu eule u IO0TOMY, 4TO
yHaneHue NX Ha paHHNX CTaJUAX I03BOJIAET IPefOTBPATUTD
BO3MO>KHOE Pa3BUTHE 3/I0KaUeCTBEHHOII orryxomu [34,37].

CregyeT OTMETHTDB, UTO M [IO HACTOSIETO BpeMeHU
HeT YeTKMX KPUTEPHEB U JOCTOBEPHBIX MOPQOIOrNIecKnx
NIpU3HAKOB 3710KayecTBeHHOCTN DX, yeM u o6ycnosneHm
AKTUBHO nponon)i(a}oml/[eca IIOMCKNM OUMATHOCTUYECKUX
Kpurepues [4,8].

B MexyHapOgHOI TMCTOIOIMYeCKOl Knaccudykarmn
3HIOKPUHHBIX omyxoneit (BO3, 2004) He npuBoasATCA Kpu-
Tepuy 37m0KauyecTBeHHON OX 13-3a OTCYTCTBUA XapaKTep-
HBIX MOP(OJIOrMYeCKIX MPU3HAKOB U eAMHCTBEHHBIM KPJ-
TepueM MaJUTHU3AUVY NIPU3HAETCS Ha/INYMe MeTacTa30B.
W B HacTosi1ee BpeMst aOCOMIOTHBIM J{0Ka3aTeNbCTBOM 3710~
kxagecTBeHHOCTU OX AB/IAETCSA MeTacTa3MpOBaHe B aHATO-
MUdecKue 0671acTy, B KOTOPBIX OTCYTCTBYIOT IaparaHIInu
- numMbarydecKkye y3ibl, KOCTH, Jerkue, nedeHb [44,47].
CrenyeT OTMETHUTD, YTO METACTA3bl MOTYT MOABATHCA CITY-
ctsa 10-20 et mocne MaHudecTauy 3a60/IeBaHNs 1 Jya-
THO3 3710KadecTBeHHOCTU DX 4acTo CTaBUTCA peTpOCHeK-
TUBHO IOC/IE UX BBIABICHMS.

Ins  ompepeneHMss  3/I0KAYeCTBEHHOIO  IIOTEH-
I[Majia pasBUTUA ONYXOMM IpelnokeHa Imkama PASS
(Pheochromocytoma of the adrenal gland scaled score),
BK/IOYatoIias 12 TMCTONOTMYECKUX TpMU3HAKOB [52].
Cor1acHO 3TOJ! HIKa/Ibl, KOTOpas IpUMeHMMa TOJIbKO K HaJ-
noyeuyHUKoBbIM DX, omyxonu, KOTOpble Ha OCHOBaHUM T'M-
CTOJIOTMYECKNUX JAaHHBIX HabupaloT 6oree 4 6anIoB, oLeHN-
BAIOTCA KaK IMOTEHIIVA/TIbHO 3/I0KaYyeCTBEHHble. Takue maH-
Hble OTMeYEeHbI Y BCeX OOMbHBIX NPV HAIMYNI METACTA30B.
Bmecte ¢ TeM, y 1/3 60/IbHBIX, Y KOTOPBIX IO JAHHBIM IIKa-
bl PASS puarHocTMpoBaHBI 3/10KaueCTBEHHbIE OIYXOJM,
MeTacTaTU4ecKye MOpakKeHNsA He BBIABJIEHBI. [Io JaHHBIM
M.IO. IOxunoit u coasrt. (2013), y Bcex 6onpHbIXx ¢ MOH-



2 metacraspl PX OTCYTCTBOBaNM, a IPU TUCTONOTUYECKOM
UCCIENOBAHNN Y/Ia/IeHHBIX omyxoseil B 20% cly4aes BbIAB-
neHa gpeoxpomobnacroma, B 80% — dpeoxpomoruroma.

Kmuungecky OX npu MOH-2 H1yeM He OTANYAETCA OT
cropagudeckux ¢popm omyxomu. ®X mpyu 3TOM CUHEpOMe
YacTO IPOTeKaeT OeCCHMIITOMHO, a CUMIITOMBI, 00YC/IOB-
nenHble OX, KpaliHe pelKO ABJIAITCA NepBbIMU KINHUYe-
CKVMIMU TIPOsIBIeHMsIMU 3abo/eBaHyst. [lepBoHavanbHas ux
IVAaTHOCTMKA Ha OCHOBAHUM XapaKTEePHBIX CUMITOMOB OT-
MeyvaeTcsA b B 10-20%.

bBonesup ¢ou Innmens-JIunpay (60me3Hb, CUHAPOM
VHL) renerudyeckun oOycnoBieHHOe 3abojeBaHIMe, MMe-
€T ayTOCOMHO-JOMIUHAHTHBII TUII HaclefOBaHUA, BO3-
HUKAeT MpU MYyTaluy MHOrOQYHKIMOHA/IBHOTO TIeHa-
cympeccopa omyxonesoro pocra VHL, ynokann3oBaHHOro
Ha KOPOTKOM IUlede 3 XpoMmocombl 3p25-3p26 [41,57].
PacnipocrpaneHHOCTD 3a00/1eBaHMA cocTasysAeT 1 Ha 36000-
39000 HOBOPO>KIEHHBIX [46,49].

DeHOTUINYECKUMI IIPOSIBIEHNIMIU 3a00/IeBaHMsI SIB-
JISIIOTCS JOOpOKaYeCTBEHHBIE 1 3/10KaUeCTBEHHBIE OITYXO/N
B pa3INYHBIX OpraHax: B IIEHTPAIbHOI HEPBHON CUCTeMe
(remaHr106/1aCTOMBI), B ceTYaTKe (FéMaHTMOMBI), B IIOYKAX
(TONMKMCTO3, CBET/IOKJIETOYHBIN PAK), B HaAIOYEIHMKAX
u maparaHrisx (peoxpoMOLMTOMBI), B IO/KETYA0UHON
JKerese (KVMCTBI M HePOIHJOKPYUHHBIE OIIYX0/IN). ITI IPO-
sIB/IEHNs1 3a007IeBaHMsI 3aBUCAT OT BO3pacTa OONIbHOrO, Xa-
paxTepa myrtauyu B rene VHL [10,46].

[To KIMHNYIECKOMY TE€YeHMIO BBIJENAIOT 2 TUIa 6ores-
Hu ¢oH [unnens-JIungay: 1 THII XapaKTepu3yeTcsi IOTHBIM
¢denoTnIOM 3a601eBaHusA, HO 6e3 pasBuTua OX; i 2 - ¢
passutuem ®X. Tun 2 mogpasaendgercs Ha 3 mopruma: 2A — ¢
HU3KVM PMCKOM pa3BUTHUA paKa MOYKM; 2B — ¢ BBICOKMM pui-
CKOM pa3BUTHA paka moukys; 2C — pa3BuBaioTcs Tonbko OX
6e3 reMaHrMOOIACTOM U IIOYEYHO-KJIETOYHOrO paka. Puck
pasButya ®X B 3HAUMTE/NbHOI CTEIIEHU 3aBMCUT OT I'€HO-
tuma. Okono 95% ciydaes 6onesun don Inmmensa-JInnpay
OTHOCATCA K 1 Tuny ¢ Huskum puckom passurusa OX. g
60/bHBIX CO 2 TUIIOM (C BBICOKUM puckoM passutust OX)
neneTpanTHOCTD 1A OX cocraBnser 50-60% B BospacTe 50
ner [46].

Tenetnyeckn perepmunuposannble OX BBIABIAIOTCA y
30-35% 60/IBHBIX.

B otnurune ot curgpoma MOH-2, nnsa KOTOporo xapax-
TepHa HA/IIOYEeYHUKOBAs JIOKA/IN3ALMs ONyXO/u, Ipu 60-
nesuu VHL ®X B 60-70% pa3BuBaroTcs B MO3TOBOM CJIO€
HAJIIIOYEYHMKOB, a B 30-40% oTMevaeTCss BHEHAIIOYEYHM -
KOBas X JoKanmsauusa [25,42,49]. MLIO. IOkuna u coasr.
(2013) BBIABMIM BHEHA/IIIOYEYHUKOBYIO JIoKanu3amo X
y 10 (16,4%) u3 61 60mpHBIX (y OFHOTO OOHApY>KeHa mapa-
TaHITIMOMA TPYGHOI MOMOCTH, ¥ 9 — 3a0PIOIMINMHHOIO IPO-
cTpaHcTBa). B 3-20% cnygaeB mpm myranyu VHL-reHa,
OX KIMHMYECKN ITIPOTEKaeT KaK cIopapgudeckas ¢opma
[46,53].

®X y 60mpHBIX ¢ 60me3HbI0 o [nnmens-JIunpay Bbl-
ABNAIOTCA 3HAYUTENILHO paHbIlle, YeM IpU APYTUX Hac/Ief-
CTBeHHBIX popMax 3aboneBanma. CpegHuMil BO3pacT MaHM-
decrann OX cocrasnsier 16-30 mer (Mepmana Bospacra
oiaBienns OX cocrasnser 18 yter).

Hapmoueunukosbie X B 80-85% cnydaeB BYCTOPOH-
HIe (CMHXPOHHBIE WM MeTaXpOHHbIE), B 50-60% — My/b-
TM(’poxaanbIe. Ina ©X opu VHL, B ormnune or MOH-2,
XapaKTepeH MCKIIOUUTEIbHO HOpafipeHaINHOBbIL (HOP-
MeTaHe(PUHOBL) TUII CeKpeLun. ITUM OOYCIOB/ICHBI He-
KOTOpPbIe 0COOEHHOCTU B KJIMHUYECKOII KapTHHe 3a00/eBa-
HUA: Yalle, 4eM npu MOH-2, BcTpedaeTca cToiikas apTepu-
aJIbHas TUIIEPTEH3MUA Y TOJIOBHAS 00JIb M 3HAYNTEIIbHO peXke
nmapokcusManpHasa opMa runepronun [6,22,46]. B oteue-
CTBEHHOII JIUTepaType IPUBOJUTCA pPefKoe HaOIIOfeHIe
6omnesnn ¢ou [unmens-/Innpay Tuma 2C B ABYX IOKOTIEHN-
sIX OfHOI ceMbu. IIpy 3TOM y Bcex GOMbHBIX apTepuasbHas
TUIIepTeH3MA HOCYIa TApOKCU3MaIbHBII Xapakrep [11].

X pepKko SIB/ISETCS MEPBUYHBIM MPOsIBIEHMEM 3a60-
neBauust. Y 70-80% O0bHBIX OTMeYaeTCs1 6eCCUMIITOMHOE
TeueHre OX, 4TO CBA3aHO C HU3KNMM YPOBHEM KaTeXO/IaMI-
HOB, 1 Yallje BCETO BBLABIAIOTCS crydanuo [10,23].
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ITpu 60ne3un ¢ou Innnena-/Inngay 310KadeCTBEHHbIE
®X ¢ MeTacTasaMu B IMM(ATUIECKUX Y3/IaX, TeTKIX, Tede-
HI U KOCTAX BCTpeyarTcsa B 7-10% cmydaes [45,50]. MLIO.
FOxuHa u coasr. (2013) BbLaBum Metactassl PX y 4 (6,6%)
60J/IbHBIX (y 2 B IleYeHN, y 1 — B KOCTAX Yepena, y 1 — B 1o-
3BOHOYHIKE).

®X moxer OBITH acconuypoBaHa ¢ Heitpodubpoma-
to3oM 1 Tmmna (6onesnp Pexnunraysena, NF-1), koropoe
Hac/eflyeTcs 10 ayTOCOMHO-JTOMMHAHTHOMY THUIIY C BBI-
COKOJI CTeIeHbI0 IIEHETPAaHTHOCTM TIeHa. 3aboyeBaHIMe
obycnosneno mytanueit rena NF-1, mokann3oBaHHOrO Ha
UIMHHOM IIj1e4e 17-71 XpOMOCOMBI M COZIEPIKUT 6oee 50
9K30HOB. Bcrpeuaerca y 1 Ha 3000-4000 HacenmeHus B TOf,
[10,32,43,54].

Heitpo¢ubpomaTos 1 Tuma sIB/sieTcst HOMUCUCTEMHBIM
3aboneBaHyeM. Yallle AMarHOCTUPYETCS Y [ieTeil, OAMHAKO-
BO 4YacToO Hopaxkaer nui, oboero noma. [l 3abomeBaHus
XapaKTepHbI HeBpoyorndeckue (mepudepudeckne u Cm-
HaJ/IbHble HeNPO(PUOPOMBI, I/IMOMBI 3PUTENbHBIX HEPBOB),
odranbpmonornyeckne (raMapTOMbl Ha pafiy>KKe I71as), fiep-
Maronornyeckye (IMIMeHTHbIE IIATHA, HelpoduOpomsr),
CKesleTHbIe (CKO/MNO03, IICEeBJ0APTPO3), COCYAMUCThIE (CTeHO3
[IOY€YHOII, IETOYHOI 11 BHYTPUUYEPEIHbIX apTepuit), H/0-
kpunHble Hapyuenus (OX, runepnapaTnpeos, Mefysp-
HBII paK IUTOBMIHOI >Keme3pl) [21,32].

OX/IIT npy sToM 3aboneBaHuy pasBuBaercad B 25%
CIy4aes, 4yalle B Bospacre crapiie 30 et (CpegHumii Bo3pact
40 5et). B 60IBLIIMHCTBE C/IyYaeB OIYXOJN JIOKAIM3YIOTCS
B HAJIOYeYHMKaX, B 20% OBIBAIOT IBYCTOpPOHHME, Y 12%
My/nbTU(OKAIbHBIE, MMEIT CMEIIAHHBI TUI CeKpelnn
(ampenanuu u HopagpeHanuH). ®X nMMeT KIMHMYECKNE
IpOsABIEHUA IpUMePHO B 50% cy4aes. bonbmmucTeo OX
SBJIIIOTCA  JOOPOKAYeCTBEHHBIMY, 3JI0KaueCTBEHHbBIE CO-
crasisor 10-12% [32,52].

Cewmerinble nsonuposanHble ¢popmbpl OX/IIT 06ycnos-
JIeHbl HACTe[CTBEeHHbIMM MYTalMAMM TeHa, KOAupYyolle-
ro SDH (cykumnarperugporenasa) moprunamu B, C u D
(SDHB, SDHC, SDHD). Myranun rena SDHA ne npuso-
IAT K pasButnio cemeiinbix ¢popm OX/III. Myranun B rexe
SDHC o6ycnaBnmnBaiT pasBUTIie B OCHOBHOM NapacyMIIa-
TUYECKMX TTAparaHINNoOM, KOTOpbIe IPeVMYIIeCTBEHHO JI0-
Ka/IM3YIOTCS B 00/1aCTI TOTIOBBI I IV 1 SIBJISIIOTCS HepYHK-
IMOHUPYIOIIMMIU.

MyTauun SDHB 1 SDHD-reHoB IpUBOAAT K Pa3BUTHIO
OX/IIT' B MO3TOBOM CJI0€ HA[IMOYEYHNKOB ¥ B CUMITATI4e-
CKMX TaHITIMAX, KaK IPaBuUiIo, QYHKLMOHANTBHO aKTUBHBI
U TIPUBOJAT K TIOBBIIIEHHON MPOAYKIMM KaTeXOTaMIHOB
(mpeobmaaeT HOpagpeHaINHOBLII HOpMeTaHepPUHOBBII
T cekpenyn). OfMHAKOBO YaCTO BCTPEYAKOTCA Y MY>KUMH
n xeHmMH. CpegHNUII BO3PACT Ha MOMEHT AMAarHOCTUKIU
OX/IIT Ha 15-20 meT Momoxe, 4eM Impu cropajmdeckoin GX
HaJIoYeyHMKa ¥ cuMIarndeckoil naparanraome (PX) u
cocTasAeT i Hocureneit myTanuy SDHB u SDHD-renos
26 u 29 net coorBeTcTBeHHO |10,35,50].

ITpn myranumu rena SDHB X sprasnawoTca y 50%
6onbubIx. Yame Bcero (60-70%) AMarHOCTUPYETCs COMM-
TapHasd BHEHA/IIOYEYHVKOBas JIOKaau3anmA omyxomu (B
00671aCTH TOJIOBBI, e, TPYAHONM M OPIOIIHON IMONOCTAX)
IIPYM HEOTATOIEHHOM CeMeNHOM aHaMmHese. B 10% ciyyaes
®X 6b1BatoT MEHOXecTBeHHbIMI. DX oTIMyaoTcs Hanbosee
BBICOKMM 37I0KaYeCTBEHHBIM IIOTEHIIMA/IOM U Haau4dueM
MeTacTa3os (6omee 40%).

ITpu myTauun SDHD-reHa, KOTOPBIit ABIAETCA HEPBBIM
II0 Y4acTOTe CEeMEeNHbIM CHMH/IPOMOM THaparaHramombl, OX
pasBuBaerca y 25% 60mpHBIX. Y 50% U3 HUX OHU MMEIOT
BHEHAJIIOYeYHNMKOBYIO JIOKa/IM3aLMIo (Yallle BCEro pacIo-
JIOXKEHDbI B 00/IaCTM TOJIOBBI ¥ 1ley). TUIVYHBIM ABJIACTCA
Ha/IM4Mie MHOXKECTBEHHBIX OIyXOJeil. 3a0ojeBaHue Ipo-
ABNIAETCA TONBKO Y MIOfIel, yHACIe[0OBaBIINX IPeIPacoo-
>K€HHOCTbD I10 OTL[OBCKOII INHUM, HO Y YKEHIIVH BCTpedaeT-
ca B 2-3 pasa vame, 4yeM y My>xuus. ®X u IIT" ormmyarorca
HEBBICOKOI (MeHee 5%) CTENeHbI0 3/I0KaYeCTBEHHOCTHU
[28,48].

B 2009 rony BblfiefieHbl 2 HaCAE€ACTBEHHBIX CUHAPOMA,
cxopHbIX ¢ KapHu-koMItekcoM (paHee M3BeCTHOE pefKoe
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HacefcTBeHHOe 3aboneBanue) — tpuaga Kapum (Carney
triad) u cungpom Kapum-Crparakuca (Carney-Stratakis
syndrome). [I/1 IepBOro XapakTepHO COYeTaHMe BHEHA-
IIOYEYHMKOBBIX IAparaHINNOM, CTPOMAJIbHBIX OITyXOJIeit
JKEMyOYHO-KUIIEYHOTO TPaKTa M XOH/IPOMBI JIETKMX IIpK
BBICOKOJI 4aCTOTe TOPMOHA/IbHO-aKTUBHBIX U HEAKTUBHBIX
afIeHOM HaJIIIOYeYHNKOB, I BTOPOIO — COYeTaHMe IIa-
paraHIIIOM C CapKOMOII >KelyfKa 6e3 XOHIPOMBI JIeTKMX
[51].

B mocnepHue rofpl MMpOKO NPOBOAUMBIE (IIperMylie-
CTBEHHO 3a PyOe>XoM) MCC/IeNOBaHNA IO U3YYEHUIO BCErO
CIIeKTpa TeHeTMYeCKMX HapYIIeHNUI acCOLMMPOBAHHBIX C
OIIYXOJIAMM, NO3BOMIWIN UEHTUGUIUPOBATh PAX HOBBIX
TeHOB, MyTallli KOTOPBIX CHOCOOCTBYIOT Pa3BUTHIO CeMeli-
HBIX CMHJpOMOB, accounnposaHHbix ¢ OX/III. Cpenn HuX
CIefyeT OTMETUTD BBIAB/IeHHbIe MyTalyy rena TMEM 127,
KOTOPBIII KOJMPYeT TaK Ha3blBaeMBbIl TPaHCMeMOpPaHHBII
6emok 127 u rena MAX (Muk-accoummpoBaHHbIN GakTop
X, cympeccop reHa, IpefpacloNaraloiero K OIyXOJLAM),
MYTaLy}i KOTOPOTO IepeflaloTCs MO HACIefCTBY OT OTLA.
Myranum 3TuMX reHOB Obly OOHAPY>KEHBI Y OONBHBIX, Y
koroppix X ObUIM JIOKaIM30BaHbI B HANIIOYEYHMKAX.
DX, obycnosnenusie myrauneir TMEM 127, cunresupyior
aJlpeHa/IMH, accouuMpoBaHHble ¢ MyTanueii MAX, umeor
CMeNTaHHbII TUII cekpenyn [14,25].

Kimyandeckye IposAB/IeHUA FeHeTUYIeCKH IeTepMIHIPO-
BaHHBIX cuHipoMoB OX/TIT Mao yeM OTIMYAIOTCA OT CIO-
papmdeckux omyxoneit. GX/III 06bI9HO TeOOTUPYIOT IPO-
ABTIEHNAMM, OOYCTIOB/ICHHBIMM M30BITOYHON IPOXYKIMeEN
KaTeXOJTaMMHOB U UX JeJiCTBMEM Ha OpraHbl M CUCTEMBI C
npeobnajjaHieM HapyIIeHUI [eATeIbHOCTY CepHedHo-
COCYIMICTOJ CHCTEMBI, Cpeiil KOTOPBIX Beylliee MecCTo 3a-
HYMaeT apTepuajabHas IUIepTeHsyA. BmecTe ¢ TeM, cBoeB-
peMeHHas IMarHocTukKa HacnefcTBeHHbIX popm OX/IIT B
OONBIIMHCTBE CITyYaeB IIPefiCTaB/IAeT 3HAUNTe/NbHbIe TPY/-
HOCTI1, KOTOPbIE 00YCIIOB/IEHBI IINPOKOIT BaprabeTbHOCTHIO
KIMHIYECKO CUMIITOMATUKY (B TOM 4NCIIe XapaKTepa ap-
TepyaNbHOI IMIIEPTEeH3NM, 3aBUCSIIETO OT IMpeobaaolie-
TO THUIIa CEKPeI[MN KaTeX0/IaMIHOB), MHOT000pasueM ato-
busmonornyecknx M3MeHeHUII B OpPraHU3Me BCTE[iCTBIE
HaJM4MsA ACCOIMMPOBAHHBIX T'OPMOHAIbHO-aKTUBHBIX (M
He (PYHKUVIOHMPYIOIMX) OIYXOJIell JPYIMX JIOKaInU3aluii,
KOTOpBIE OTATOLIAIOT 0611iee COCTOsIHME OONBHBIX 1 HEpes-
KO paHblile MaHI(eCTUPYIOT I AUarHOCTUpPyIoTCs, yeM OX/
III. 3HaunTenbHbIE prJIHOCTI/[ BO3HMKAIOT IIpY BHEHAIIO-
YEYHMKOBDIX JIOKa/IM3alIMAX Y MHOXECTBEHHbBIX OHYXO)IHX
(Hepe#KO BBIAB/IAEMBIX IIOC/IE[OBATEIbBHO B pa3/lINYHble
CpOKM), KOTOpble Ipu HacreacTBeHHbIX (opmax OX\IIT
BCTPEYAIOTCA 3HAYNUTEJIbHO 4Yallle, 4eM IIpU CIopajude-
CKIIX.

B nocrennue rogsl paspaboTaHbl COBpeMeHHbIE TORXO-
Ibl K guarHoctuke u nedennio OX/III, koTopblie OTpaXkeHbI
B KJIMHIYECKMX peKoMeHaanusax EBpomerickoro obuectsa
sHJ0KpuHOMOroB (2014) u Poccuiickoit accoryanmm sHjo-
KpuHooros (2015) [14,44].

TToxasanmem mia muarnHoctuku DX/III aBnaroTcs xa-
paKTepHble KIMHMYECKUe CUMIITOMBI 3a60/IeBaHMsA, Hal-
4ye JI0OBIX KOMIIOHEHTOB HACI€ICTBEHHBIX CUHIPOMOB,
acconuupoBaHHbix ¢ OX/III, oTAToLIeHHBbIN CeMelHbI
aHaMHe3.

Iuarnocruxa OX/III' ocHOBaHa Ha pesynbTaTax n1abo-
PaTOPHBIX MICCTIEOBAHMIT ¥ TOIIMYIECKOI IMATHOCTYKE OITy-
XOJIen.

«307I0TbIM CTaHAAPTOM» JTA0OPATOPHOI JUATHOCTUKY
ABJIACTCS OIIpefie/ieHie KOHIIEHTPalyyl MeTV/IMPOBAHHBIX
IIPOM3BOJHBIX KaTeX0IAMUHOB (MeTaHe(pUHa U HOpMeTa-
He(dpuHa) B IUIa3Me WM B CYTOYHON MOYe (4yBCTBUTE/Ib-
HOCTb MeTOfa cocTaBisieT 99%, crerupuaHocTs — 85-90%).
Hamn6oee 4yBCTBUTEIbHBIII METOJ, — OIpefie/IeHNe B IIIa3-
Me cBOOOAHBIX (ppakiuit MeTaHeppruHa 1 HOpMeTaHedpu-
Ha. JJa>ke PV HeBBICOKOII KOHIIEHTPALMI KaTeXO/TaMIHOB B
KpoBH, ypoBeHb MeTaHedprHOB B Kposu mpu OX/IIT Bcer-
fia TOBbIIIeH. /1A MOATBEePXKeHNA TOPMOHA/IbHOI aKTHB-
HOCTU OIIYXOJIV VICIIO/Ib3YIOT NOfIaBJIAIOIIE TeCTHI (IIPOBO-
KallJIOHHbIe IPOObI COIPSDKEHDI ¢ OOJBIINM KOTMIeCTBOM
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OC/IOKHEHMII M ceif4ac MPAaKTUYeCKM He INPUMEHAIOTCH).
TecT ¢ KIOHUAMHOM B KOMOMHALINY C ONpefe/ieHIeM KOH-
LieHTpanuy HopMeTaHepuHa B KPOBY WIM B Mode 00yIa-
JlaeT BBICOKOM cneuM(quHOCTb}o (mocTuraer 100%) u 4yB-
CTBUTENBHOCTBIO (10 98%). Eciiu koHIeHTparus MetaHed-
pMHa ¥ HopMeTaHe(puHa B 2-4 pa3a IpeBbILIaeT BEPXHIOW
TPaHNUIy HOPMBI, TO IIPOBeZEHIE JOIOMTHUTEIbHDIX TECTOB
cunTaeTCs HelenecoobpasHeim [23].

OnunM 13 3¢ deKTUBHBIX METOIOB Tab0PATOPHOI Aya-
THOCTMKM CYMTAETCA OIIpefiefieHNe KOHIEHTpaIluM Xpo-
MOTpaHMHa A B KpPOBM, YyBCTBUTETbHOCTb MeTOfla IpPU
muarnoctuke OX pgocruraer 90%, a ero ypoBeHb IPOIOP-
LYIOHaJIeH pa3Mepy omyxonu. Ocoboe 3HadeHue npuobpe-
TaeT 3TOT IOKasarenb npu 3nokadectseHHo PX/TIT kak
MapKep Ha/IM4Ms OIYXO/M Y IPOrPecCHpoBaHusA 60Ie3HN
(3,10,26].

JlokanM3alyio OIyXOMM OIPENEIAI0T  TONMYECKU-
MM ¥ (YHKIUOHAIBHBIMU METOZAMM  VICCIeHOBaHMA.
YnbrpasBykoBoe uccnenosanue (Y3V) nmokasaHo nmpu Haj-
noyeyHyukoBoit jokammsanyu  OX. Busyanusupymomue
uccneposanuss (MCKT, MPT 6promHoit monoctu, 3abpio-
IIMHHOTO IIPOCTPAHCTBA, CPENOCTEeHMA ¥ IIeM) IIO3BOJA-
10T BBIABUTD HAJJIIOYEYHUKOBBIE U BHEHAIIOYEYHVKOBBIE
OX/IIT" n ux Meracraswl. na upentudukaunyu xpomad-
(UHHOIT TIPMPOABI OIYXONMM IPU BHEHA/IIOYEUHNKOBON
JIOKa/IM3alMy, TIONO3PeHNY Ha MeTacTaTu4ecKoe IMopaske-
HIe, pelyuBe 3a00/leBaHNA, IIMPOKO VICIONb3YIOT pas-
JIM4HBle (YHKIVIOHAJIIbHbIE METOAbl — CLUHTUIpaduio ¢
12]- ymm P'I-MeTaiiof0eH3WITYaHUIMHOM, OfHO(OTOHHYIO
9MUCCUOHHYI0 KOoMIboTepHYI0 ToMorpaduio (ODPIKT) ¢
F-proprodaMiHOM, TO3UTPOHHO-IMUCCUOHHYIO TOMO-
rpaduto (II9T) ¢ ¥F-pTOpHe3oKCUITIOKO3011 U C APYTUMU
crienyuuHbIMM - papmodapmnpenaparamu. IIpennoxen
anropuT™ QyHKIMOoHambHON Buayamsanuy OX/IIT ¢ pe-
KOMeHJalyell Bblibopa paayodapMipenapara B 3aBUCHK-
MOCTH OT JIOKA/IM3alMy OITYXOJIN, HAMYMA METacTa30B U
JAHHBIX TeHeTUYECKOro uccuenopanms [14].

EnyHCTBeHHBIM HaJeXHBIM METOIOM JJVIaTHOCTHUKM Ha-
crefcTBeHHOro XapakTepa cuagpoma OX/III" aBngercs re-
HeTH4YecKoe TeCTMpOBaHue, KOTOpOe MMeeT BaKHOe 3Haue-
HUe st BBIOOpa siede6HOI TaKTUKI. [IpeyioXkeH anroputm
TeHeTUYEeCKOTO TeCTUPOBAHMA, OCHOBAHHBIN Ha JIOKa/IM3a-
LVIM OITYXOJIY ¥ 0COOEHHOCTAX KAMHIYECKNX IMPOABIEHNUI
[47]. B Hameit cTpaHe MaJIOJOCTYITHOCTD JI/IsI MHOIMX Pernu-
OHOB ) BBICOKAsl CTOMMOCTb T€HETHYECKOTO TeCTUPOBAHIA
3HAYUTE/IbHO OTpaHMYINBAET BO3MOXXHOCTY BbIAB/IEHNA Ha~-
CJIEICTBEHHBIX (POPM KaTeXOJIAMUHIIPOAYLMPYIOLINX OITy-
XOJIen.

ITokasaHMAMM /I CKPMHUHIA TeHeTUYeCKOI IPUYMHBI
OX/IIT aBNAIOTCSA: OTATOLIEHHDI CEMENHBIN aHAMHE3, KT -
HIYecKye IPU3HAKIL, aCCOLMPYeMble C HaC/eiCTBEHHbIMU
CMH[IpOMaMH, BO3pacT 60/IbHOro MeHee 35 jeT, MynbIngo-
KaJ/IbHbIE, IBYyCTOPOHHIE 11 BHEHAITIOYeYHNKOBbIE [TOpae-
HII, 3/10KaUeCTBEHHAasI OIYXOJIb.

[Tpy Ham4YMM NOKa3aHMIl K FeHETIYECKOII IMarHOCTIKe
U OIIpefie/ieHny BbIOOpa CIIEKTpa MCCIe[OBAHUA BO3MOX-
HBIX TepMMHA/IbHBIX MyTallMil B TeHaX CIefyeT YIUThIBATh
Ipeo6mafaomuii TUII CeKpeLun KaTeXoaMuHoB. I1pu uso-
JIMPOBAaHHOM IIOBBIIICHNY KOHIIEHTPALN MeTaHepuHa I
HOPMaJIbHOM COfiep>KaHUY HopMeTaHe(prHa IPaKTU4eCKN
OTCYTCTBYeT BEpPOATHOCTb BHEHAIIOYEYHUKOBOJ JIOKA/IN-
3aluM ormyxonu u cnepyet Tunuposarth TeH RET. ITpu nso-
JIMPOBaHHOM IOBBIIIEHNM KOHI[EHTpaluy HopMeTaHedpu-
Ha ¥ HOPMaJIbHOM COJiep)KaHUM MeTaHe(pUHA IpaKTUde-
CKM OTCYTCTBYeT BEpOATHOCTD cuHApoMa MIOH-2, cienyer
nccnegosarb Myrtanyy resos VHL, SDHB n SDHD. Ilpn
CMEIIAaHHOM THUIIE CEeKpeLMy HeoOXOMMO MCCIefOBaHIe
BCEro CIeKTpa BO3MOXXHBIX MYTaLuUil, B TOM YJC/le MUK-
accounypoBanHoro dakropa (MAX) u rexa TpaHcMeM-
6pannoro mpotenna 127 (TMEM 127) [38]. Cuuraercs
Helelecoo6pasHbIM onpepenenye Myrauuyu NF-1, Tak Kak
AMArHo3 mpu Helipopubpomarose 1 TuIa MO>KeT OBITH I1O-
CTaBJIeH IIPY Ha/IM4uy y GOJIbHOTO codeTaHus 2 u 6osee U3
7 TaTOrHOMOHUYHBIX CUMIITOMOB [32,56].

Y Bcex pereit ¢ @X, yunThIBasg 3HAYUTENbHYIO YaCTOTY



BBIABJICHNUS CeMeiiHO (opMbl 3ab60/IeBaHUsA, MY/IbTHULICH-
TPUUYECKOTO XapaKTepa MOPaKeHM: M BHEHAJII0YE€4YHUKO-
BOI1 JIOKa/IM3ALUU OITYXO/M, CTIefTyeT IPOBOAUTD TeHeThYe-
ckoe TectupoBanue renos RET, VHL, SDHB u SDHD |[3].
Cxpunusr npu Hammuuy OX y gereit ¢ MOH-2 u RET my-
Tauui B 634 1 630 KOofOHaX JO/DKEH MPOBOAMUTHCA C 8-71€T-
HEro BO3pacTa, Ip1 MyTaluAX APYTUX T€HOB — C 15 /ieTHero
BO3pacrTa.

Mertopom Bbi60pa npu mobsrx OX/IIT aBnsgercsa xupyp-
ruMyecKoe jledeHue. B mocienHee mecAtuieTye y OOIbHBIX
¢ ®X mo 10 cM B fuamerpe omepaiyeil BbI6Opa CUUTAIOT
9H/IOBUJIEOXUPYPTUYECKNIT METOJ] — JIalapOCKOMNIECKYIO
TPaHC- MM PETPONEPUTOHEANBHYIO alpeHAISKTOMMIO.

OcraeTcs puCKyTabelbHBIM BOIIPOC O BbIOOpe 06beMa
OIlepaTMBHOTO BMeEIIATe/IbCTBA IIPU ABYCTOPOHHNUX IOpa-
JKEHNAX HAITOYEYHNKOB, MHOYKECTBEHHBIX U MY/IbTHIIEH-
TPUYECKMX OITYXOJIAX, T€HeTHYECKN JeTepMIHUPOBAHHBIX
®X, mpyu KOTOPHIX OpraHOCOXpaHAIue omepanun (co-
XpaHeHIe TKaHY HaJIIOYeYHVKa C 1Ie/Iblo U30e>KaTh pa3B-
TIe He0OPATIMOJT Ha[lIOYeYHNKOBOJ HeJOCTATOYHOCTH) C
BBICOKOJ BEPOSATHOCTBIO IPUBOAAT K PA3BUTHIO MCTMHHBIX
peLyaMBOB 3a60/IeBaHMA, YTO OTMedaeTcsa B 20% cirydaes
[33].

Perpypyus ®X yaije 006yCcoB/IeH repMIHATBHBIMI My Ta-
LVIAMU, JUIA KOTOPBIX CBOJMICTBEHHA BBICOKaA (PEHOTUIINYe-
CKas IEeHeTPAHTHOCTH TOTA/JIbHOTO ITOPaYKEHNs MO3TOBOTO
CJI0S HaJIOYeYHMKOB. JIOXKHBIN pelyanB 00yC/IOB/IeH po-
CTOM TEHeTWYeCKM JIeTePMVHMPOBAHHBIX ONYXO/el Ipu
HQIMYMY BHEHAJIIOYEYHNMKOBBIX ¥ MHOXKECTBEHHBIX 00-
pasoBanmit. IToaToMy, MHOTME ABTOPBI CUNTAIOT «307I0THIM
CTaHJapTOM» 00'beMa OIlepaTVBHOTO BMEIIATe/IbCTBA IPU
OIHOCTOPOHHEJ OITyXO/) IPOMU3BOAUTD aJPeHATIKTOMIIO
C ONYXOJIbI0 HA CTOPOHE MOPAXKEHM, IIPU IBYCTOPOHHEN
— CMHXPOHHYIO JIBYCTOPOHHIOIO TOTa/JIbHYIO afjpeHaI9KTO-
muio. OcTaeTcsl AUCKYyTabenbHBIM BOIIPOC O Iieliecoobpas-
HOCTM TIPEBEHTMBHOTO BBIIIONHEHUs OFHOMOMEHTHBIX
IBYCTOPOHHUX aflpEHA/ISKTOMMII 1PV OFHOCTOPOHHEM BbI-
asnenrn ®X. Ota nmpobnema obycoBreHa TeM, 4TO B 50%
1I0CJIe OIHOCTOPOHHeI afipeHanskromun OX pasBuBaeTcs
B KOHTpJIaTepaJbHOM HafrodevHuke [33].

Pan 3apy6eXHBIX aBTOPOB, C IIe/IbI0 CHYDKEHMA PUCKa
pasBUTUA HA/IIOYEYHNMKOBON HEJOCTATOYHOCTM IOCTe
IBYCTOPOHHEI afipeHaI9KTOMIM, PEKOMEHYIOT IIPOU3BO-
IUTD IAAIYI0 PE3EKLIO HA/IMOYeYHNKA C COXPaHEHMEeM
€ro KOPKOBOTO C/IOSl — «KOPTMKA/IbHYIO IAJAIIYIO ajipe-
HamoKToMuio» [31,39]. Ilo MHeHMIO 3TUX aBTOPOB, TaKas
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orepanusa 0co6eHHO IieflecoobpasHa B Cydyae OOHapysKe-
H1s ofHocTopoHHel DX, 4To obecreunBaeT BOSMOXKHOCTD
IpoBefieHnA onepanyy 1pu BoLaBienny X B KOHTpaTe-
pa/IbHOM HafIIOYeYHUKeE.

ITocne xupyprudeckoro nedenus PX pexoMmeHpyeTcs
HO>KM3HEHHO €KETOJHO OIpefe/ATh YPOBeHb MeTaHedpu-
HOB B I/Ia3Me WJIY MOYe JI/I1 PAaHHETO BBIAB/IEHMA BO3MOXK-
HOTO pelyayBa 3a00/IeBaHy WM MeTacTas\POBaHUA.

ITpn 3nokavectsenHbix OX/IIT" cTaHgapTHAsA XUMUO- U
JydeBas Tepamys cunTaetcs HeaddekrupHoiL. [TogBummch
COOOIIeHNA O IOTOXUTENbHOM 3¢ (deKTe pafuoTepanuu
(MeTaltogOeH3WITyaHUANHOM) B JIeYCHUM METaCTa30B, YTO
II03BOJIA€T YMEHBUINTb Pa3Mepbl ONYXOMM ¥ YBEINYNTb
IPOJO/DKUTENBHOCTD )KU3HY OOIBHOTO.

ITo paHHBIM OONBIIVHCTBA aBTOPOB, 5-T€THAA BBDKM-
BaeMOCTb IIOCIIe ONlepaLM COCTaBILAeT 95%, 4acToTa peLn-
nuBa gocturaet 10-20%.

B saxoueHne ciemyeT OTMeTUTb BaKHOe 3HAa4eHUeE B
COBPEMEHHOJI IMaTrHOCTHKE STUX CHHAPOMOB, aCCOLUMIPO-
BaHHbIX ¢ OX\III, MeXXAUCIMIIMHADHOE COTPYAHNYECTBO
He TOJIbKO OHKOJIOTOB, XUPYPIOB, SHJOKPUHOIOTOB 11 MOP-
(0o710roB, HO VI COBMECTHBIE YCUIMA Bpadell APYIUX CIeLt-
aJpHOCTEN (YpOJIOroB, IepMaTONIOroB, OKY/IMCTOB, HEBPO-
JIOTOB U JIp.), KOTOPBbIE JO/DKHBI OBITH XOPOILIO MHPOPMUPO-
BaHbI O KJIHNYECKVX IPOABICHNAX, AMATHOCTIKE 1 JIede-
HUM 9THX PefKIMX 3a60/IeBaHMil. B cOBpeMeHHbIX YCIOBUAX
nnsa panHero pacnosHaBanusa OX/III, acconyumpoBaHHbBIX
C TEHeTWYecKM HeTePMMHMPOBAHHBIMM 3a00IeBaHUAMIL,
BaKHENIIINM MeTOJIOM B KOMIIIEKCHON [IMAarHOCTUKE SIBJIs-
eTCA TeHeTHdYeckoe TeCTUPOBaHMe C Le/lbl0 MfeHTNUKA-
VM TepMUHATbHOM MYTAallUM COOTBETCTBYIOIIMX I€HOB Y
60JIbHOTO 1 €ro O/IVDKANIINX POJCTBEHHUKOB.

Kongnuxm unmepecos. Asmopoi 3asensom o6 omcym-
CMBUU KOHPUKMA UHIMEPECOB.

IIpospaunocmo uccnedosanust. Viccnedosaue He umesno
cnoHcopckoti noddepxcku. Vccnedosamenu Hecym nOmHy1o
omeemcmeeHHOCMy 3a npedocmassieHue OKOHUAMENbHOLL
8epcuu pyKonucu 8 neuams.

Hexnapauyus o punancosvix u uHvIX 63AUMO0eicEU-
sax. Bce asmopol npunumanu yuacmue 6 paspabomxe KoH-
yenyuu u Ou3ating Uccned08aHus U 6 Hanucanuu pyKonucu.
OkoHuamenvHas 6epcus pykonucu 6vina 0006peHa écemu
asmopamu. AemopvL He NOLYHANU 20HOPApP 34 UCCTEO08a-
Hue.
Pa6oma nocmynuna 6 pedaxuuro: 18.11.2016 2.
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