https://doi.org/10.26442/00403660.2024.07.202779

@3) BY-NC-5A 4.0] [TEPEAOBASI CTATbS
[IMarHoOCTUKA U BeJleHIe MAIIEeHTOB C (PeoXpOMOITOMON/
naparanrianomon. Koncencyc skcnepros Poccuiickoro
MeTMIIHCKOTO 0011[ecTBa 10 apTepHanbHO IMIIEPTOHNY

Y MEXAVCHUIUINHAPHOMN I'PYIIIbI IO AMATHOCTUKE

U TeYEHNI0 HEVIPOIHAOKPMHHBIX OIIyXO/Ien

H.B. bannosa™", M.A. Maosanckas?, H.M. Yuxaaase', A.lO. Ayrosckas?, T.A. bputeun?, A.E. ypesua?,
A.H. Hecenrosa®, B.E. lLnknHa?, M.E. Yasosa'

'DIBY «HauMoHaAbHbIM MEAMLIMHCKMIA UCCAEAOBATEABCKMIA LIEHTP KapAMOAOTMM MM. akaA. E.M. Hazosa» MuH3sapaBa Poccuun, Mocksa, Poccus;
2I'bY3 MO «MoCKOBCKMIT OOAACTHOM HayHHO-UCCAEAOBATEABCKMIA KAMHUUYECKUI MHCTUTYT M. M.D. BAaanmupckoro», Mocksa, Poccus;
3OIbOY BO «MoCKOBCKMIA rOCYAQPCTBEHHDIN YHUBEPCHUTET UM. M.B. AomoHocoBa», Mocksa, Poccus

AHHOTaums

[oHMMaHKe NPUPOABI KaTEXOAAMUH-CEKPETUPYIOLLMX OMYXOAEN CYLLECTBEHHO M3MEHUAOCH B MOCAEAHME FOAbl, YTO OTPA3UAOCH U HA TEPMUHOAO-
rmu, 1 Ha kaaccudpmkaumu. MeoxpomoumTtoma/naparaHranoma (DXL sBAsieTcs peakoit HEMPOIHAOKPUHHOM OMYXOAbIO M3 XpomadMHHOM
TKaHW, NPOAYLIMPYIOLLEN M CEKPETUPYIOLEN KaTexoAamuHbl. YacTora passutus OXL/TT OTHOCUTEALHO HEBEAMKA U COCTABASIET 2—8 CAy4aeB Ha
1 MAH HaceAeHUs B FTOA, CPEAM MALIMEHTOB C apTePUAAbHOM MMMEPTOHMEN MX pacnpocTpaHeHHOCTb — 0,2-0,6%. OAHaKO HECBOEBPEMEHHO AMa-
rHocTupoBaHHble cAydan OXLYTT conpsikeHbl C BbICOKUM PUCKOM PA3BUTHSI CEPAEYHO-COCYAUCTBIX OCAOKHEHWM 1 BbICOKMM YPOBHEM CMepT-
HOCTH. B KOHCEHCyCe NpeACTaBAEHbI KAMHUUECKME MPOSIBAEHUSI TeUeHUsl 3a00AEBaHMS C aKLEHTOM Ha TEYEHME aPTEPUAALHOM TMIMEPTOHUM Kak
HamnboAee yacTo BCTpedaiolerocst cumntoma npu OXL/TT; paccMaTpuBaloTCst COBPEMEHHbBIE MPEACTaBAEHUst 06 0OCOBEHHOCTAX AMArHOCTUKM,
acnekTax npeAorepaLmMoHHON NOArOTOBKM, A€HEHUM U MOCAEAyIoLeM HabAloAeHUM naumerTos ¢ OXLL/MT.
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Abstract

The understanding of the nature of catecholamine-secreting tumors has changed significantly in recent years, affecting terminology and
classification. Phaeochromocytoma/paraganglioma (PCC/PG) is a rare neuroendocrine tumor from chromaffin tissue that produces and
secretes catecholamines. The incidence of PCC/PG is relatively low, with 2-8 cases per 1 million population per year; among patients with
arterial hypertension, their prevalence is 0.2-0.6%. However, delayed diagnosis of PCC/PG is associated with a high risk of cardiovascular
complications and a high mortality rate. The consensus presents the clinical manifestations of the disease with an emphasis on the course
of arterial hypertension as the most common symptom in PCC/PG; modern ideas about the features of diagnosis, aspects of preoperative
preparation, treatment, and follow-up of patients with PCC/PG are considered.
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Beeaenne

Deoxpomoriuroma (PXI]) u maparauriroma (I1T) siBistoT-
s peKIMU HeliposHOKpUHHbIMY onyxonamu (HO0), 3amos-
Jamas [UAaTHOCTMKA ¥ OTCPOYEHHOE JledeHNe KOTOPBIX COpH-
JKEHBI C BBICOKVM PVICKOM CMEpPTHOCTH. B Hacrosiee Bpems
U3BECTHO, YTO [aHHbIe OMYXOMU SB/IAIOTCA IMOTEHINATbHO
37I0Ka4eCTBEHHBIMU U 00TaJaloT MeTaCTaTUYeCKUM MOTEHIIN-
anoM. B ormrune ot gpyrux H9O n xopolo n3y4eHHBIX BUIOB
METACTaTUYECKUX OHKOJIOrMYecKux 3aboneBanmit, OXLI/TIT
3a c4eT M3OBITOYHOI IPORAYKINY 1 CEKPELUN KaTeXO/TaMIHOB
MOTYT HPUBOJUTb K CEPAEYHO-COCYAUCTBIM OCTOXHEHVAM
(CCO) u neranpubIM ucxomgaM [1].

Panee OXII/IIT HaspiBanmy «omyxonbio 10%», Tak KaK C4M-
Ta/lI0Ch, YTO NPAKTUYECKN BCe OCOOEHHbIE XapaKTepUCTUKU
OITyXO/MM — TaKue KaK 3/I0Ka4eCTBEHHOCTD, IBYyCTOPOHHEe I0-
paXXeHVe HA[IOYeYHNKOB, BHEHA/IIOYEYHNKOBAsl JIOKA/IM3a-
V51, ACCOLMALNSI C CHHAPOMOM MHOXKECTBEHHBIX 3HIOKPYH-
HbIX Heommasuit (MOH) - Bcrpewatorcs mpumepHo B 10%
cry4aeB. OHaKO IO Mepe HaKOIUIEHNU A JaHHBIX He TOJIbKO Tep-
MJHOJIOTMS, HO ¥ YaCTOTA OIIpefie/IeHHBIX XapaKTePUCTHK OITy-
xonu repecmotpenst [2]. OXII cocrasistor 80-85% cydaes u
pasBuBaTCs U3 xpomadGUHHOI TKaHM MO3TOBOTO BellleCTBa
Haano4yeyHuKoB. [II' BOSHMKAIOT M3 BHEHAJIOYEYHMKOBBIX
IIaparaHIfyeB M COCTaBAAIT npuMepHo 15-20% cmoydvaes.
Buenapnoueunnkosbple III' gensaTca Ha [Be TpyNIbl: IepBble
BO3HMKAIOT U3 NTAPacUMIIATUYeCKUX aparaHIIieB OCHOBAHUA
Yepera, IeN U IepeHEro CPefOCTEeHNMs BOMIb OIy>KaolIero
HepBa, BTOPbIE — 13 CUMIIATNYECKIX [TapaBepTeOpanbHbIX TaH-
IJIVeB TPYIHOJ KJIETKY, OPIOIIHOI IIO/IOCTU M MaJIoro Tasa [3].
OXII/TIT MoryT 6BITH CHOPafMYEeCKUMI CTydasMu UM oOHa-
PY>KMBaTbCA B paMKaX Hac/IeCTBEHHBIX CUH/[POMOB.

Pacnpoctpanennocts OXII/IIT cocrapnser menee 0,05%
B 06weit nomysiunu. ExxeronHas 3a6onesaemocts OXLI/IIT -
OKOJI0 2-8 cTy4yaeB Ha 1 MJIH HaceleHMs B rof [4, 5]. B HeMHO-
TOYMC/IEHHBIX 3MMAEeMUOMOTNYECKUX MCCIeJOBaHUAX II0Ka3a-

HO, yTo AnarHo3 OXII/III mpomyckaeTcs B TeYeHUE XKUSHU Y
psina manuentos [6]. Kpome Toro, okomo 25% Bcex 60IbHBIX €
OXLI/TIT By pasy He IPOXOLUIN CKPUHUHT 110 IIOBOAY JaHHO-
ro 3aboneBanns [7]. 3avacTyo mMeeT MeCTO 3afjepXKKa B II0-
CTaHOBKe IMarHo3a, KOTOpast B CPeFHEM COCTaBsAeT 3 roga [8].

Cpeny ManueHTOB C VHIW/EHTAJIOMOJ HaJIOoYeyHIKa
okomo 7% — maruenTsr ¢ ®XIJ [9]. C mpyroit cTOpoHEI, cpenn
manmenToB ¢ OXI] mourn 2/3 omyxoseit USHaYa/IbHO OOHAPY-
>KeHbl KaK MHIugeHTanoMsbl [10]. 3a mocnenHue mecaTunieTs
OTMeYeHO Bo3pacTaHue ypoBHs 3abomeBaemoctyt PXII/III,
YTO CBA3BIBAIOT C YBEeMMYEHMEM MOMM AMATHOCTHPOBAHHBIX
uHIgentaaoM [10]. YuurbiBasg BBICOKMIL PUCK pasBUTUA
CCO u BbIpakeHHBIIT MeTacTaTndyecknit moteHyan GXII/IIL,
IOVATHOCTVKA U JiedeHle TaHHbIX 3a00/IeBaHuUil JOMKHBI OBITh
CBOEBPEMEHHBIMI C NIPYMEHEHNEM MYIbTUIVCLVITINHAPHOTO
TOfIXOfIa.

OnpeaeAeHns

B HacTosi11iee BpeMst B OO/BIINHCTBE MMEIOIUXCsT KOHCEH-
CYCHBIX JOKYMEHTOB ¥ K/IMHMYECKUX PEKOMEHMalii Tpefyia-
raloTCsl CIeAYIoLye ONpefeeH s JaHHbIX omyxoneit [9, 11]:

OXII - pegkas HOO M03roBoro c10s1 HajII04eYHMKOB, CO-
cTosAMIasA U3 XpoMadPUHHBIX KJIETOK, CEKPeTUPYIOIas KaTeXo-
JIAMVHBL: aipeHaNIVH, HOpaJipeHaIuH, fopaMuH.

IIT" - omyxo7b, cocTOALIAs U3 BHEHAATIOYEYHNKOBO XPOM-
aduHHOI TKaHM CUMIIATMYECKUX NapaBepTeOpalbHbIX TaH-
I/INeB TPYHOI KIeTKM, OPIOIIHON MOMOCTH 1 Majoro tasa. I
TaK)Xe€ MOTYT PasBMBATbCA B IAPACHMMIIATMYECKUX TaHITIMAX
ey ¥ OCHOBAHMsI 4Yeperra, B OONBIIMHCTBE CIIy4aeB OHM He
MPOAYLUUPYIOT KaTeX0O/TaMMHBbI.

CormacHo Kmaccudukanyy SHEOKPUHHBIX M HENPOIHMO-
KPMHHBIX OITyXoseii BcemupHON opranmsanyum 3gpaBOOXpa-
nenust (BO3), orry6mmkoBanuoit B 2017 I, a B IOC/IERYIOIIEM —
B 2022 1., TKAHb MO3TOBOT'O CJIOSI HaITIOUeYHUKOB TaK>Ke OTHO-
CUTCA K BUOM3MEHEHHBIM CUMIIATUYECKMM TAPaTraHIINAM, YTO
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EDITORIAL ARTICLE

nosBorstet Kmaccuduumposars OXII kak cummnarndeckyo 11T
HaAMIOYeYHNKOBOI! JIoKamu3auuu. Takum o6pasom, repmus 1T
IIpefyIaraeTcs UCIONIb30BaTh /I BCEX OIyXoseit xpoMadduH-
HOJI TKaHM, TOf[pa3esis VX Ha Ha/IIOYeYHMKOBbIE, CYMIIaTIdec-
Kuie abf{OMMHa/IbHbIE, CUMIIATI9ECKIe TOIOBBI I LIeV, [TAPACUM-
natuyeckue. Tepmun OXI] Takke coxpaHeH B KIaccuduKanmm
BO3. CornacHo coBpemennoit konuenyy OXII/TIT He kmac-
cuGuUUUPYIOTC Kak JOOpOKadeCTBEHHbIE ¥ 3/I0KaYeCTBEHHBIE,
IIOCKO/IBKY BCe OO/MafjaloT METACTATMYECKUM ITOTEHI[AIOM 1
MOTYT MeTaCTa3MpoOBaTh Yepe3 MHOTO JIeT IOC/e YCIEIIHOTO
yHa/leHus MepBUYHOI OIyXO/M, JaXke eC/IV Py IOCTeyIoleM
HOC/IEOIIEPAL[IOHHOM 00CIeIOBaHNM He OOHApYXKEHO OcCTa-
TOYHOI WM penuauBupywoeii onyxom. Kpome Toro, TepMmnu
«3JIOKaIeCTBEHHBII» 3aMeHEeH Ha «MeTacTarudeckuit» [2]. Ilep-
BOOYEPENHbIMM MECTaM! MeTacTa3MpPOBAHMA SAB/IAIOTCA KOCTU
n/wm mumMdarndeckye ysbl. MeTactassl B HexpoMadbyHHOM
TKaHJ BBIABJIAIOT B 15-25% cydaeB B MOMEHT NIEpBUYHON Jya-
raoctuky OXLI/TIT [12].

KAauHnueckas kaptuHa

KnmHndeckne cyMnTomsl 3a60/TeBaHUS ONpeeNSIOTCS
s¢dexTaMy CeKpeTUPYeMbIX TOPMOHOB U OMOIOTMYECKN aK-
TUBHBIX BEIECTB ¥ OTAMYAIOTCA OOMBLUIMM pa3HOOOpasueM
npossnaeHuit [3, 9, 11]. B 60mbpIIMHCTBe Cy4aeB CMMITOMBI
MMEIOT TAapOKCU3MaNbHBIN Xapakrtep. IlanmeHTs! yaite Bcero
IPegbB/LIOT Xa/I00b! Ha ceppliebueHne, 6eCIoKOCTBO, IOT-
JIMBOCTb, TOTIOBHBIE OOJIN, YCTA/IOCTDb, 60N B )KUBOTE, 3aIIOPHI,
6071 B Ipyau, TOIOBOKPY)KeHNe, HOKpaCHEHNe JINIIA, TOIIHOTY,
HEPBO3HOCTD, Pa3ApaKUTEIbHOCTD, 3PUTE/IbHbIE HAPYLIEHVS.
YacToTa MIapOKCU3MOB MOXKET BapbUPOBATHCS OT OJHOTO pasa
B MeCSIBI 1O HECKOIBKMX Pa3 B IeHb, IPOJOIKUTETBHOCTD UX
KO/Ie6/IeTCsl OT HECKOJIbKUX CeKYHJ 0 HeCKOTbKUX 4acoB. Co
BpeMeHeM [IapOKCM3MBbI BO3HUKAIOT Yallle U CTAHOBATCA boree
CepbesHbIMH I10 Mepe POCTa OMYXOJN.

Knunanveckas kapTrHa 3a60/I€eBaHUSA BO MHOTOM 3aBUCUT
OT 6MOXMMIYeCKOro eHOTUIIA OIYXO/IN, KOTOPbIl KOppesn-
PYeT ¢ ceKpelyeil onpefeNeHHbIX KaTeXoTaMNHOB. bopimh-
CTBO K/IMHUYECKUX MPOSBIEHWUIT CYUTAIOTCA Hecmenudude-
CKMMM ¥ MOTYT MAacKMpOBaTh Jpyrue 3a00/neBaHMs, OFHAKO
[ieTalbHAsI OLIEHKa CUMIITOMOB MOXXET CIIOCOOCTBOBATH PaH-
Hell AMaTHOCTVIKE U CBOEBPEMEHHOMY JIeYeHIIO.

MHorue CMMITOMBI ¥ IPU3HAKY, PaHee CIUTABIINECS Xa-
PaKTepHBIMM /IS JAHHOTO 3a00JIeBaHNs, OKa3alliCh BeCbMa
HecrenyuyHbIMU. Tpuajga CUMIITOMOB: TOTIOBHAsI OOJb, Ta-
XUKapAUs, IOTIUBOCTD, — KOTOPAs [JOITOe BpeMs CYNTAIach
kmaccudeckum nposinennem OXII/IIL, B HacTosijee Bpems
paccMmaTpuBaeTcs Kak JJOIONMHUTENbHBI IPU3HaK. B psge pa-
60T mMOKa3aHO, YTO HAHHAS TPUaJa CUMIITOMOB BCTpPedYaeTcs
b y 25% nannenTos ¢ @XI/III, B To sxe BpeMs — IpUMEPHO
B 11% cry4aeB y nuri 6e3 gaHHOTO 3aboneBanus [13, 14]. C gpy-
rOJf CTOPOHBI, II0 JaHHBIM MeTaaHa/lu3a, OTHENbHO T'OIOBHAS
6071b, TAXVMKAPANA U IIOTIMBOCTD BO3HUKaM y 60,59 1 52% ma-
L[IEHTOB COOTBETCTBEHHO, B TO BpeMs KaK [pyrue CUMITOMBI
M IIPOsIBTIEHNS BCTPeUamich pexxe [15].

Heo06x0onmMo BBIEMNTD DsAf, CUMIITOMOB M K/IVHWYECKNX
TIPOABJIEHNI, KOTOPbIE JIEI/IM B OCHOBY IIOKA3aHWI JyIA CKpU-
HUHTa JaHHOTO 3abomeBaHys. ORMH M3 CUMIITOMOB, KOTOPBIT
Jarre BcTpeyaercs y nmanuentos ¢ GXI/IIL, - sto TomHoTa [13].
ITokasaHo, YTO TOLIHOTA M PBOTA, BOHMKAIIVE B OCHOBHOM
rocie (pU3MUECKOIl HATPY3KM ¥ OOBIYHO y MOJIONBIX JIFOfEI, Xa-
pakrepHs! it nanyentoB ¢ OXI/IIT [16]. Hamuane caxapHoro
mnabeta (ClI) u npegmabera y manyeHToB Maapure 50 et 6es
OKMpeHVIsI 1 M3OBITOYHON MACCHI Tefla JO/DKHO PAcCMATPUBAThCS
KaK BO3MOXXHBIIT KIMHIYeCcKuit pyusHak Hamraust OXL/IIT [17].
Kpome Toro, HeaBHIe UCC/IE[OBAHNA IIOKA3a/IN, YTO Y [IAL[IEHTOB
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¢ OXLI/IIT unpekc Maccs! Tena (VIMT) gocToBepHO HIDKe, 4eM Y
IanyeHToB 6e3 jaHHoro sabonesanus [18].

Haubonee wacteiM xamumdecknM mposismennem OXI/IIT
sBseTCsl apTepuanbHas rumeproHus (Al), kotopas BBLIB-
nsercs B 90-95% cnydaeB M B 3HAYMTENIbHON Mepe ONpefend-
eT xapakTep TedeHus 3aboneBanus. Opnako Al cama 1o cebe
CYMTaeTCs HecCreluruecKyM IpI3HAKOM 9THX omyxoreit. Pac-
npocrpaneHHocTs OXLI/IIT cpemu Bcex ¢popm AT cocTabiser
0,2-0,6% [9, 11]. B 13-27% cny4aes npu OXII/TIT BbLaBIsAeTcA
HOPMaJIbHBIT yPOBEeHb apTepuanbHoro gasnenn (All) [19].

BbIfienI0T 1Ba OCHOBHBIX BapMaHTa KIMHMYECKOTO Tede-
HuA AT nipu OXII/TIT: kpusoBoe (Mapokcu3ManbHOE) TedeHMe
U IOCTOAHHaA (CTabunbHas, Hepcuctupyiomas) AT 6es rumep-
ToHMYecKux KpnsoB. Knuundecknit peHorun Al B 6onbureit
CTeIlleHN) 3aBVICUT OT OMOXMMMIYECKOro (eHOTHUIIA OIYXOIN U
XapakTepuayeTcs mpeobnafaHyeM IPOAYKLUM HOpaApeHa -
Ha, afipeHa/TnHa WX To(paMIHa, BLIPAKEHHOCTY UX CeKperyu
U MOPGOIOTUIECKUMI 0COOEHHOCTSIMYU OLYXOJIN.

IMocrosinHas (cTabunpHas) AT acconyuposana ¢ OXII/IIL,
CEKpeTUPYIOLIMMI TIPEMMYIIeCTBEHHO HOpafpeHaIMH. OTU
OIlyXONY MMEIOT IPeUMYILIeCTBEHHO BHEHA/IOYeYHUKOBYIO
(qacTo — abOMMHA/IBHYIO) JTOKA/IN3ALMIO, OTHOCATCA K IICEB-
HBOTMIIOKCUYIECKOMY KIacTepy 1 u 06/1afaroT CaMbIM BBICOKUM
MeTacTaTM4eCKMM NoTeHnManoM. ITokasaHo, 4To MaLMeHTBhI C
OITyXOJIIMU, KOTOPble IMIPEUMYILEeCTBEHHO CeKPeTUPYIOT HOP-
afjpeHa/IMH, VMenu 6o/lee BBICOKME YPOBHU CPENHECYTOUHO-
r0, JHEBHOTO 1 HOYHOro AJl 1m0 CpaBHEHMIO C HallIeHTaMu C
OITyXOJIAMMY, CEKPETUPYIOIIMMMY TOTIbKO afipeHa/INH, YTO MOXKET
CBUJIETENIbCTBOBATh O HEIIPEPHIBHOM THUIIE CEKPeLMM KaTeXo-
nmamuHOB [20]. OCHOBHBIM MEXaHM3MOM CTabOMIBHOTO IIOBbI-
menus AJl npu OXII/TIT siBiseTCst HaKOIIeHME U3OBITOYHOTO
HOpaJjpeHa/IMHa B OKOHYAHNAX aKCOHOB CHMIIATMYeCKMX TaH-
I/IM€B, KOTOPBIN BIIOCTENCTBUU TPV aKTUBALMU CUMIIATHYe-
CKOI1 HEPBHOJI CCTEMBI BBICBOOOXKAETCSI, BBI3BIBAsI CTOMKYIO
Ba30KOHCTPUKILMIO U cTabunbHOe nosbiuieHre AJl [21]. Takoit
THUII CeKpelLuy KaTeX0lIaMMHOB TaKXXe acCOLMMPOBaH 1 C pas-
BUTHMEM IIapaJOKCaIbHOM TMIIOTOHMM, KOTOpas IpeuMylle-
cTBeHHO BcTpevaercs y nanyentos ¢ GXI/IIT n noctosHHOIM
AT; HaMHOTO pex<e 9TO COCTOsIHME ObIBaeT IIPY IaPOKCU3MATIb-
HoM TedeHuu Al man y maliMeHTOB ¢ HOPMAIbHBIM YPOBHEM
AJl [20]. ITocTypanbHas TMIOTOHMA B COYETAHUM C IOCTY-
panbHOV TaXMKapfyell MOXXET BbI3bIBaTh TOIOBOKPY>KEHUE,
y4alleHHOe cepaLebyeHre 1 06MOPOKHU MpK Iepexofie manu-
€HTa U3 TOPM3OHTAJIbHOTO IONIOXKEHNA B BepTHUKanbHoe [22].
BeposiTHO, 9T0 06yC/IOB/IEHO CHIDKEHMEM 00beMa LIUPKYINpy-
IOIlle/l KPOBM, BBI3BAHHBIM XPOHMYECKON Ba3OKOHCTPUKIIMEN,
U CHIDKEHUEM CHMITIATUYECKOTO pediekca BCIeNCTBIE U30bIT-
Ka HopappenamuHa [22]. AT mpu OXII/TIT' moxxeT mpuobpe-
TaTb HEKOHTPOIMPYEMOE, PE3UCTEHTHOE K IIPOBOJVIMOI aHT-
TUIIEPTEH3NBHOI Tepanuu tedexne [23].

KpnsoBoe Teuenne Al acconumpoBaHO ¢ HaIM4MeM OIIy-
Xo7ieif, KOTOpble CEKPeTUPYIOT IPeMMYILeCTBEHHO aJipeHa-
JIMH — M30/IMPOBAHHO WINM B COYETAHMM C HOpPAJpeHA/TNMHOM.
Taxkoit xapakTep AI' 1 Takoit TMI ceKpeluM Haubo/Iee Xapak-
TepHBI [ OIyXOJIell HaAIO4eYHMKOBON JOKanm3auuu. Be-
POATHO, 3TO OTPa)kaeT IPOMUCXOXK/IeHEe OIYXOJIell MO3TOBOTO
C710s1 Ha[IIOYEeYHNKOB 13 IOTHOCTBIO Ay depeHIpOBaHHbIX
xpoMadPUHHBIX KJIETOK. DTY OIyXOMM OTHOCATCA K KMHa3-
HO-CUTHa/IbHOMY KJIacTepy 2 M 00alaloT HEBBICOKMM MeTa-
CTATMYECKUM MTOTEHLIMAIOM.

Kpusosoe Teyenne Al BoraBnsercsa y 40-50% manueHToB
¢ OXII/IIT n XapaKTepusyeTCs Ha/IMYMEM TUIIEPTOHMYIECKUX
KPM30B, KOTOPbIE MOTYT BO3HMKATb KaK Ha (POHE HOPMa/IbHOTO
AJl, Tak u yxe umMeromeiicst ALY manueHTOB ¢ IapOKCU3Mab-
Holt AT’ HabmiojaeTcs pe3Koe IOBBIIIEHIEe KaK CHUCTOINYIeCKO-
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ro, Tak 1 guacronudeckoro Al Bo Bpems kpusa. [unepronmye-
cxnmit kpu3 npu OXII/IIT xapakTepu3yeTcst O4eHb ObICTPBIM U
IIPOTpeccUpyIOIIUM yBenrdeHneM ypoBHA AJl, KOTopoe MoXeT
nocturatb 250-300/130-150 MM pr. cT. IIpn aTOM ero npoposn-
JKUTEIbHOCTD, KaK IIPaBUIO, He npepbimaeT 30-60 mun u Al
HOpPMA/IM3yeTcsl B TedeHUe KOPOTKOTO IMPOMEXYTKa BpeMeH!U
caMoCTOATeNbHO. KpaTKoBpeMeHHOCTb M CaMOKYIMPYeMOCTb
SBJIAIOTCS XapaKTePHBIMU 0COOEHHOCTSIMYU IUIEPTOHNYECKOTO
kpusa npu OXLI/TIT. Knuanyeckue cMMITOMBI BO BpeMs KpH-
3a BBIP@XEHbI U Pa3HOOOPA3HbI, BKIIOYAIOT B Ce0s IPUCTYIIbI
ronoBHOIt 60mu (B 80%), 4acTO NMyIbCUPYIOLIETO XapaKTepa
U HepeJKO COIPOBOXAILIMECS TOIIHOTOM M PBOTON; Ypes-
MEpPHYI0 NOTINBOCTD (B 57%); 671€FHOCTD KOXHBIX IIOKPOBOB,
peXe — UX TUIIepeMUI0; YYBCTBO HEKOHTPOIMPYEMOTO CTpaxa,
TpeBOrHM; OlIylIeHNe BBIPaKEHHOTo ceppuebuennsa (B 64%),
IIPY 5TOM TaXMKapAusA MOXET OTCYyTCTBOBaTh. Hepenko moryT
BO3HUKATb HapyIIeHMs PUTMa CEepAla, pacCTPOICTBA 3peHNU
U CITyXa, IOBbILIEHIe TeMIepaTypbl Tela, 60N B TPYAU WK
JKUBOTe, TapecTe3nn, CyIOpOry, y4allleHHOe MOYeMCITyCKaHue.
Bce 9111 IIpOsIBIIEHNSI MOTYT COYETATbCS B Pas3INIHBIX KOMOM-
Hauusax. Y GONBIIMHCTBA MALVEHTOB IPYU TUIIEPTOHNYIECKOM
KpM3e Hab/MIOAI0TCs M3BMEHEeHN A B IOKa3aTe/ X KPOBU U MOYM,
TaKye KaK TUIePIIMKeMI, TeIKOLUTO3, 303MHO(MINA, ITTI0-
ko3ypus [11].

Kpusosoe mnosbimenne AJl mpu OXI/III MoxeT ObITh
CIIPOBOLIPOBAaHO TakUMU (akTopaMy, KakK Iajablanus 06-
JIaCTY JIOKA/IM3ALMU ONYXONMu, (puamdecKkas Harpyska, ICH-
X/M4yecKoe IepeHalpsDKeHMe, HaTyxmpaHue. OnpefeneHHbIe
IpPOAYKTBHI U HAIIMTKM C BBICOKOJ KOHI[eHTpaluell TMpaMMHA
(cpIpBl, MMBO, BMHA), HEKOTOPBIE JT€KAPCTBEHHbIE Iperaparhl
(rucramyH, QeHOTMA3UH, TPULMKINYECKME aHTHUAENpecCaH-
ThI), AMATHOCTIYECKMe IIPOoLiefypbl (aHrHorpadus, MHTy6anus
Tpaxeu), SKCTpaKumsA 3y6a, OlepaTHMBHbIE BMeLIATeNIbCTBA U
TpaBMBI TaKXKe MOTYT BbI3BaTh pa3BuTHe Kpusa [9,24]. OgHako
B 1Ie/IOM BO3HUKHOBEHE OObLINHCTBA KPU30B HElpeNCcKasy-
eMO U X YacTOTa MOXKeT BapbMpOBaTh OT HECKONBKMX pa3 B
IeHb 10 OTHOTO pa3a B HECKO/IbKO MeCAIEB.

YepenoBaHue 3N1M30/10B pe3Koro mosbiieHus AJl u rumo-
toryy npu OXII/IIT aBnsAeTCA MpoOABIEHNEM CUHAPOMA «He-
yIpaB/IAeMoll TeMOAVHAMUKI», KOTOpOe TPYAHO IOAJAeTCA
MeIMKaMeHTO3HO KOPPEKLIMI M MO>KET IIPUBECTH K IIpOrpec-
CHpYIOLell TMIIOTOHUY U YPTeHTHOMY COCTOAHUIO [25].

Kmuunueckas xapruna OXI/IIT yacto MMuUTUPYET ApY-
rue 3a0ojeBaHNs, B TOM 4NCIIe CepHevHO-COCyAucTbIe. boree
yeM B 1/3 cnydae peructpupyior pasmmunble CCO: xemy-
TOYKOBblE HApyIIeHMs pUTMa Cepflia, HEKOPOHAPOTe€HHYIO
MIIEeMMIO MMOKApfa, pasinyHble KapauoMyonaTuy (mumaTa-
LYIOHHAsI, KapAMOMMUOIATHsI TaKOIL[y60), OCTPYI0 CepAeuHYIo
HEI0OCTaTOYHOCTDb, HAPYILIEHNs MO3TOBOTO KpOBOOOpalleHNs,
otek nerkux [1, 10]. CCO B pamkax OXII/IIT cBasaubsl 160
C JUIMTE/IbHO TEKYIell HeKOHTpoupyeMoit AT y manmeHToB ¢
HEMAarHOCTUPOBAHHOI OIYXOJIbIO, MO0 C MAPOKCU3MAMU I~
nepcexpenyy KarexonammuoB. Tspxensie CCO mpu OXII/TIT
acCOIMMPOBAHBI C TUIIEPTOHMYECKMY Kpu3amu [1].

KapanomuonaTtun, napynuposannasie OXII/III, BcTpeda-
10TCA 70 11% cmydaeB u yalle BCETo CBA3AHBI C HAATIOYEYHN-
KOBOIT oryxonbio (90%) u pexxe — ¢ III' BHeHaTIOYeYHUKOBOIL
nokanusanuu (10%) [26]. Kapauommomnaruu, cBsi3aHHBIE C
OXII/IIL, MOryT OBITH OCTPBHIMU MM XPOHMYECKUMMY, MMes
pasnuyHble MATO(PU3MONTOINYECKMe MeXaHU3MBl PasBUTUSL.
OcTphlil KaTexoTaMUHEePIMYeCKU CTpecc, BO3MENCTBYS Ha
B-ampeHOpelenTOpbl KAPAMOMMOLIUTOB, IIPUBORUT K OIIyIIe-
HII0 MMOKap/ia IeBOTO KeMy/i0uKa ¥ He3HAYMTENLHOMY aIloll-
TO3Y KJIeTOK IIPY IUCTONIOTMYeCKOM uccinefgosanuu. [Ipn xpo-
HUYECKO}  KapAMOMMOIIATMM  JUIUTENbHOE  BO3JeiCTBUE
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Ta6Anua 1. KAMHMuYecKne XapaKTepMCTMKM HAaCAGACTBEHHBIX
CMHAPOMOB, accoumMmupoBaHHbix ¢ OXLL/MT

Table 1. Clinical characteristics of hereditary syndromes
associated with phaeochromocytoma/paraganglioma
(PCC/PG)

Cunppom Knumnnyeckne xapakTepucTMKu

OXII/IIT, xoxHbIIT HeltpodubpoMaros,
TUIIEPIUTMEHTALVS IIOAMBIIIEYHO 1/
WU IAXOBOIT 06/1aCTH, TUTMEHTHBIE
[ATHA [[BeTa «KO(e C MOTOKOM»,
raMapTOMBbI pafiy’KHOIt 000/I04KM I71a3a
(ysenku JIniua), KOCTHbIE aHOMAJINH,
rmomsl [THC

OXII, megymnapusri pax DK,
NIepBUYHbIN TUIIepIIapaTUPe0s, KOXKHbIe
aMIJIOUHbIE TMXeHMDUKALINY

Heitpodnbpomaros
1-ro Tumna

MO3H 2A

OXII, MefynIApHBIA paK
XK, gedpopmariun ckenera,
raHITIMOHEeIpOMaTo3

OXII, remanruobmactombr ITHC
U CeTYATKY, KapIIMTHOMA 04K,
xuctel 1 HOO IDK, onyxonb
9HA0MMM(ATIYIECKOTO MEIIOYKA
CpefHero yxa, HanuiisapHas
LMCTa/IeHOMa IIpUaTKa AMYKa U
LIMPOKON CBA3KM MaTKU

MO3H 2b

Bonesus ¢pon
Tvnnena-JIlunpay
(VHL-cunppom)

III, SIUTEINMONTHAA HCIZOMl/IocapKOMa

Tpuapa Kapan
XKeJy/IKa, XOH/[POMBI JIETKUX

Cunppom Kapuu-

I1I, ctpoManbHas KapIMHOMA >KeTyIKa
Crparakuca TP Pi YA

IIpumeuanue. IDK - muroBupnas xenesa, IDK - momxenygounas
sxenesa, THC — nenTpanbHas HepBHasA CUCTEMA.

KaTeXOJTaMIHOB IIPYBOANT K BbIpaKeHHOMY (G1bpo3y, BocHa-
JIEHUIO I HEKPO3y MMOKAP/ia, YTO B KOHEUHOM UTOTe BbI3bIBAET
TVTaTalVIOHHYI0 KapAMOMMOIIATHIO CO CHVYDKEHHOM q)paxumeﬂ
BbIOpOCa [26]. B pemkux cryyasx Ipy HaIUMYUK [IUTETbHON
HEeKOHTpompyeMoit AT MO>KeT pasBUTLCA TUIIEPTPOIA MUO-
Kapja ¢ IpU3HaKaMy KapiMOMMOIIATH L.

OpHuM U3 BapMaHTOB Pa3BUTUA OCTPOI KapMOMMOIATUI
ABJIAETCA KapAMOMUOIATI TAKOLyOO — OCTpOe HenleMudec-
KOe 00paTyMoe [opaXkeHye MUOKapa. 3aperncTpupoBaHHas
pacnipoctpaneHHocTb OXII/II 3HaAUMTENBHO BBIIIE Y MALIM-
€HTOB C CMHIPOMOM TaKoI[y60 (7,5%) 1o cpaBHeHMIO ¢ 0b1eit
nonynsAuueil Bcex manuentoB ¢ AT (0,2-0,6%). B mexjyHa-
POIHOM 9KCIEPTHOM KOHCEHCYCHOM JIOKYMEHTe II0 CHHJPO-
My Ttakony6o OXLI/IIT BrepBble BKIIOYEHA B YMCIO BTOPUY-
HBIX NPUYMH [JAaHHOTO CUHJpPOMA, ¥ CKPMHMHI Ha Hajan4dne
OXLI/TIT cnegyeT paccMaTpuBaTh y BCeX MAILMEHTOB C CUH/IPO-
MOM Taxouy6o [27].

OXII/IIT MoXXeT SABMATHCA YACThIO HACHENCTBEHHBIX CUH-
IPOMOB, KOTOpBIe IMEIOT PsAJ, XapaKTePHBIX KIMHIYECKNX IIPO-
SIBJICHUIT ¥ MOTYT CIIOCOOCTBOBATh CBOEBPEMEHHOI INAarHOCTH-
ke 3abormeBanys1. K Hanboree pacpocTpaHeHHbIM CHHAPOMAM,
Hac/IeflyeMbIM II0 ayTOCOMHO-JJOMUHAHTHOMY TMITY, OTHOCAT
(Tabm. 1): Heitpopubpomaros 1-ro Tuma, cuagpomsr MOH Ti-
nos 2A u 2B, 6onesnp ¢on Iunnena-J/Iunpay, tpuany Kapan
u cunapom Kapuu-Crparakuca [28]. B mocnennue rogst onm-
CaHO COYeTaHNe afeHOMBI TUII0(13a, IEPBUYHOrO TUIlepIapa-
tupeosa u OXII, uro BeigeaoT B cuuapom MOH tuma 4 [29].
s cuappomo MOH tunmyno vamune OXII, BHeHamOYeY-
Hukossle [T BcTpevatorcs penko, o 1% cnyvaes [19].
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Tabanua 2. NMokasaumus K amarHocruke OXLI/TIT
Table 2. Indications for the diagnostic work-up for PCC/PG

« [Taumentsr Mmonogoro Bodpacra (<40 met) ¢ AT 2-if cTenieHun
nnu ¢ passutueM Al 110607t CTelleHN B JeTCKOM BO3pacTe

« Kpusosoe Teyenne AT, ocobenHo ¢ xapakrepHbivu 1t OXII/TIT
MAPOKCU3MAIbHBIMY KIIMHIYECKMMI TPOSBIEHNAMM

« CodeTaHue 3MMU30AMIECKIX TOIOBHBIX O0rIeit,
MTAPOKCU3MAaJIbHOI TaXMKaPAUY, U3OBITOTHOTO
MOTOOTOENEHST — HE3aBUCUMO OT Hammums Al

Bonpuble TsKenoit croiikoit Al pedpakrepHoit K
IIPOBOJVIMOI MEJVIKAMEHTO3HO TepaInn

Hannune Hac/ieACTBEHHBIX CMHAPOMOB, C KOTOPBIMU MOXKET
couerarbcst OXL/TIT (BHe 3aBucuMocTy OT Hammaus AT)

« Popcrennnky manmenToB ¢ @XII/IIT, y KOTOPBIX BBIAB/IEHBI
acconMupoBaHHble MyTauuy (BHe 3aBUCUMOCTH OT Hammuyst AT)

Hanmnune ®XII/TIT B anaMHese y HaryeHTa (ecim oH He
HAXOJUTCA IOl HAOMIOIEHEM)

AHaMHecTHYeCKIe CBE[IeHNs O CePHeYHO-COCYAUCTBIX
IIapPOKCM3MaX BO BpeMst (PM3IMIECKIX U IMOLIMOHAIBHBIX
HArpys3oK, obliielt aHeCcTesNu, 9KCTPAKINY 3y6a 1
[pVYMeHeHNs JPYIUX MHCTPYMEHTaIbHbIX MCCIIef0Ba I
VULV TIPY CUTYALMSX, IIPUBOMSIINX K IOBBIIIEHNIO [JaB/IEHVS
B GPIOLIHOI MOIOCTH (IIa/IbIIAIINs, MOYEHUCIIYCKAHIE,
medekanys)

Bo3MoxHas IPUYMHHO-C/IEACTBEHHAs CBA3b MaHUpeCcTaun
3a00/IeBaHNS C KOHKPETHO MeMKaMEeHTO3HOM Teparueit:
nossieHre AJl nocrne HasHadeHns B-AB, 610kaTopos
modamMuHOBBIX D2-pelenTopoB, MHIMOUTOPOB 0OPATHOTO
3aXBaTa HOpaJipeHa/MHa M CEPOTOHMHA, OTIMOUITHBIX
aHAZIbIeTMKOB, CUMIIATOMUMETIKOB, ITTIOKOKOPTUKOUTIOB I
HEKOTOPBIX IPYTVX IIpenapaToB

O6bemHOe 06pa3oBaHNe HAAOYEUHNKA, CTyYaliiHO
BoIABNeHHOe mpu nposefeHnyt KT it MPT
(uHIMIEHTaIOMA), 0COOEHHO eCu:

- HaTMBHas IUIOTHOCTH 06pasoBanus mo gaHusiM KT>10 HU
(nesaBucumo ot Hanuuus AT

- HAaTMBHas IVIOTHOCTH 0OpasoBanust 1o gaHueiM KT<10 HU
u Hammane AT

- I10 ZAHHBIM BU3Ya/IU3ALVIN €CTh T00ble XapaKTepUCTUKI
3/7I0Ka4eCTBEHHOTO XapaKTepa OITyXo/mu (He3aBUCUMO OT
Hammausa AT)

« Hamruame y manmenToB xapakTepusix s OXII/TIT
IIPOSIB/IEHNII CepAeYHO-COCYANCTHIX 3a60/IeBaHMIL, BKIIOYas
KapAMOMIOIIATHIO TAKOL[y60

o Camxennbnit VIMT (<25 kr/m?) y nanuenros ¢ CII 2-ro Tuna
(BHE 3aBUCHMOCTM OT CUMIITOMOB M30bITKA KaT€XOTAMUHOB)

Moka3zaHusa AAga OﬁCAeAOBaHMSI

npu noaospennn va OXL/TI

Pannsas muarHoctuka OXII/TII uMeeT BakHOe 3HaYeHUE
IIS Hadasla afieKBaTHOTO JIeYeHVIS U IPeOTBPalleH s pa3By-
tus xusHeyrpoxaromux CCO. B macrosamee spema OXII/IIT
AMATHOCTUPYIOTCA He TOTbKO IpK 0OCTeNOBaHUN IO HOBOLY
AT, HO U TOC/Te BBISBIEHUS MHUMUIEHTAIOMBI HAIIOYeYHNKA,
a Taxke npu nposefeHny ckpuHuHra OXI/IIT y manumen-
TOB C BepuUUMPOBAHHBIMY HAC/IEACTBEHHBIMYU CHHAPOMA-
mu [30, 31]. Ha I stame guardoctuku OXII/TII' ocHOBHOI 3a-
Iadell ABJIseTCA olpefeieHe BepOATHOCTY HAIM4NA JaHHOTO
3aboneBaHMs.

TEPATTEBTUYECKMM APXMB. 2024; 96 (7): 645-658.

B HacroslIlee BpeMs HPeIOXKeHbl IOKa3aHWs AJIs IIpOBe-
IeHus 1abopaTopHOro 06CIeNoBaHNA y HALMIeHTOB C BEPOAT-
HbIM HammaneMm OXII/IIT (Tabmn. 2) [9, 11].

Y maumeHTOB ¢ HACTEACTBEHHON NPEAPacIONOXeHHOCTHIO
pannss guarHoctuka OXI/IIT moxer npegBapsaTs GopMupo-
BaHIMe pasBePHYTOI KIMHIYECKOI KapTUHbI 3abonmeBaHms [32],
[03TOMY OMOXMMMYECKOe TeCTUPOBaHME B TAKMX CIIyYasix
[IPOBOJVTCSI BHE 3aBUCUMOCTH OT K/IMHNYECKIUX [IPOSIBIIEHIL.

AabopatopHasi AMarHOCTHKa

CornacHo PoccuiickuM KIMHIMYECKMM PEKOMEeHIALMAM II0
OXII/III' B xauecTBe MeTOAa MEPBUYHON JMATHOCTUKN PEKO-
MEHJIOBAaHO OIpefeneHne cBobonubix MetaHeppuHoB (MH)
w1a3mMbl Wi ¢pakiyonnposanHbix MH cytouHoit Moun [28].

3abop KpoBU /I OIpefeNieHus YpoBH:A cBobomHbIx MH
PEKOMEH/I0OBAHO ITPOBOJMTD B MOIOKEHMH JiexKa rocie 30-Mu-
HYTHOTO IIpeOBIBAHMS B TOPM3OHTAIBHOM IIONIOKeHuu [28].
C6op cyTo4HOI MOYM i ompefeneHnsa PpaKIMOHNPOBaH-
HbIXx MH npousBofguTcs CTaHAApPTHO, Z06aB/IeHN KOHCEpBaH-
TOB He TpebyeTcsl.

ITpyu nabopaTopHOI AMATHOCTMKE OTHAETCS MIPEFIOYTEHIE
MeTORy BBICOK03(p(PpeKTUBHOI XKUAKOCTHOI XpoMaTorpaduu ¢
9NIEKTPOXMMUYECKUMH, HIYOPOMETPUYECKUMN AETeKTOPaMU
VUIU TaHJIeMHBIMU Macc-clieKTpoMeTpamu [28].

B poccuiickoit KIMHMYECKOl NpaKTuKe Hanbonbllee pac-
MpOCTpaHeHNe MOMTY4IIO OpefeneHe PPaKIMOHIPOBAHHBIX
MH B cyrounoit mode. Ilop coBokynnbim nonstueM MH nop-
PasyMeBalOTCs MeTWIMPOBaHHbIE ITPOM3BOJHBIE a[jpEeHAIMHA
(MH) u HopagpenanuHa (Hopmeranedpun - HMH), ppaxuu-
oHmpoBaHHble MH BK/IIOYaI0T Kak CBOOORHBIE, TaK ¥ KOHBIO-
TMpOBaHHbIe MeTabOMNThI KatexomamuHoB. Koncencyc Pabo-
4yell TPymnnbl IO 3HAOKPMHHONM TrunepTeHsuu Espormeiickoro
00111eCTBA 10 TUIIEPTEHSNUM [e/IaeT aKLeHT Ha M3MEPEHUN CBO-
6onubix MH Kak B ITa3Me KpOBH, TaK U B CyTOYHOIT Mode [9].

CBob6opiHBIE METAbOMNTHI KaTeXOMAMIHOB B I/Ia3Me M MOYe
MMEIOT IIOYTY MaKCUMAaJIbHYIO OTPMULATENbHYIO IIPOTHOCTH-
YeCKyI0 LeHHOCTb (>99%) mpy OfMHAKOBOI CIEIU(PUIHOCTH
(94%) [33, 34]. ITpu onpenenennn $paxuoHrpoBaHHbix MH
BEPOATHOCTD JIOKHOIIOJIOKUTENbHBIX Pe3y/IbTaTOB HECKOIbKO
BBIIlIe, YeM IIpy aHammse cBobopgubix MH [33]. Tem He meHee
CUCTeMaTU4ecKuit 0630p 23 crareil, OTOOPaHHBIX IO «CTaH-
IapTaM OTYETHOCTH O AMATHOCTUYECKUX MCCTIEOBAHUAKY, TI0-
KasaJI, YT0 YyBCTBUTENBHOCTD U CHELM(UIHOCTD OIpefeeHNs
cBobopubix MH kposu u ¢ppakuyonrposanasix MH Moun co-
HOCTaBUMa U COCTaBsteT 94/93% /11 M3MepeHus: CBOOOTHBIX
MH nmasmsl kpoBu u 91/93% — s onpenenennsa GpaKIMOHN-
posanHbIx MH B cyTOuHOI Moue [35].

Boicokasa TouyHOCTb omnpenenenusa MH csBuperenbcTByer
o tom, uyro ypoBHu MH u HMH B npepenax pedepeHCHBIX
3HaueHuy uckmovant Hamuune IIIL VickmodeHne cocTaBiis-
I0T ONyXO/My HeOONbIIMX pPasMepOB BHEHAJNOYEYHMKOBOI
JIOKAJIM3aluy, KOTOpble He CMHTe3MPYIOT KaTeXO/lIaMUHbBI;, B
OOJIBLIMHCTBE TaKUX CIyYaeB y MAlMEHTOB HET XapaKTePHBIX
IPU3HAKOB U CUMIITOMOB M30bITKa KaTexomaMuuos. Yacts 11T
XapaKTepy3yeTCs TUIIePIPOAYKLMeil fopaMyHa, IPOAYKTOM
pacmazia KOTOpOro sIB/sIeTCs 3-MeTOKCUTUPAMUH. ITO 0COO€eH-
Ho xapakTepHo mA I c mapacummnaTiyeckorn akTMBHOCTBIO U
BHEHaIIIOYE€YHMKOBOII TOKanm3anuein [9].

ToynocTh onpepenenns 3-MeTOKCUTMpPAMUHA B MOYe Cy-
IIeCTBEHHO YCTYINaeT TOYHOCTY OIpefiefieHNsA B KpOBMU, I03-
TOMY 37lech IIOKa HeT a/lbTepHaTuB Irta3Me kposu [28]. K co-
JKaJIeHNIo, 3TOT METOJ, HeOCTYIIeH B IIMPOKOI POCCUIICKOI
KJIMHIYeCKOJ IIpaKTUKe.

Y manyueHTOB ¢ JOKa3aHHON IeHeTM4ecKoil IpefpacIoso-
JKEHHOCTBI0 K pasButuio III' 6uoxummdeckoe TeCTMpOBaHME
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TabAnua 3. MaKTopbl, HAAMYME KOTOPBIX MOXET ObITh
aCCOUMMPOBAHO C YMEPEHHbIM MOBbIIEHHEM KOHLIEHTpaLMK
MH B otcyrctBne OXL/TIT

Table 3. Factors that may be associated with a moderate
increase in methanephrine concentration in the absence
of PCC/PG

DakTopbI MH HMH
JKenckuit mon + +
ITpuem al-Ab + +
[TpmeM aHTUIICMXOTMKOB - +
IIpuem anTUAETIPECCAHTOB - +

IIPOBOJMTCA IIEPCOHANMN3MPOBAHHO B 3aBUCYMOCTH OT BU/JIa I'e-
HEeTUYeCKOI My TaIluy: IIpU MyTaliAX T€HOB ICEeBIOTUIIOKCHUN,
a Taxoke reHoB VHL u SDHx n0pOBOAMTCA CKPUHMHI YPOBHeNt
HMH, Tak xak III' aToro Tumna mpaxkTudecku He IPOU3BOJAT
M30BITOK afjpeHaMHa; Py MyTALMAX T€HOB KMHA3HOIO CUT-
Ha/IbHOTO ITyTH npoBoputcs omnpenenenne MH n HMH; npu
MyTauusAx reHoB SDHXx, a Takoke B TeX C/Ty4asx, KOI/ja eCTh BbI-
COKast BepOATHOCTb METAaCTaTU4IeCKOTO 3a00/IeBaHM A, IIOKa3aH
CKPVHIHT YPOBHA 3-MeTOKCUTUPaMMHA B IIa3Me KpoBu [36].

Kpurepnem nocranosku auarnosa GXIL/IIT sasnsgercs 3Ha-
yuTeNnbHOE — 3-KparHoe ind MH u/unm 2-xpatnoe gns HMH -
HOBBIIIEHYe YPOBHA MeTabONMUTOB KaTeXOTaMIHOB [4, 28, 37].

Takue ypoBuu MH pefxo BCTpedaloTcst y MalyeHTOB 6e3
IIT" n ormMevaroTcs y 80% MalueHTOB ¢ KaTeXONICeKpeTUPYIOI M-
mu omyxonamu. [Ipy Taxoil cTeleHN MOBBIIIEHNA OIpPaBIaHO
IIpoBefieHNe JabHeNIINX BU3yaIusupyomux MeToguk. IIpn
MeHee 3HAauMMOM IIOBBLIIIEHMM COfEep)KaHMSA MeTUIMPOBAH-
HbIX [TPOM3BOMHBIX KaTEXONTaMUHOB («cepas 30Ha») IPM BbI-
60pe TaKTMKM [Ja/bHENIIEro BeIeHys MaleHTa HeoO6X0RnMo
IIOMHUTbD, YTO JIO)KHO3ABbIII€HHbIE Pe3y/IbTaThl TeCTOB MOTYT
BO3HUKHYTb y IALMIEHTOB C JIIOOBIM KIMHIYECKUM COCTOSHM-
€M, CBSI3aHHbIM C XPOHIYECKMM ITOBBILIEHMEM CYMITaTI4eCKO
aKTMBHOCTM (HAIpyuMep, C CepfieYHOIl HeJOCTATOYHOCTBIO,
CUHJPOMOM OOCTPYKTMBHOIO AITHO3 BO CHE WM TPEBO>KHBIMU
cocrossHusaMmn) [38].

Pasnuunble gemorpaduyeckne M MeIMKaMEHTO3HbIE (DaK-
TOPbI MOTYT MOBBIIIATh YpoBHY MH B 6M10/10rM4eCcKUX XXIUAKO-
crax (Tabm. 3) [28, 39].

VHTepripeTanys pes3y/lbTaTOB TECTOB y TAKUX MAIlVieH-
TOB TpebyeT OCTOPOXXHOCTM, MOCKOIBKY MOXET IIPUBECTH
K HeOIPaBJAHHOMY BM3yaJIM3allIOHHOMY IIOMCKY OIIyXO/Iu
(pmc. 1). Kpome Toro, mpu MHTepIIpeTallMM Pe3y/IbTaTOB TeCTH-
PpOBaHNA MIMeEeT CMBICT YYUTHIBATh BO3MOXKHYIO BEPOATHOCTD
Hamyust TIT (HampuMep, cpefy MAIMEHTOB C MHIMAEHTAIO-
MOJI Hafilto4evyHMKa yacTota Bcrpedaemocty OXII - 7%) [13].

B mocnepHue roppl MOSBMINCH JICCTENOBAHNUA, KOTOPbIE
OBITAIOTCS  ONTMMMU3MPOBATh OOC/IefOBaHME MALMEHTOB I
IPEeIOKUTD A/NbTePHATUBY CYyTOYHOMY COOPY MO4YM — TIpen-
naraeTcs uccnenoBaTb yposHu MH B yTpeHHeit uam pasosoit
nopuyy Mouu [37, 40]. BosmoxxHO, B 6y11y1ueM STU METOJIbI
BOJIYT B KIMHIYECKYIO IPAKTUKY, OHAKO HA HACTOAIINIT MO-
MEHT OHI He BaJIMIV3MPOBAHBI [I/I IINPOKOTO IIPYMEHEHMN .

Kak [JOMOMHUTENBHBIN CIIOCOO JMATHOCTVMKU MOXKHO MC-
II071b30BaTh ONPeJie/ieHNe B KPOBM YPOBHA XPOMOTPaHuHa A —
yHuBepcanbHOro mapkepa HOO, K KOTOPbIM OTHOCATCA M
OXII/IIT. YpoBHM XpOMOTpaHMHA A He 3aBUCAT OT QYHKINO-
HaJIbHOTO COCTOSIHUA OITyXOJIM ¥ KOPPEIMUPYIOT C OIyXO/IeBoit
HArpysKoii, IMeIOT TeH/EHINI0 OBITh CAMBIMI BBICOKMMM TIPU
MeTacTaTudeckoM pake. Hecreruduaeckoe HOBbILIEHNE YPOB-
Hs XpOMOTpaHMHA A MOXKeT OTMeYaThbCA NPY BOCHAINTETbHbIX
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*[TpencraBieHsl B TabI. 2

Puc. 1. AATOpuT™ AaAbHEHIIEro 06CACAOBaHMSA B 3aBUCUMOCTH
OT Pe3yAbTaTOB AAOOPATOPHO AMATHOCTHKM.

Fig. 1. The algorithm of further assessment depending on the
results of laboratory tests.

COCTOSIHUSIX, CEPeIHO-COCYAUCTBIX 3a00/IeBaHUAX, TIOYETHOI
HEJOCTATOYHOCTY, IpPVUMEHEHU) WHIMOUTOPOB IMPOTOHHON
oMbl [41]. UyBCTBUTENBHOCTh ¥ CHELMUIHOCTD ONpefe-
neHns xpomorpannHa A B guarHoctuke OXII/TIT Heckonbko
ycrynaet onpepenerno MH nmasmbl KpoBM paioMMMyHHBIM
metonoM (90/92 n 97/99% cOOTBETCTBEHHO), CrlelpUIHOCTD
3THX [IBYX METONOB ITPU MOHUTOPVHTE IAIMEHTOB IIOCTIe OIle-
paumu conocraBuma (99% nyst o6oux Metonos) [42].

Mertoab! Tonmueckoin amarnocrmku OXL/MT
ITocne Toro kak guarHo3 III' mogTBepXAeH KIMHNYECK U
OuoxyMmyecky, HeoOXoAMMa BMU3yanusanys Omyxonan. Tomm-
yeckas AmMarHoctuka y nanyenTos ¢ ®XII/TII moxxeT mposo-
OUTHCA B HByX HaHpaBHCHI/IHXZ
1) o6Hapy>keHMe IepBUYHON  KaTeXOJICeKpeTUpYIoLeil
ormyxo/nu (M OIyXoJIeit TpU MHOXKeCTBEHHOM ITopaske-
HIM) — YTOYHEHNe ee pa3MepOB U JIOKaTN3alny;
2) obHapy>KeHMe/MCKTI0YeHIe MeTacTa30B.
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TabAnua 4. Boi6op MeToAa (pyHKLIMOHAALHOM BU3YaAM3aLIMU B 3aBUCUMOCTH OT ocobeHHocTeit OXLI/TIT

Table 4. The choice of the functional imaging method depending on the characteristics of PCC/PG

Bup omyxomm 1-a munansa 2-51 TUHUA 3-a nuHNA
["*F]-DOPA unu o 18

Cropapynueckue OXIJ (1231 MIBG [**Ga]SSA [**F]-FDG

Hacnencreennnie ®XI] 18 ["ZI]MIBG 1

(xpome SDHx): NF1, RET, VHL, MAX [*F]-DOPA nu [68Ga]SSA [*F]-FDG

Crnopagnyeckue I1T" (romosa/ures) [**Ga]SSA [**F]-DOPA [""In]SSA/[®mTc]SSA

18R] 123
Cummnarndeckue/MynbTU(OKaIbHbIE/ [“Ga]SSA ['*F]-FDG ["°F] FD%é}[_FgDé[IBG
MeracTtatndeckue/SDHxX My Tarm a i [*F]-DOPA i

u [""In]SSA/[*mTc]SSA

Kommnbioteprnass Tomorpadus (KT) sBnsercs Hambomee
PacIpOCTpaHEHHBIM METO[IOM IIEPBMYHON BM3yanM3alum,
IIOCKOZIBKY OH LIMPOKO HOCTYIIEH, HEJOPOT M obecredmBaer
Jydlllee IPOCTPAHCTBEHHOE pas3pelleHye, YeM MarHUTHO-pe-
3oHaHcHass Tomorpadus (MPT). Ilpu KT OXIJ/IIT o6b14HO
IPEeACTaB/LIIT cO00il TUIlepBaCKy/IsIpHble 06pa3oOBaHus C Ha-
TUBHOI IIOTHOCTBIO >10 e XayHchwmnga (HU), cpennne 3Ha-
YeHUA HATUBHOII IiotHocT — 30-35 HU [3, 43].

Pasmepsl o6pasoBaHusA MOTYT BapbupoBarhb oT 1 o 15 cm
(cpemumit muameTp — 4,5 cM), IPUMEPHO B 2/3 CIydaeB OIyxo-
NV TpeACTaB/IeHbl COMMAHBIMU OOpasoBaHmsaMy, a B 1/3 cy-
4aeB MMEIOT CMELIaHHYI0 CTPYKTYpy [44]. Omyxomn MeHblero
pasMepa OOBIYHO TOMOTEHHBI, @ OIyXO/IU OONbIIEro pasMepa
MOIYT MMETb IPM3HAKM LIEHTPAJbHOTO HeKpo3a, Kajblyu-
Kaluy, KpOBOM3/IMAHUA B OIIyXO/b, KIMCTO3HbIE M3MEHEHN:
[45, 46]. KucTo3HBIT 1 HEKPOTUYECKMIT KOMIIOHEHTBI OIYXOJIN
CHIKAIOT PEHTT€HOKOHTPACTHYIO HATUBHYIO INIOTHOCTD, a KPO-
BOM3/IVSIHIS U KanbLuduKanyus nobiuaior ee [44]. IIpu xoH-
TPACTMPOBAHMM TAaKVe OIYXOMN 1M3-32 OOTraToil KaIvULIpHOI
CeTM XapaKTepu3yTCs OBICTPHIM HAKOIUIEHHMEM KOHTpAacTa U
3aMeJlJIeHHBIM BbIMbIBaHMeM (<40%), X014 B 1/3 ciyyaeB Bepu-
¢duumposannbix @XII/TIT orMedaroTcst GbICTpble HAKOIUIEHNE 1
BBIMbIBaHI€ KOHTPACTHOTO BEIIeCTBA, XapaKTepHbIe /It K06po-
KayeCTBEHHBIX aZleHOM HajfImo4eynuka [3,47].

MPT He siBlsieTCsI METOLOM BbIOOpa IpM BU3YaIM3aLUN
OXII/III, HO MpeuMyIIeCTBOM 9TOTO METOiA ABAETCA OTCYT-
CTBUE VIOHU3MPYIOIETO M3/Ty4eHMs, YTO MOAXOAUT IJIA JieTell,
6epeMeHHBIX JKEHIIVH 1 HAI[IeHTOB C IIOOOYHBIMU peakuys-
MU Ha jfoficoiepyKalliee KOHTpacTHOe BellecTBo. Kpome Toro,
MPT MOXXHO TIpefIIoYecTb y IAIIeHTOB C IOfI03peHNeM Ha
MeTacTaTu4ecKoe IopakeHue, y HOCUTeNell Hac/leCTBEeHHbIX
MyTaluii, a TaKKe y MalIeHTOB C HeaBHMUM paJiMallIOHHBIM
o6nydennem B anamHese [48]. Ha MPT s OXII xapakrepen
BBICOKOMHTEHCUBHBI (sIpKuit) curHan Ha T2-B3BelIEHHBIX
U300 paKeHUAX, HO OH BCTPeYaeTCst TObKO B 1/3 cay4aes [49].

Kucrosupie OXL/III ¢ ueHTpalnbHBIM HEKpO3OM Xa-
PaKTEpU3YIOTCA OdYaraMy spKOro CurHajma Ha T2-B3BelleH-
HBIX U300paKEHNAX C HU3KOI MHTEHCMBHOCTBIO CHTHAlIA Ha
T1-B3BeleHHBIX M300paKeHNUSIX (KApTUHA «IaMIIOYKM»). VIH-
TEHCMBHOCTb CUTHajla KPOBOM3IMAHNUA IIPEMMYILIeCTBEHHO
BbIcOKa Ha T1-B3BemeHHBIX M3obpaxkeHmsax. Ecim OXLI/IIT
cofiep>KaT >KMPOBble BK/IIOYEHNA, OHM MOTYT MMETb HU3KYIO
MHTEHCUBHOCTD CuTHama Ha T2-B3BeuieHHbIX MP-usobpaxe-
HuAX [47].

B uenom pna sorasneana OXI/IIT uysctButenbHocts KT
Bapbupyer ot 76 5o 100%, creundmarocts Metoga — 50%; 4yB-
crButenpHocTh MPT cocrasnster 91-100%, creruduaHOCTb —
ot 50 10 97% [44].

Ecnmu mpu 6MOXMMMYECKOM McCIeRoBaHuu yposeHb MH
nosblileH, a npyu KT/MPT He Busyanmsupyrorcs 06pasoBaHus
HA/IIOYE€YHMKOB, TO MOXXHO pexkoMeHnoBatb KT/MPT 6prori-
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HOII momocTy (Hamborree YacTast TOKanM3anys BHEHAIIOYed-
HIKOBbIX I1T'), Masoro tasa, FOIOBLI U IV, TPYSHOI K/IETKI, a
[P TOJ03PEHNN Ha METAaCTa3bl — KocTelt [44].

Juarnoctuyeckad rogyHocTb MPT npesocxoput KT pu pe-
IUVIBUPYIOLIVX, OCTaTOYHBIX I METACTaTHYECKIX OIIYXOJIAX, 32
UCK/TIOUEHNEM JIETKIX, TOT/ia KaK 9yBCTBUTENbHOCTb KT-MeTo-
IMKM BbIle Ipy epBuyHbIX I1I' Ierkux u MeTacTasax B JIETKHe.
It puarsoctyku T ro/oBe/1en MOXKeT OBITb ONTUMATbHBIM
cogeranye KT Bucouynoit xoctu, MPT u MarHuTHO-pe3oHaHC-
HOIT aHrrorpaduu [1s afileKBaTHOI ToKanu3auuy [48].

JJOTIONMHUTENbHYI0 AMATHOCTUYECKYI0 IIeHHOCTb B CIIOX-
HBIX C/Ty4asiX MOTYT IIPeOCTaBUTh METOAbI GYHKIIMOHAIBHOM
BU3ya/IM3anuy, Hanbosee IPeAIOITUTE/IbHBIM 13 KOTOPBIX 5B-
JISIETCST TOSUTPOHHO-3MMCCHOHHass Tomorpadus (IIDT) [50].
Knerkn OXII/TII' skcpeccupyioT MHOTOOOpasHbIe pellenTo-
Pbl, TO9TOMY IIpMMEHEHIe Pa3NTNIHbIX pagyodapMalieBTiye-
CKMX IIPeIapaToB CIIOCOOHO IIPEJOCTaBIATh OOIMPHYIO U pas-
HOOOpasHyI0 (QYHKIMOHAIbHYI0 MH(GOPMALINIO 00 OMYXO/IAX.
Bei6op papuoHyKIeoTHa MHAUBKAYAIEH U 3aBUCUT OT 6uo-
XVMWYECKOTO ¥ TeHeTNIECKOTO PO, MECTOIIONIOKEHNS 1
pasmepa onyxonu (Tabm. 4) [44, 50].

DyHKIMOHAIbHASA BU3ya/IU3alusa OCOOEHHO PEeKOMEH[O-
BaHa /A MCKIIOYeHMsA MeTacTaTM4eCKOro IOpakKeHMs, Ipu
pasMepax omyxonu 6ojee 6 CM, IIpM BBISBJIEHHBIX TeHETHYe-
ckux myTanusix (ocoberno SDHB). Kax mpaBuso, mogo6HbIe
UCCIeOBaHNsA He MOKasaHbI ManyeHTaM crapuie 40 et 6e3
ceMeriHoro aHamHe3a, pu OXII menee 3 cM pazmepoM, cexpe-
TUPYIOIUX IperMmyliecTBeHHO MH, 6e3 BepudmimpoBaHHOI
TeHeTHYeCKOI IpeipacIoNoKeHHOCTH [44].

[eHeTnueckoe TeCTMpoBaHue

OXII/IIT mMeT caMyIo BBICOKYIO CTEIIeHb HaC/IelyeMOCTH
cpenu Heomtasuil uenmoseka. ¥ 40% mauuentos c I1I' onpene-
JIIIOTCA T€pPMUHANIbHbIE MyTallMH, B OCTaNbHBIX 60% caydasx
BBIABJIAIOTCA CIIOpafndecKye MyTanuu. B HacTosmmee Bpems
ONMCaHO 12 Hac/IeNCTBEHHBIX CUHIPOMOB, aCCOLUMUPOBAH-
Hbix ¢ OXL/IIT. TIpn 3TOM HOKa3aHO, YTO (PeHOTUIINYECKIEe
HpOsiB/IeHNsT 3a00/IeBaHMsI KOPPENMPYIOT C T€HeTUYeCKUMMU
OTK/IOHEHMSIMU. DTO II03BONUIO OOBENUHNTD KIMHMKO-6110-
XMMMUYeCKIie BapUAHTHI TedeHNs 3a060/IeBaHMs B 3 OCHOBHBIX
KJIacTepa B 3aBMCUMOCTU OT TUIIA MOBPEXKHEHNS BHYTUKIIE-
TOYHBIX CHUTHAJIbHBIX IIyTell, NMPUBOAALIMX K (OpMMpOBa-
Hyto I mceBROrMITOKCMYECK Ml KiacTep (KOTOPBIT pasjeneH
Ha fBa mogTuna — 1A u 1B), KMHa3HO-CUTHAIBHBIN K/1acTep U
Wnt-curHanbHblit Knactep [51-54].

Knacrep 1, wm xnacTep ICeBIOTUIIOKCUY, CBA3aH C MATO-
JIOTMYeCKOll aKTUBalLyeil pakTopoB, 0OBIYHO MHAYLMPYEMBIX
runokcueit (hypoxia inducible factors, HIFs). Ipymnma aTux re-
HEeTUYeCKUX IOBPeX/eHMII Mofipasfie/iieTcsl Ha 2 MOATPYIIIIbL:
1A - 3TO reHbl, OTBETCTBEHHBIE 33 (PYHKUMOHMPOBAHME [IMK/Ia
Kpebca (SDHx, FH, MDH2, IDH, GOT2, SLC25A11 u DLST),
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u 1B - runokcudeckue GpakToOpsI 3a MpeferaMn MUTOXOHAPUIT
(PHD1/2, VHL, HIF2A/EPASI, IRPI1). III, accouunpoBaHHbIE
C 9TUM KJIACTEPOM, — B IOABJIA0NIeM OONbIINHCTBE C/TyYaeB
BHEHA/[ITOYEYHNKOBOI JIOKA/IU3aLMM U OOMaJal0T CaMbIM BbI-
COKMM MeTaCcTaTU4YeCKMM IIOTEHIMAIOM, OCOOEHHO OTHOCH-
muecd K nogruiny 1A. B 0CHOBHOM OTMEYaOTCA HOpaipeHa/IN-
HOBBIIT ¥ FOAMUHOBBIIT TUIIBI CEKPELIA.

Knacrep 2, nny KuMHa3HO-CUTHA/IbHBIN KIacTep, BK/IIOYa-
et reasl RET, NF1, HRAS, TMEM127, MAX, FGFRI1, MERTK,
BRAF u NGFR. B 5TOM K/1acTepe BCTpe4arTcs B 0CHOBHOM I1T
HajnovyeyHnkoBo nokamusanyu (OXII), KoTopsle ceKpeTn-
PYIOT IIPEeMMYLIECTBEHHO afip€Ha/IMH WM afipeHaIMH C HOp-
afipeHaIMHOM. DTN OIyXO0/nu 00/Ia/jal0T HAMEHBIIM PUCKOM
OT[JaJICHHOTO MeTacTa3MpOBaHUsA, UTO, BEPOSATHO, OTpakaeT
IPONCXOXK/IEHNE OITyXoJell M3 HOMHOCThI0 AudepeHnypo-
BaHHBIX XpoMapPUHHBIX K/IeToK. TeM He MeHee 9TI ONYXOJN
MOTYT MMEThb MY/IbTV(OKATBHBII POCT, IOpaXKaTh 06a HaAIO-
YeYHMKA U JaBaTb PelUABEIL.

Knacrep 3, wim Wnt-curHanbHBIN K/1acTep, SBIAETCA
HayMeHee M3y4YeHHBbIM, CBf3aH C COMAaTMYeCKMMM TeHaMu
UBTF-MAML3 w myTanmamu CSDEI. IIT' us aToro kmacrepa,
KakK 1 M3 K/mactepa 1, 061agaT BHICOKMM METAaCTATUYECKUM
MOTEHIINA/IOM, & TAaK)Ke acCOLMMPOBAHbI C BBIPAXKEHHOI TM-
IepIrpoayKumen xpomorpannta A. Tak kak omucaHo Bcero He-
CKOJIBKO C/Iy4aeB € IOJOOHBIMM TeHe TUYECKIMIU [TOBPEX/EeHM-
SIMM, BBIBOZBI O TOYHOM OMOXMMMIYECKOM THUIIE CEKPEL[My ITOKa
cenaTb HEBO3MOYKHO.

IIpusHakamMy NPUHAJIOSKHOCTY K HACTIEeNCTBEHHBIM CUH-
OPOMaM CUMTAKOTCA: CEMEVIHBIN aHAMHE3 3abo0nmeBaHmA, apyrue
IpOSBICHNA HACAECTBEHHBIX CUHIPOMOB, MYIbTU(OKAIb-
Hb11 poct OXLI/IIL, arpeccuBHOe TeveHne 3aboneBanus [55].
IIpn oTCcyTCTBMM 3TMX IPM3HAKOB OIYXO/Ib MOXXHO CYUTATh
criopaamdeckoir. Tem He MeHee mpumepHO y 13% marnmeHTOB
¢ OXLI/IIT ¢ mpepmonaraeMoit CHOpaguiecKoil OIYXOJIbio
BBbIABJIEHBI HAc/lefCTBeHHble MyTauuu [55]. IIpn aToM mene-
TPaHTHOCTb HAaC/IeACTBEHHBIX CUH/IPOMOB, aCCOLMMPOBaHHBIX
¢ OXII/III, B ocHOBHOM HM3Kas [52].

[IpenmnonoXnuTh NpMHAIEKHOCTD K ONPEEIEHHOMY MO-
JIEKY/IIPHOMY KJIacTePY BO3MOXKHO IO T€HETUYECKOTO MCCIIe-
JTOBaHMA Ha 9Talle IMArHOCTMKY 10 XapaKTepy KIMHIMYECKUX
IIPOABI/IEHNIL, TUILY apTepUaTbHON I'UIEePTEH3NN, TOKATU3 AU
06pa3oBaHs, a TAKOKe OMOXMMIIECKOMY THUITY CeKpeL Kare-
XomaMuHoB (Tabm. 5).

Insa ompepeneHusa MONTOCPOYHOrO IPOTHO3a M MHTEH-
CUBHOCTY [a/IbHElIIer0 MOHMTOPMHIA B KaXK/IOM CiIyd4ae
ructonorndecky BepueunuposanHoit DPXI/IIT mokasaHO
paccMoTpeHue BOIpOca O IPOBeeHNY TeHETNYEeCKOTO TeCTH-
posanus [9, 28, 56].

YuuTbiBasg BBICOKYIO CTOMMOCTb cekBeHMpoBaHusa JHK
B HacTosAIlee BpeM:, TOTAJIbHbI CKPVHVHT BCEX BO3MOXKHBIX
MyTalMii B PyTMHHONM KIMHUYECKOV NMPAKTUKEe He OIpaBJaH.
Poccuiickas accoumanys 9HZOKPMHOIOTOB ITpefIaraeT YeTKMit
QITOPUTM BbIOOpA METOMa TeHEeTHMYECKOTO TeCTUPOBAHMUS Ia-
unentos ¢ OXII/IIT [28].

Mertacratmueckue OXLI/IT

B cooTtBeTcTBUM C 0OHOBIEHHBIMY peKoMeHpanysimMu BO3
II0 ONYyXO/AM HajIno4YeyHNMKoB MeracTtarmdeckumy OXLI/IIT
Ha3bIBAIOT OIYXO/M, KOTOpble MIMEIOT MEeTAacTasbl B HEXPOM-
adduHHO TKaHM, KOTOpPbIE, KaK IPABUIIO, OOHAPY)KMBAIOTCA
B muMQaTNIeCcKnX y3/Iax, KOCTSX, IETKUX Wi ImedeHu [57].
MeracrasupoBanue passuBaerca y 10-20% naumeHToB C
OXL/TIT [58]. IIpumepHo 10% OXIT u 34% III' umeroT Me-
TacTasbl B MOMEHT IIEepBUYHOI AMArHOCTUKM [59-61]. Mera-
crarnyeckue OXI/III mpumepHO B PaBHOM COOTHOIIEHMUMU
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HAOTIOfAIOTCS KaK B PAaMKaX HACIEACTBEHHBIX CUHAPOMOB,
TaK M IIpU CIIOPAafMYecKMX cay4asax [62, 63]. bomee 90% us
HIX CEKPeTUPYIOT KaTeXOIaMUHBL, IPY 3TOM Yallle BCeTo MMe-
eT MeCTO HOpaJpeHeprimyecKuit 1/ fodaMyHeprindecKmit
¢denorun [62, 64]. IlpexpsaBiseMble XKamo0bl 1 KIMHIUYECKIE
CUMIITOMBI CXOXU Y TAIMEHTOB C METaCTaTUIeCKNM IIOpake-
HIeM 1 6e3 Hero, OfHaKO JAOIIOTHUTEIbHASA CEKPeIs KaTeXo-
JTAMVHOB 13 MeTacTAaTM4eCKuX (POKYCOB MOXKET CIIOCOOCTBO-
BaTb 007Iee TSHKENIOMY TeueHUIo AT, 4acThIM I'MIEPTOHNYECKIM
KpM3aM U HeCTabU/IbHOI reMOAMHAMUKE C Pa3BUTHEM KaTeXo-
JTaMVH-VHYLIMPOBAHHOM AUCYHKIUN SPYTUX OPTaHOB U CH-
CTeM B BUJie MIIEMWUN BUCLIEPAIbHBIX OPraHOB, KMIIEYHOI He-
MIPOXOAMMOCTY, TAXMAPUTMUIL U ZPYTUX TSKEIBIX COCTOSHUIA
[65]. KpoMe TOro, MOTYT MOAB/ATHCA KIMHUYECKUE TPU3HAKN
HapaHeoIIaCTUYEeCKOTO IIpoljecca.

[IatuneTHsss o6uias BBDKMBAEMOCTDb NAIVEHTOB C MeTa-
craruyeckumyu OXII/IIT xapakTepusyercs BBICOKON reTepo-
TeHHOCTBbIO U Bapbupyet oT 40 g0 77% [63, 66]. ITo maHHBIM
KPYIIHOTO MeTaaHaan3a, obLias CMePTHOCTb Y MALIEHTOB C
meractarndeckumy OXII/IIT Bappuposama ot 34 no 56% B 3a-
BUCUMOCTH OT JIOKQ/IM3aL{UI IIEPBUYHOrO o4ara [67].

Tepanusa maunenToB ¢ Metactatndeckumy OXI/IIT gomxk-
Ha OBbITb HallpaB/IeHa Ha 3aMeJyIeHIie POCTa OLYXO/IM M1 Ha KOH-
TPOJIb IPOAYKIN, CEKPELI KATEXO/TAMIHOB. XMpPyprudecKkoe
neyerne Metacrarudeckux OXII/III' o6bIYHO He peKOMEHJy-
ercsa [12]. TpagUIIMOHHBIM BapMaHTOM JIeYeHNA IAIIIEHTOB C
metactatudeckuMm OXI/TII aBnaseTcs UUTOTOKCUYECKAS XM-
muotepamus (XT) ¢ ucnonpsoBanmem ruxmodochammia/BuH-
KpUCTUHA/fakapbasuHa (cucrtemHas KoMmMOuHuposaHHas XT,
cxema ABepOyxa) man temosonomuza. XT MoxeT 6bITh MeTO-
moMm Bbi6opa mpu metacrarudeckux @XI/IIT ¢ 6pIcTpBIM HpO-
IpeccupoBaHyeM U BBICOKOII OIyX0/MeBOil Harpyskoii [12, 52].
CaMblit KpYIHBIT MeTaaHanu3 3¢pQexToB CUCTEMHOI KOMOM-
HuposaHHoit XT mpu OXIL/IIT mpopeMOHCTPUPOBAN YMeHb-
1IeH1e 06beMa oIryxonu y 37% manmeHToB (4 uccefoBanus) u
CHMYKEHME TMIIEPCEKPEMM KaTeX0naMuHOB y 40% nanueHToB
(2 nccnemoBany); OFHAKO IIO/IHBIN OTBET B OTHOIIEHNY 06be-
Ma OITyXO/I! U M30OBITKA KaTeXOMTAMIHOB HaO/IIOa/ICs TOMBKO ¥
4 11 14% NaLMeHTOB COOTBETCTBEHHO [68].

B mocnepHue ropbl IpefjlaraeTcsi MOJIEKYISApHO-TapreT-
Has Tepamusi B jedeHuu Mertactarmdeckux OXI/IIT [69].
B KIMHMYECKMX MCCIEOBAaHMAX OICHMBACTCSA BO3MOXKHOCTD
JICITO/Ib30BAHVSI APYTUX MOJIEKY/ISIPHBIX TapreTHBIX METOMOB
JIe9eHNs, TAKUX KaK MHIMOUTOPDI MHAYLMPYEMOTO TUIIOKCHel
¢daxTopa 2a, IPOTUBOOIYXO/IeBas BaKI[MHALMA BMeCTe C VH-
ru6MTOpaMy KOHTPOIBHBIX TOYEK, AHTMAHIMOTeHHAS TepaIus,
MHIMOUTOPBI KMHA3HOTO CUrHana [67].

Bcem manmenrtam ¢ meracrarudeckort OXI/TIT tpebyercs
HNOXXM3HEHHOe HabmofeHre, BKIovYaolee MpoBeieHne 1abo-
PAaTOPHBIX M BM3YaIM3UPYIOLMX METOHOB OOCIeNoBaHMs He
pexe 1 pasa B rog. VIHAuBupgyanpHble MHTEPBaIbl 06CIef0Ba-
HMA U HaONMIOfieHNA 3aBUCAT OT OCOOEHHOCTEN OITyXO/IeBOTo
Hpolecca, MpOrpeccpoBaHnA 3a00NMeBaHUA ¥ KIMHIIECKOTO
COCTOSIHVIS MTAIlMeHTA.

nepCOHaAM3MPOBaHHOE BE€A€HME MaluHueHTa

c oXu/mr

[Marentam ¢ Hacmencrteennoit OXII/TIT HeobxomuUM mep-
COHAM3MPOBAHHBIN TOAXON K OOC/IESOBAHUIO U JIEYEHMIO B
COOTBETCTBUY C (PEHOTUII-TEHOTUNINYECKUMM OCOOEHHOCTAMU
3abomeBaHus1. Beibop takTuky nedenust nanuentos ¢ OXII/IIT
TODKEH ONPENEeNATbCA  MYIbTUAVCHUIUIMHAPHON  TPYIIION
CIIENMA/IICTOB C yYeTOM KIMHUYECKOTO CTaTyca MaljyieHTa, 0Co-
GeHHOCTeI TedeHsI 3a00/IeBaHNsl, JAHHBIX TA00PAaTOPHBIX, NH-
CTPYMEHTA/IbHBIX ¥ TEHETVYECKIX METOJ[OB MICCTIEIOBAHNA.
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TabAnua 5. @eHOTMNIMYECKME M TEHOTUMMYECKUE KoppeAsiK y nauneHToB ¢ OXLI/TIT

Table 5. Phenotypic and genotypic correlations in patients with PCC/PG

JTokanmusanus
K IIpepnona- ar
nacrep IDYIHOMN Puck mera-
raemMas Jac- PyR Ir Jpyrue Bo3MOXKHbIe KTMHITYeCKIe
Myrampus reia (roxyc) tora ®XII/ KIeTKI crasupona- NPOSBIEHNA CHHAPOMA
HasBaHne cungpoma 1T, % oxn 6prom- OO Hust, % P P
> . M 1Ien
HOM
MOIOCTH
LA SDHD (11923) 5-10 + 4 ++ 15-30 TTKP, TYICO
Cewmertnbie [T 1-ro Tuma
1A SDHAF2 (11q12.2) .
Cemeitnpie IIT° 2-ro Tuma <1 ++ Husxuit ApenoMa runodusa
1A SDHC (1q21) .
Cewmerinbie [T 3-ro Tuna 1-2 * * A Hustanit
1A SDHB (1p36.13) 10-20 + - + 30-75
Cewmerinbie [T 4-ro Tumna
1A SDHA (5p15.33)
Cewmeitasre 1T 5-To Tima < * * * 30-65
1A FH (1q42.1) 1 + + + >50 TIKP, neitommomaros
TIKP, remanrno6macroma, HOO
1B VHL (3p25.5) IDK n apyrux opraHos; cepo3Has
Cunppom ¢ou Tunmens- 10-25 +++ + +/- 5-8 muctagenoma [DK, kucTer movek,
JIunpay 1-ro Tuia TIeYeHM, IpUaTKa AMYKa, OIYXO/MN
9HZOMMMPATIIECKOTO MeLIKa
1B EPASI ComaTocTaTMHOMa, ITOAUIUTEMUS,
HemnssectHO +/- + +/- HewnssectHO
Cunppom ITakaka-UxyaHa ¢ubpo3 fucka 3puUTENTPHOTO HEpBa
MenynnapHaas kapuuHoma K,
2 RET (10q11.2) TIePBIUYHBII TUIIEePIIapaTHpPe0s,
CUHPOMBI MHOXKECTBEHHBIX KOYKHBII JIMXEHOMIHBIN aMU/IONI03,
. 50 +++ + +/- <5 .
HeOIT1a3nit 2-ro TUIA MapQaHOUIHBI HEeHOTHII,
(moptuma A u B) HEBPVHOMBI C/IM3YCTOI 000TOYK,
ranrmoHespuHoMbl JKKT
Heitpodubpomsr, «kodeitHbie»
IIATHA Ha KOXe, y3enku JInia,
%{NHFI (17q11.2) o 10 ++ + +/- o 10 I7IOMa 3pUTeNIbHOTO HepBa, HOO
eitpo¢ubpomaros 1-ro tumna o
IBEHA/IATUIIEPCTHON KUIIKU
(comarocrarnuoma), [TICO
2 TMEM127 (2q11.2) 1 ++ + + Hwuskwuit IIKP
2 MAX (14q23.3) 1 + + + 10 He onmcansr

IIpumeuanue. +++ — IPENMyIECTBEHHO; ++ — 9aCTO; + — PEJKO; +/- — o4eHb peako; [IKP — moyevyHO-K/IeTOUHbII pak,
I'MCO - racTpounTecTMHAMbHAA CTPOMabHaA OIyXonb, JKKT - xemyfouHO-KMIIeYHbIii TPAKT.

IMarmentsr ¢ @XLI/TIT go/mKHBL TPOXOAUTH 0OC/IEKOBAHE
U JIe4eHMe B CIENVAIM3MPOBAHHBIX ILIEHTPaX SKCIEPTHOTO
YPOBH:.

Xupypeuueckoe neuenue

Xupyprudeckoe nedenue npy GXI/III apnseTca meTogoM
BbIOOpA M €IVMHCTBEHHBIM METOJOM PAafMKATbHOTO JIeYeHUs
maHHOro 3abomeBanus [9, 11, 28]. Xupyprudeckas TakTuka
3aBUCUT OT psifa (aKTOpPOB, BKIIOYas 0OCOOEHHOCTH JIOKAJIM-
3allMM ONYXO/IM UM KIMHUYECKOro cTaryca manueHTta. Omnepa-
ueit Boibopa npu OXII ABaseTCsA afpeHANTIKTOMI, KOTOpas
BBIIIO/IHSETCS  JTAIIAPOCKONMYECKMM JIM BHEOPIOLIMHHBIM
[OCTYIOM. BBIOOp XMpyprmdeckoro mocryma, Kak IIPaBuiIo,
He 3aBMCUT OT pa3Mepa OIYXOJN, a ONpefeaeTcs JaHHbIMU
npeponepanyonHoil KT. Tompko B cIy4asx MHBa3UBHOTO poO-
CTa OIYXOJIM, YTO TpebyeT pe3eKUNH PSLOM PaCIONIOKEHHBIX
OPTaHOB, OIlepPALVsI BBIIOMHIETCS M3 OTKPBITOrO goctymna (a-
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[apOTOMNISI, TOpaKo-namapoTomusi). C Ienpio mpefoTBpalLe-
HIA XpPOHUYECKONM HAJIIOYE€YHMKOBON HENOCTATOYHOCTY IIPU
HacreficTBeHHOM ABycTopoHHeit OXII/III' BO3MO>XXHO NpoBe-
IeHVe C OHOI U3 CTOPOH YaCTUYHOM afipeHansKTOMuM (Tpen-
[IOYTUTENIbHEE CeBa) [3, 4, 28].

OCHOBHBIMM Lie/IAMU IPEROIEPALIOHHOTO BefieHNs Ia-
nyuentoB ¢ OXLI/IIT aBnAwTCA HOpMaNU3aUKs U aJieKBaTHBIN
KOHTpO/b AJl, YaCTOTHI CEPHEYHBIX COKPAILleHMIl, yCTpaHeHNe
TUIIOBO/IEMIYECKOTO CHHAPOMA U IPOGUIAKTIKA BOSMOXHBIX
MHTpPaONepPaIOHHBIX OC/IO>KHEHNII B BUJie KAT€XO/TaMIHOBOTO
mropma [70].

Bpi60p MenMKaMEHTO3HOIO JjIedeHNsi Iepel Omeparjeit
HOYTY IOTHOCTBI0 OCHOBAH Ha MHEHNV 3KCIIEPTOB M HAOIIO-
JaTeNbHBIX MCCIENOBaHMAX. B paMkax mpemoreparyioHHO
HOJTOTOBKYM METOLOM BBIOOpA SIB/SAETCS MHULMALIUS TEPAINN
a-agpeHobOmokaropamu — a-Ab (goxcasosmH, npasosuH, Tepa-
303MH) MUHUMYM 3a 7-14 gHeil go onepanunu [9, 28]. Vcko-
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4YeHMeM sIB/ISII0TCS manmeHTsI ¢ [11 rooBh 1 e, He COIpOBO-
JKAIOIVIMIUCS TUITePCEKpeLielt KaTexomaMmnHoB [9, 28].

ITpy HamMuUM ITOKAa3aHWUIL, TaKMX KaK TaXMKaphus, Ha-
PYLIEHUs] pUTMa CepALid, BOSMOXXHO H0OaB/IeHNe K Tepammu
B-appenobnokaropos (B-AB). IlpegnoureHne oTmaeTcst Kap-
IMOCENIeKTUBHBIM O/10KaTopaM Pl-apeHopeLenTopoB — MeTo-
mposorn, 6ucomnposnon, Hebusonon [71]. ViHunmanusa tepanuu
B-AB npu OXL/IIT' BO3MOXHA TONBKO MOCTIE IPENBAPUTEND-
HOro HasHaueHNMs a-AB B afileKBaTHBIX H03axX AJIsI IPefOTBpa-
I[eHNs PasBUTH MaPafOKCATbHOTO TUIIEPTOHIYECKOTO KPU3a.
MexaHu3M [aHHOTO siB/IeHUs OOYC/IOB/IEH MHIMOMPOBaHMEM
B-ampenoperienTopoB, Ha (OHe Yero BO3HMKAET [-afpeHo-
PpeLenTop-OnOCpeOBaHHas BasOAM/IATALNS, OCTaB/ss 0Oe3
HOfiaBIeHNsT (-afIPeHOPELEIITOP-OOCPEOBAHHYI0 Ba30KOH-
CTPUKTOPHYIO PeaKkIMI0O Ha KaTeXOJTaMMHBI, 4YTO NPUBOAUT K
6e3a/IbTepHATUBHOI IMIIEPCTUMYIIALMH A-af[peHOPELeIITOPOB
U PasBUTHIO TUIIEPTOHIYECKOTO Kpusa [72].

ITpemapaThl ¢ OFHOBPEMEHHBIM (- U 0-0/IOKMPYIOLINM [ieit-
cTBMeM (KapBeluIon, nabeTanon) He peKOMEHAYIOTCA B Kade-
CTBe HAYajIbHOI Tepanmu, IOCKOIbKY OHM 007majaior 6oree
MOIIHBIM [-, Y€M 0-aHTATOHMCTUYECKUM [EICTBUEM, i MOTYT
IPUBECTM K PA3BUTHIO IAPAIOKCA/IbHON TUIIEPTOHUMA U TUIIEP-
TOHUYEeCKOMY Kpusy [4].

BrroKaTOps! Ka/lbIeBBIX KaHATIOB IIPEACTABIAIOT COOOI
IpemapaTsl BLIOOPa /st IPEROIePaLMOHHOI TOATOTOBKM Ma-
nuenTtoB ¢ GXII/IIT, koTopble MOXKHO MCIIONIb30BATh B OIpefe-
JIEHHBIX KJIMHIYECKUX CUTYaIMAX. Bo-IepBhIX — OTIOTHUTEITD-
HO K Tepanuy a-AB y maneHToB ¢ HeaeKBaTHBIM KOHTPO/IEM
AJl Bo usbexxaHre HeOOXOMMOCTY yYBeIUYeHNsI JO3bI a-AB u
HOSB/ICHUSA BO3MOXHBIX ITOOOYHBIX 3(}eKTOB; BO-BTOPBIX —
I7IS 3aMeHbI Tepanuy d-AD y manmeHToB ¢ BBIpa)KeHHBIMMU T10-
6ounbIMM 3¢ deKTamn B BUAE TAXKEIO MOCTYpaabHON TUIIO-
ToHun. Kpome Toro, 610KkaTopbl KaabLMeBbIX KAHATIOB MOXHO
HasHayaTh JIA IPefOTBPalleHNs YCTONYMBON TUIIOTOHUY Ha
¢done Tepanyi a-AD y manueHTOB TONBKO € MApOKCU3MaTbHbIM
tedeHreM Al wm ncxopHo HopMaabHBIM ypoBHeM AJl [9].

Iocrne oneparusuoro nedenus OXI/TIT HeobxoxMMO OT-
TBep>KfIeHMe MOMHOM Pe3eKIVM OIMyXOomu. DKCIepTaMu peKo-
MEHJIOBaHO omnpefenenne yposua MH depes 2-6 nen mocme
oreparuBHoro jedenns [73]. Hopmammsarus yposus MH ac-
COLMMPOBAHA C ITONTHO pe3eKLMeN ONYXOJI, i JOIIOTHUTETb-
HOe Bu3ya/mMsupykolee obcefoBanne He Tpebyercs. B caydae
COXPaHSIIOIIEr0Cs HOBBIIIEHNS KOHLeHTpanyy MH mocre orre-
paunyu peKOMeHJ0BaHO MOBTOPHOE 00C/Ie0BaHNe C IPOBefie-
HUEM TOIIMYECKOlt [UATHOCTUKY Yepes3 3—6 mec [74].

Viyumenne TedeHus AI mocie XMpyprudecKoro ede-
Husg OXU/IIT nabmonaercst B 38-94% ciyuaes [75], xotst y
51-79% maruentoB coxpansercs Al 6omee yerkoit crereHn.
ITpu pesupyampHOit AT pekOMeH[IOBaH MeIVMKaMEHTO3HBII
KoHTponb AJl.

Koncepsamuenoe neuenue

KoHncepBatnBHas cTpaternd BefieHys nmanuenta ¢ GXL/TIT
MOXeET OBITb PACCMOTPEHa y IMALMIEHTOB IIOXKMIOTO U CTapye-
CKOTO BO3pacTa, ¢ TskenbiMu ocnoxnennamu OXII/IIT, npe-
IATCTBYIOLIMMY BbIIIOJIHEHNIO OIIEPATHBHOTO BMEIIATeTbCTBA
(abcomroTHBIE TIPOTUBONOKA3AHNSA [/IS1 XPYPIUIECKOTO Jede-
HIA), @ TAKXKe IIPU PACHPOCTPAHEHHOM MeTacTaTIecKOM IIO-
paxeHMM. B cyyae IpMHATHA pelleHMs O TepaleBTUYECKON
TaKTVKe BefieHNs MalyleHTa Id KOHTPonsA ypoBHA Al MoryT
HPUMEHATHCS TIperaparbl U3 IPYII GI0KATOPOB PELeTOPOB
aHrnoTeHsyHa II, 6710kaTOpOB Ka/IbLIMEeBbIX KaHANOB, B- 1 a-ADB.
B HacTosIee BpeMs HET eIMHOr0 MHEHMA O MpPeAIoYTUTENb-
HBIX K/IACCaX aHTUTUIIEPTEH3MBHBIX IIPENapaToB I JIeUeH
nanyentoB ¢ OXII/III, KOTOPbIM He ITAHUPYETCSA XUPYprude-
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Ta6Anua 6. TepcoHaAM3MpoOBaHHOE HabAlOAEHME MALIMEHTOB
¢ OXLI/IT B 3aBUCMMOCTM OT FEHETUUECKMX HapyweHui

Table 6. Personalized follow-up of patients with PCC/PG
depending on genetic disorders

Knacrep TaGoparopras Busyanusanusa
JAMArHOCTHKA
KT/MPT ot ocHOBaHusA
Knacrep 1 Jepera /10 Ta3a WK
SDHA/B, II9T-KT ¢ [®Ga]-
FH HIF2A/ 6-12 mec DOTA-SSA uepes 12 mec
EPAS1 TIoCIe OIlepalyiy, 3aTeM
Knactep 3 B OTCYTCTBYE pellUinBa —
1 pas B 24 mec*
KT/MPT ot ocHoBaHmsa
yeperia 1o Tasa Win
Knacrep 1 o8
SDHC/D/AF2,  1pass 12mec LD 1-KT c[*Gal-DOTA-
SSA uepes 24 mec mocrte
VHL
onepauun, satem 1 pas
B 24-36 mec*
Knacrep 2 1 pas B 12 mec KT/MPT napgmouyeyHnKoB

¥ MaJIOTO Ta3a KaXKaple 5 net*

*VInu IIpy TIOBBIIIEHNY OMOXMMIYECKIX MaPKePOB.

cKoe JiedeHue [76]. PekoMeHIOBaHO HasHa4YeHMe aHTUIMIEP-
TEH3VBHOM Tepanmy B paMKaX aKTYyaJbHBIX KIMHWYECKUX pe-
KOMeHpauuit 1o nevdennuio Al B o61mest momysiuym [71].

Hanvuetiwuii monumopunz nayueHmos

¢ OX1I/IIT e anamnese

PaHee B KIMHMYECKMX PEKOMEHJAIMAX paccMaTpyBaIach
HEOOXOMMOCTh KaK MMHUMYM 10-7IETHETO IIOC/IeOIepary-
OHHOrO HaOmogeHus WA Bcex namyerTos ¢ OXII/IIT B uenax
PaHHEro BBIAB/IECHNA PUCKA METACTAa3MPOBAHUA U PELINBOB
3aboneBanus [9, 28, 77]. OgHako B HacTosllee BpeMs Bce Ha-
nuenTsl ¢ OXII/III' B aHaMHe3e MO/KHBI HAXOAUTHCS O] Ha-
OmofieHNeM Bpadeil B TedeHMe BCell )KM3HM. B pamkax fanib-
HeJllllero HaOMofeHNs 1elecoo6pasHO INPOBOAUTD OLEHKY
K/IMHNYECKUX CUMIITOMOB M m3Mepenue All, mpu sToM Kpart-
HOCTb 11 00beM 71ab0PATOPHO-MHCTPYMEHTA/IBHOTO 00C/IeRo-
BaHUA OIPpEeeIATCS HaIN4IMeM TeHeTMYeCKUX HapyIIeHMIL,
JIeXKaIX B OCHOBe 3ab6omeBanus (Tadm. 6) [52].

Puck penmpusa OXII/IIT oneHmBaeTcs Kak 1 ciyvaiil Ha
100 genmoBeKo-JI€T, C JaNbHENIINM YABOEHMEM PUCKA y IalM-
€HTOB C TeHeTMYeCKMM MYTalVAMM WIN HACIeCTBEeHHBIMU
cuHApoMamu [74].

ITaromopdonornyeckas Bepuduxarys GPXI/IIT apnsercs
Ba)XHBIM aCIIeKTOM Bepudukanum guarHosa. [lomnmo rucro-
JIOTMYeCKOTO MCCIeOBaHNs 005A3aTe/IbHbIM ABJIACTCA MMMY-
HOTMCTOXMMIYECKOe UCCIefloBaHMe, KOTOpoe TI03BOJIAeT YCTa-
HOBUTD guarHo3 OXII/IIT u onpenennTd UX 3710Ka4eCTBEHHBIN
IOTEHIMal, a B CIOXKHBIX Cly4asx oravdepeHInpoBaTh
3TU ONYXOMU OT APYIMX HMEepPBUYHBIX OIYXOJell HaAIlOYedHM-
KOB (aZeHOM, a[peHOKOPTUKA/IbHBIX PaKOB, Helpodubépom,
HeIpoO6/IacToM, MIBaHHOM, NMMM(OM ¥ HEKOTOPBIX PYIHX)
! OT MeTacTa3oB B HAAIIOYEUHMKIN OIyXO/lel APYTUMX Opra-
HOB. IIpefno>keHO HEeCKONbKO IIKaa CTpaTubuKaumm prcka
nporpeccuposanusa OXII/IIT. Mkana PASS, npennoxenHas B
2002 r., BK/I0YaeT B cest 15 IMCTONMOrMYECKUX TTapaMeTpoB U
MIMPOKO UCIIOIb3YeTCA B HacTosmee BpeMA. CanTaeTcs, YTo faH-
Has IIIKa/Ia TOYHee BCETO MPeICKa3bIBaeT OTPULATEIbHBIN MPO-
THO3, T.€. OTCYTCTBUE MeTacTaruyeckoro norexuyana OXII/IIL
IlTkama GAPP (2014 r.) BKmOYaeT 4 I'MCTONIOIMYECKUX KpU-
Tepus, a TaKXe OIpefeneHne ypoBHA skcupeccun Ki-67 u
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TabAnua 7. TloreHUMaABHO NPOrHoCTHYECKHe (DAKTOPBI
meracrazuposanmns OXL/TIT

Table 7. Potential predicting factors of PCC/PG metastasis

daxTop XapakTepucTUKM
JIoKanmsanus mepBUYHON OITy X0/ BrenapmovyeunnkoBas
Pasmep nepBuyHOIL OIyX0/nu, MM >50

Tun cexperyn Hoiaoﬂgsﬁiiﬂﬁ;"”ﬁ
Ien SDHB Hanmnune myranuit
Ki-67 >3%

IlIxama PASS, 6ammsr >4

IlTxama GAPP, 6amis! >3

IlIxama COPPS, 6amnsl >3

IMkana ASES, 6amibt 22

GroxuMmdecKmii TMIT cekperyu omyxou. CyIiecTByeT MOAu-
¢unypoBanHas Bepcus gaHHoi wmkamsl (MGAPP), koropas
TOIIONTHEeHa JAHHBIMM O MMMYHOTMICTOXMMMYECKON peaKuuu
Ha cy0beguunLy B cykuunarmernaporenasst (SDHB). Illkana
onenky ASES (2018 1.) BK/IOYaeT TONbKO 4 KIMHUIECKUX T1a-
paMeTpa: BO3pacT HallMeHTOB, pa3Mep, BHEHA/IIOYCTHNKOBYIO
nokamusanuio IIT" u cexperopHslil Tun omyxonu. IIpakTude-
CKMMM TIpEMMYLIeCTBAMU UCIIONb30BAHMA 3TON IIKA/Ibl CUM-
TAIOT OTCYTCTBVE TPeOOBaHMIT K ONEpPalMOHHBIM OOpasLaM.
IIxama COPPS (2019 1.) BK/It04aeT B ce6s1 2 TUCTONMOTMYECKUX,
2 nmmyHorucroxummndecknx (SDHB u S100) n 1 knuHMYecKuit
(pasmep ormryxomu) mapameTpsr (78, 79].

TakuMm 06pa3oM, B HacTosiIee BpeMs PacCMATPUBAIOTCS
pas/IuYHbIe TOTEHIMANbHBIE IPOTHOCTUYECKIE PAKTOPBI Me-
tactasupoBanyusa OXII/III, Brmovyaoome KIMHNYECKUe, 610-
XUMUYECKIe ¥ IaTOMOPQOIOrnyecKue IapaMeTphl, OfHAKO
3TOT BOIIPOC TpeOyeT Aa/lbHENIIero N3yYeHns 1 MPOBEeNeHNMs
IOTIOMHUTENbHBIX UccenoBanuii (tabm. 7) [77, 80, 81].

CsoeBpeMenHas puarHoctuka OXI/IIL, comyTcTByomux
CMH[IPOMA/IbHBIX IIPOSIB/IEHN, @ TAK)Ke PELMANBOB 3a0071eBa-
HUA OTIpefiefisieT NO/ITOCPOYHBII IIPOTHO3.

3akAloueHmne

VYBenmuuenne sabomeBaemoct OXII/III, BepoATHO, CBA-
3aHO C TIOBBIIIEHMEM BBIABASAEMOCTM 3TUX OIYXOJeH, TaK
KaK CHeKTp MHOKa3aHMil K OMOXMMMYECKOMY MCCIeOBaHMIO
pacuIpeH U HOMOTHUTEIbHO BKJIIOYAeT CIYYaltHO OOHapy-
JKeHHble 00pa3oBaHMA HAJIIOYEYHUKOB (MHIVMIEHTATIOMBI),
HaC/Ie[ICTBEHHbIE CUH/IPOMBI ¥ I€HETUYECKYIO IPe/[pacIosio-
>keHHOCTb. Pacipocrpanennocts @XLI/IIT Bplie y manyueHToB
C MHIU/IEHTATIOMO}1, OKa3aHHOJ IeHeTUYeCcKOll Ipefpacio-
JIO>)K€HHOCTBIO, HAC/Ie[CTBEHHbIMM CHHAPOMaMM, HaauuueM
OXL/IIT B anaMHese, 4eM y HAllMEHTOB C HAM4YMeM TOIbKO
KIVMHNYECKIX CMMIITOMOB.

AT aBnAeTcA 4YacTBIM KIMHMYECKUM IpOsBI€HMEM IIpU
OXILI/III, ogHAaKO He sBIAETCSA CHeNU(UIECKMM MPU3HAKOM
3abonesanns. s OXL/IIT B 60/1bLIMHCTBE CIydYaeB Xapak-
TepHbI ITaPOKCU3MajIbHbIE CUMIITOMBI Pa3INYHON CTeleHu
TsDKeCTH. K KIIMHUYeCKMM CUMIITOMaM, KOTOpbIe Yallle Habmo-
marorcs npy OXL/IIT, momumo AT oTHOCSTCS cepaLebuenne,
6€eCIIOKOJICTBO, IOT/IMBOCTD, FOTIOBHbIE 601N, YCTAIOCTD, TOLI-
HOTA, IIOTepsl MAcChl Tefla. BceM MmanyeHTaM ¢ CUHIPOMOM Ta-
KOILy60 1oKasaHo foobcrenoBanme Ha BoisiBieHre OXLI/IIT.

ITpu nopospernu Ha GXL/IIT mabopaTopHas fUarHOCTH-
Ka JIO/DKHA IPEJIIECTBOBATh TOIMYECKON, 33 MCKIIOYEHUEM
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YPreHTHBIX CUTyaLuil. B kadecTBe OCHOBHOro Mertopa nmabo-
paroproit amarsoctuky OXII/IIT pexoMeHIOBaHO oOIpefie-
nenue csobopubix MH 1rasmbl mmm GpakumMOHMpPOBaHHBIX
MH cyrounoit Moun. [st onpenenenus yposHs MH B 6mo-
JIOTMYECKMX XUAKOCTAX 1eleCO0OPa3HO MCIIONb30BATh METOJ
JKUJKOCTHOI XpoMarorpaduy ¢ Macc-CHeKTPOMeTpuell WIn
anexTpoxummdeckmii ananus. Yposau MH n HMH B npepenax
pedepencubix 3HaveHmit uckmodaT Hamaye GXL/IIT y ma-
IUEHTOB C XapaKTePHBIMU KIMHNYECKIMY CMMITOMaMu. Bcem
Hal}MeHTaM C TIOJIOKUTe/IbHbIM Pe3y/lIbTaToOM TeCTUPOBAaHUA Ha
MH pexomeHpyercs: yriybneHHOe 06C/efoBanye s MCKITIO-
yeHns wiy noprsepxxaernsa OXI/TIL.

B kavecTBe MeTOfa BHIOOpA B TONMYECKON AUATHOCTUKE
OXL/IIT HapImOYeYHMKOB, @ TAKXKe OPraHOB IPYLHON KIeTKH,
OPIOILIHOI TOTIOCTY ¥ MAJIOTO Ta3a 1ie/IeCO00pasHO IPUMEHSTh
mertop KT, o6agaroruii IyqIuM IpOCTPAaHCTBEHHBIM paspe-
meHneM 1 1udpoBoit MHPOPMaLMell O IIOTHOCTY ONYXOIU
Ha Bcex (asax mccnemoBanus npu cpaBHernu ¢ MPT. IIpo-
Beziennie MPT pexomenposano nanuentam npu I romossl u
1Iey, a TakXXe IpU CTPOrOM MHAMBMAYaTbHOM OIPaHMYEHUN
JIy4eBOil HArpysku. IIpeNroYTUTEIbHBIM MeTOAOM (PyHKIH-
OHAJIPHOI BM3yaNM3aluM, OCOOEHHO IIPM MeTaCTaTUYECKMX
onyxojisix, sipisiercs 119T, Bbi6op paamodapmirpenapara uH-
AVIBUJ{ya/IeH U 3aBMCUT OT OMOXVMMIYECKOTO U T€HETUIECKOTO
npoduiis, TOKaIU3alny U pasMepa OMyXO/u.

Jna Bcex MalMEeHTOB ¢ MOPGONOrMYecKy BepuduIupo-
BaHHbIM AuarHo3oM OXII/III' pekoMeHI0BaHO pacCMOTpeHMe
BOIIPOCA O IPOBEfIEHUI TeHEeTUIECKOr0 00CIef0BaHNs, KOTO-
poe MO/DKHO ObITh OCHOBAaHO Ha KOHKPETHBIX (eHOTHUIIMYe-
CKMX IIpM3HAKaX 3a00/IeBaHsI M JaHHBIX CEMEITHOTO aHaMHe3a.

IManmentam ¢ OXL/IIT renecoobpasHo o6cmefoBaHme u
Jie4yeHe B CIIeNaIN3MpPOBaHHbIX LIEHTPaX 9KCIIEPTHOTO YPOB-
Ha. Xupyprudeckoe nedenye mpu OXII/IIT ABnaeTcsa MeTofoM
BBIOOpA M €NMHCTBEHHBIM METOZOM PaiMKaIbHOTO JIeUeHUs
maHHOTO 3aborneBanys. KoHcepBaTuBHasi cTpaTerusi BeeHMs
nanyenTa ¢ @XII/IIT MoxkeT 6bITh paCCMOTPEHA y IALMEHTOB
HOKMJIOTO M CTAPYeCKOTO BO3PACTa, C TSKE/IBIMYU OCTIO>KHEHM -
avu OXL/IIT, mpenATCTBYOIMMY BBIIOTHEHUIO OIEPATHUB-
HOTO BMelIaTe/nbcTBa (aOCOMOTHBIE IPOTHMBOIOKA3AHMS IS
XUPYPIUYECKOTO JIedeHNsI), a TAKXKe IPU PaCIpPOCTPaHEHHOM
MeTacTaTUYeCKOM MopaskeHN. BceM MmalyeHTaM, HallpaBiieH-
HBIM Ha omneparusHoe nedeHue no nosopy OXII/III, neneco-
06pasHO MpoBefieHNe IPeRoNepaNOHHON MOAroToBKM a-Ab.
VIckmoueHneM ABIAIOTCA MAaLMEHTHI ¢ 6eccuMnToMabiMu IIT
ronossl u 1mey. Hasnadenne B-Ab c rienbio edeHns Taxmapurt-
MU BO3MOXXHO TOJIBKO ITOCTIE IIPeiBapUTEIbHOTO Ha3HAYeHNA
B-AB. ITocne natomopdonornueckoit Bepuduxaryy GXL/IIT
BCeM IIallMeHTaM II0KA3aHO OIIpefe/ieHNe MeTacTaTUYecKo-
ro MOTEHIMaja OMyXOAM Y Ha/lu4MsA TeHeTUYeCKUX MyTaLuii.
Bcem nanmentam ¢ ®XII/T1II' B aHaMHe3e ITOKa3aHO MOXKM3HEH-
Hoe HaOmoeHue. [JanpHeriiree HabIIOfieHIe BKIIOYAET OLICHKY
KIVMHNYIEeCKNX CUMIITOMOB, n3Mepenme AJl, mpu 3ToM Kpart-
HOCTb 11 00beM 71a60paTOPHO-MHCTPYMEHTAIBHOTO 06c/eno-
BaHMsA OIPENe/IAITCA HAINM4MeM TeHeTHYeCKUX HapyLIeHUI,
JIeXKaIMX B OCHOBE 3a00/1eBaHMs.

PackppiTiie mMHTEpecoB. ABTODHI [IEKIApPUPYIOT OTCYT-
CTBIE ABHBIX ¥ IIOTEHIIMAa/IbHBIX KOH(IMKTOB MHTEPECOB, CBA-
3aHHBIX C ITyO/IMKaIVeli HaCTOALIel CTaTbU.
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CnMcok cokpateHHi

AT - apTepuanbHas rUIepTOHNSA

AJl - apTepuanbHOe TaBIeHNe

a-AB - a-agpeHo6mokaTopst

B-AB - B-agpeHOOIOKATOPBI

BO3 - BcemupHas opraHusanys 3apaBoOXpaHeHUs
KT - xomnbioTepHas Tomorpadus

MH - mertanedpun

MPT - MarHuTHO-pe3oHaHCHas ToMorpadus
MOSH - MHOXeCTBeHHas SH/IOKPUHHAS HEOI/Ia3us

HMH - HopMmeTaHedpyH

H3O - HeitposH/IOKpMHHAsA OITYXONb

IIT" - maparanrmoma

[I9T - M03UTPOHHO-IMUCCUOHHAsA TOMOTpadusa
CCO - cepaedHO-COCYIUCTbIE OCTOXKHEHNUS
OXII - dpeoxpomorimToma

XT - xummnorepanus

HU - egunnusr Xayucdunga
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