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KNMHUYECKUIA CNYYAIN ATPECCUBHOIO KIIMHNYECKOIO TEYEHUA .
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®eoxpomoumTtoma (OXL) n naparaHrnnoma (M) ABNATCA 310KaYECTBEHHbIMY HENPO3HAOKPUHHbIMK onyxonamu (H30)
naparaHrfiMvoHapHOro NPOUCXOXKAEHUA, NPOAYLUPYIOWMMN BUONOrMYECKr akTVBHbIE BELLECTBa Y XapaKTepu3yLWumnca
BaprabenbHbIM KIMHUYECKUM TeuyeHreM. B HacTosALlee BpeMA OCHOBHbIM MeTofoM NleyeHna HO0 aBnaeTca pagnkanbHoe
XVpYpruyeckoe fieyeHune, Tem He MeHee, COXPaHAETCA MOXMU3HEHHbIN PUCK peuranBa onyxonu nnu maHndecrayum ee ot-
[aneHHbIX MeTacTa3oB. B ctaTbe npefcTaBneH KNMHMYECKU cnyyai peumansupyollein NI 3abpoluMHHOro NPOCTPaHCTBa,
CJlyyYaliHO BbIIBNEHHO BO BPEMA FOCNUTanM3auum B SHLOKPMHONOrMYECKOM OTAENEHMI N0 NOBOAY feKOMMNeHcaLum caxap-
Horo auab6erta (CH). B npeactaBneHHoM KnuHnyeckom cnyyae NI nocnyxmnna npuYmMHON pa3BnTUA OCTPOro HapyLeHUA MO3-
roBoro KpoBoobpalleHuns, apTepranbHon runepteH3nu, CL, HapyLweHnin puTMa cepgua, NoTeHLWanbHO NPefoTBPaTUMBbIX
npu CBOEBPEMEHHOW AnarHocTrKe 3aboneBaHnA. OcobeHHOCTbIO BbiABNeHHON I ABUNOCH ee peLuanBupytoLLee TeueHmne,
HeCMoTpA Ha HEOQHOKPaTHble OMepaTUBHbIEe BMeLLaTeNbCTBa.

KJTIOYEBbIE CJ/IOBA: xpomagpuHHbIe onyxosu; heoxpomMoyumomd; napazaH2/1uoMda; I0KOpe2UuOHApHbIl peyudus; Memacmassl; apmepuaris-
Has e2unepmeH3us.

A CLINICAL CASE OF METASTATIC RETROPERITONEAL PARAGANGLIOMA
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Pheochromocytoma (PCC) and paraganglioma (PG) are malignant neuroendocrine tumors (NEO) of paraganglionic origin,
producing biologically active substances and characterized by a variable clinical course. Currently, the main method of treat-
ment of PCC and PG is radical surgical treatment; nevertheless, there is a life-long risk of tumor recurrence as well as distant
metastases. Here we present a clinical case of recurrent retroperitoneal PG incidentally detected during hospitalization for
decompensated diabetes mellitus (DM). In the case PG caused acute cerebral circulatory failure, arterial hypertension, DM,
heart rhythm disorders, potentially preventable with timely diagnosis of the disease. The peculiarity of the detected PG was
its recurrent course despite repeated surgical interventions.
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AKTYAJIbHOCTb Ha CEerogHAWHUN aeHb 3Kcneptamyu BO3 pekomeHgoBaH
TepMUH «deoxpomouToma/naparaHravomas (OXL/MI).
Q®eoxpomouutoma (OXL) n naparaHrnmoma (NN — pea- B TeueHve 6Gonee uemM BEKOBOW MCTOPUUN WK3Yy4YeHWUA

Kue HeMmpo3HAOKPUHHbIE xpoMadouHHble onyxonu, koto-  OXL/MI 6bi10 M3BECTHO, UYTO 3T HENPOIHAOKPMHHbIE
pble pa3BKBalOTCA B MO3rOBOM BELLECTBE HAAMOYEUHNKOB  OMyxonu o6nagalT cnocobHOCTbio BbipabaTbiBaTb KaTe-
1 BHEHAAMOYEYHMKOBbIX CUMNATUYECKUX (MPenMyLLeCcTBEH-  XONaMUWHbl: aApeHanuH, HopagpeHannH u podamvH —
HO B GPIOLIHON MOMOCTM) UK NapacMMMaTUYecKmX (OT OC-  M30AMPOBAHHO WM B PasfINYHbIX KOMOMHaUMAX, — Tem
HOBaHMA Yepena A0 rPyAHON NMONOCTM BK/OYMTENIbHO) Ma-  CamMbiM  ONpefenaa KapAMOBACKYIAPHYIO CUMMATOMATUKY
paraHruax. C y4yeToM TUCTONOrMYECKON WAEHTUYHOCTM U BO3MOXHble ocnokHeHna OXL/MM, Bkniovaa Takouy6o
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KapavomMmuonaTtuilo, MHGAPKT MUOKapha, TPomM6osambonus
NErOYHON apTePUM U APYrue NOTEHUMANIbHO XN3HEYTPOXKa-
loLire KapanoBackynapHble cobbitusa. C 2017 r. 1 1o HacTo-
fAlLero BpeMeH Hambonee akTyanbHbIM BOMPOCOM HayUHbIX
nccnepoBaHui, noceaweHHbix OXLU/TT, no Bcemy mupy AB-
naeTca uaeHTndUKaLma NPeanKTopoB arpeccMBHOro Kiu-
HUYECKOro TeueHUss U GMOMapKEpPOB pPeLMANBUPOBaHMA
W/vinn OTAANEeHHOro MeTAacTa3nMpPOBaHWA JAHHOTO onyxone-
BOro 3aboneBaHus.

CornacHo 4-n (2017 r.) n 5-n (2022 r.) pepakumam Knac-
cudriKaumm onyxonen SHGOKPUHHON cMCTEMBI, pa3paboTaH-
Hon BcemmpHom opraHuzaumen 3gpaBooxpaHeHusa (BO3),
Bce OXL/TIT obnagaloT NOTEHUUANbHOW CMOCOOHOCTbIO
METACTa3npPOBaTb, YTO UCKIIIOYAET BO3MOXKHOCTb NCMOJb30-
BaTb pPaHee MPUMEHAEMblE TEPMMHbI «3/IOKAYECTBEHHbIN»
NN «a06pPOKAYECTBEHHDbIV» MPUMEHUTENBHO K [OaHHbIM
onyxonam. C 2017 r. n 1O cerogHALIHero aHA skcneptbl BO3
pekomeHayoT kogmnposaTb Bce OXL/TIT Kak «/3» no Mexay-
HapopdHoW rucronormyeckon knaccnédukauum (ICD-0), uto
03HAYaeT «3/I0KauyeCTBEHHAs OMyXOJib», MOCKOJNIbKY [0 CUX
Mop He BbISIBIEHO JOCTOBEPHbBIX KIUHUYECKNX, MOSEKyAp-
HbIX, METAaBONNYECKNX, TUCTOSTIOrMYECKNX U/ UHBIX MapKe-
OB, a TaKXKe NPOrHOCTMYECKUX LKA A MPOrHO3npoBaHWA
¢dakTa MeTactasupoBaHua. Bce nmaumenTtol ¢ ®XU/MI noa-
nexaT OIUTENIbHOMY, BO3MOXHO, MOXU3HEHHOMY Habnio-
[EHWI0, XOTA MO pe3ynbTataM psga dNUAEMUONOMNYECKNX
NCCreoBaHNin ObINO MOKa3aHo, YTo b nopAaka 15-20%
OXU n 35-40% Il npuBOQAT K Pa3BUTUIO OTAANIEHHbIX Me-
TactasoB (MTC), KoTopble OMpeaenAlTca Kak BTOPUYHbIE
ouarn xpoMadOUHHON OMyXoneBOW TKaHU B TeX OpraHax,
rae B Hopme xpomadduHHaa TKaHb OTCYTCTBYeT (Hanbonee
yacTo BcTpeyatoTca MTC B nerkume, neyeHb, KOCTU 1 nuMda-
Tyeckue y3nbl). O6wan n 6e3peuunanBHan BbPKUBAEMOCTb
y nauueHToB ¢ MmeTactasupytowen OXL/TT Bapbupyetcs
B 3aBMCMMOCTM OT MHOTMX $aKTOPOB, BKJlOUasi 06beM Bbl-
6OpKM MCCIefoBaHWA, BO3PacT MaLMUEHTOB, JIOKaNM3aLuio
Onyxosiel, FeHeTUYeCKMe XapakTepUCTUKA 1 axe OpraHu-
3auuMio, Ha 6ase KOTopoW NpoBoauTcsa uccnegosaHue. 06-
WAas 5-NeTHAA BbPKMBAEeMOCTb nauueHToB ¢ MTC OXL/TT
cocTaBnseT ot 12 go 84%. MetaaHann3 HeCKONbKNX UCCre-
JoBaHui ¢ yyactuem 1338 naumeHTOB C MeTacTasvmpytoLwen
OXL/NI nokasan, uto 5- n 10-NeTHAA CMEPTHOCTb COCTaB-
nset 24-51% (cemb nccnepnoBaHuin, n=738) n 17-42% (nBa
nccnepoBaHuA, n=55) cooTBeTCcTBeHHO. MHoOroueHTpoBoe
PEeTPOCNEeKTUBHOE UccnefoBaHme 169 nauneHToB C MeTacTa-
supytowwein ®XL/MNTI nokasano, uto MmefmaHa obLuein BblKUBa-
€MOCTN COCTaBAAeT 6,7 rofa, Tokanusauusa nepBnuYHOn ony-
X0onu (LeA 1 0CHOBaHMe Yyepena), BO3pacT — mosoxe 40 ner,
MeHee YeM 5-KpaTHOe MOBbILIEHNE YPOBHSA KAaTeXONaMHOB
N HU3KUI MHAeKC nponudepauumn (Mmtosbl <3 Ha 10 nonen
BbICOKOU MowHocTn n/unu Ki-67<2%) accouunpyrotcs c 60-
nee 651aronpuATHBIM MPOTrHO30M AN XKU3HMW.

CoBpeMeHHble BO3MOXHOCTK nedeHua MTC OXU/MNT
BKJ/TIOUAIOT XUPYPruyeckre BMeLLaTeNbCTBa, KOTOpble yalle
UMEIOT LUTOPEeaYKTUBHbBIN XapaKTep, PpaauoHYKNNLHYIO Te-
panuio (1311-MIBG, 177Lu-DOTA), xummnoTepanuio, Ny4eByio
Tepanuio 1 TepMnyeckyio abnaumio. OgHako A0 cux nop
He CyLecTBYeT KaK BbICOKO3dHEKTUBHBIX METOLOB, obecre-
UMBAIOLLMX BbICOKYIO YacTOTYy OOEKTVBHOIO OTBETa y 60sb-
LUMHCTBA MaLWEHTOB, TaK 1 e4MHOro anroputMa Bblibopa Te-
panun MTC OXL/MT. BaxxHO OTMETUTb, YTO €AMHCTBEHHbIM
metogom usneyenma OXL/MI go cnx nop cumtaeTca pagu-
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KanbHoe xmpypruyeckoe yganeHue onyxonu B RO-ctatyce,
YTO BO3MOXHO MpPY CBOEBPEMEHHON AMArHOCTUKE U afek-
BaTHOW npegonepauuoHHON NoAroToBke nauueHTa. Hepo-
CTaTOYHAsA HAaCTOPOXKEHHOCTb U HU3KaA OCBELOMJIEHHOCTb
NPaKTUKYIOLWMX Bpayen, MPeumyLecTBEHHO NepPBUYHOrO
3BeHa, OTHOCKTENIbHO AaHHOW NaTONOrMmM 3HAUUTENbHO MPO-
NOHIMPYIOT BeprdUKaLMio MPaBUIbHOIO AMarHo3a.

OTtgenbHOro obCyKAeHWs B acrneKkTe M3yyeHusa MeTa-
CTaTUYeckoro noteHuuana v nedvenua MTC OXU/MT 3a-
CNy>KUBAeT BOMPOC MOJIEKYNAPHO-TeHeTnYecKux abeppa-
unin. OXLY/TI aBnatoTca Hambonee yacTo HacnegyembiMu
OnyxonAaMM Cpeamn BCEX HEOMMasuii YenoBeka: NPUMepHO
y 30-35% B3pocnbix nauyneHtoB 1 85-90% naumneHTOB ne-
amatpuyeckon nonynsuuu ¢ OXL/MI HabnopgatoTca rep-
MVHabHble MyTaLMM B Pa3fIMYHbIX reHax Hacle4CTBEHHOM
npegpacnonoxeHHoctu. NpumepHo y 35-40% nauneHToB
06HapPYKMBAIOTCA COMaTUYECK/e ApaliBEpPHbIe MyTaLuMu.
CyMMapHO repMUHasnbHble U COMATUYeCKMEe MyTauun B 60-
nee yem 25 reHax-gpaneepax OXL/TI BbiABNAIOTCA NpUMep-
HO y 70% naumeHToB. Ha ocHOBaHWM AgpaniBepHON MmyTaLumm
N KNIOYEBOrO HapyLUeHUA BHYTPUKIETOUHbIX CUTHANbHbIX
nytenn OXLU/TIT pasgeneHbl Ha 3 MONEKYNAPHbIX KnacTepa:
nepBbIl KNnactep — ncesgormvnokcmm (nogrpynnbl 1A n 1B),
BTOPOW KNlacTep KNHA3HbIX CUTHAMNbHbIX NyTen N TPeTUi Kna-
ctep Wnt-curHanbHbIx nyTen. BoiABneHne repmmHanbHOro
JpanBepa 1 NPUHAANEXHOCTM K COOTBETCTBYIOLLEMY KIla-
CTepy MOXeT Cnoco6CTBOBATb MEPCOHaNM3auumM Tepanmm
MTC OXL/MNT, ogHako He rapaHTupyet ee 3$deKTUBHOCTU.
CeKkBeHUpPOBaHMe CrleayloLero NOKoIeHNA ABNAETCA nped-
MOYTUTENbHBIM MEeTOAOM [Ans BepudrKaunum MONEKYNsp-
HO-TeHeTnYecKmx abeppaunin npu OXL/MT.

B HacToAwen ny6nukaumny npeactaBasemM KinMHUYECKUN
cny4yan arpeccrBHOrO KJIMHMYECKOro TeYeHna MmeTactatuye-
ckoi Ml 3a6pIOLWMHHOIO NPOCTPAHCTBA 6€3 YCTaHOBNEHHOM
repMrMHanbHOW MyTaLuy APanBepHOro reHa, Mporpeccmpyto-
e Ha GpOoHe KOMMIIEKCHOW MPOTMBOOMYXONEBON TEPANUN.

OMUCAHUE KIIMHUYECKOIO C/IYYAA

Mauywent C, 64 roga, NOCTynun B OTAENEHME 3HAO-
KPUHOMOTUN TOPOACKON KIUHUYECKON OOJSIbHWLbI B CEH-
TA6pe 2019 r. ¢ anobamn Ha MOBbIWEHNE MOKa3aTesen
rMAKEMUU W YPOBHA apTepuanbHoro pasneHua (A)
[0 230/110 MM PT.CT., MIOXO NOAAAIOWMXCA KOPPEKLN Te-
panuen, o6Lyio cnabocTb.

M3 aHamHe3a 3aboneBaHnA N3BECTHO, YTO BonbHON 60-
nee 20 net cTpagan apTepuanbHou runepteHsunen (Al).
MakcumanbHble undpbl ALl coctananu 230/110 Mm pT.CT,
HeCMOTpPA Ha PEerynApHbIli NPUEM PasfnYHbIX MHOMOKOM-
MOHEHTHbIX CXeM TMNOTEH3MBHbIX npenapatoB. B 2017 r.
MO OaHHbIM XOJITEPOBCKONO MOHWUTOPUMPOBAHUA 351EKTPO-
Kapauorpadum 6bina 3apuKCMpoBaHa MNapPOKCU3MalibHas
dopma dnbpunnALMM Npeacepanii U snNn3oabl Npexoasiue-
ro cuHgpoma Bonbda-MNapknHcoHa-Yanta (WPW), B cBA3n
C UeM MAUMEHT peryisipHo NpuHUMan Hebrueonon 5 mMr/cyT,
puapokcabaH 15 mr/cyt. CaxapHbin gnabet 2 Trna (CA2)
6bin guarHoctuposBaH B 2011 r. C mapTa 2019 . B CBA3M
c oTcyTcTBUEM 3ddeKTa OT TabneTMpoBaHHOW CaxapOCHU-
XatoLlen Tepanum 6binia Ha3HaYeHa HCYNMHOTEpPanuA B 6a-
3UC-60MIOCHOM peXrMe, Ha GOHe Yero YpPOoBEHb MIMKEMUM
HaToLlaK — B Anana3oHe oT 8 40 9 MMOJIb/N, B TeUeHne OHsA
oTMeuvanacb runepravkemms o 14 mmosnb/n.
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B mae 2017 . B CBA3U C BbIpaXKEHHbIMU 6ONAMY B XKMNBOTE
M TOLWHOTOWN MauUeHT Obl1 roCNUTaNU3MpPOoBaH B OTAENEHME
peaHumauumu MKb no mecty xutenbcTsa. Mpu 06cnegosaHmm
Mo iaHHbIM YJIbTPa3BYKOBOIO NCC/IE[0BaHNA OPraHoB HptoLu-
How nonocTu (OBI) 661510 BbIABNEHO 06beMHOe 06pa3oBaHMe
B MPOEKLMN IEBOW NMOYKM U CeNIE3EHKN C HEPOBHbIMU, HEYET-
KUMW KOHTYpamy, HEOOAHOPOQHOW CTPYKTYpbl, pa3Mepammu
106*78 MM, C MpU3HaKaMun YCUNEHHOro KpoBoTOoKa. Mynbti-
cnupanbHaa KomnbiotepHaa Tomorpadua (MCKT) nogreep-
avna obpa3oBaHve NIEBOrO HaAMOUYeYHMKa: cfieBa 3abpio-
LUMHHO HA YPOBHE JIEBOrO HafmnoyeyHuka — obpasoBaHue
C HEPOBHbIMY, HEUETKUMW KOHTYpamu, pasmepamu 75*83 mm,
nnotHocTbio 60HU, ¢ npusHakamn KposomsnuaHWA. B cBasn
C Pa3BUTMEM CMHKOMANIbHOTO COCTOAHUSA, CHUPKEHUNA YPOBHA
remornio6uHa go 50-60 r/n Gblia SKCTPEHHO NPOBEAEHa Jie-
BOCTOPOHHAA HedpapeHansKToMus, ¢ TaMroHagon 3abpio-
LUIMHHOrO NPOCTPaHcTBa. o pe3synbratam NaTonoroaHaToMu-
UeCcKoro uccnefoBaHus Obiia BbIABMIEHA arnOMNIEKCUSA NTEBOTO
HafinoyeyHuKa C napaHedpanbHol rematomoin. B nocneo-
nepaLvoHHOM nepuode COCTOAHME YNyYyLlIMIOCh, OTMeYeHa
CMOHTaHHAA KOMMEeHcaUuna remofumHamuky, cHuxeHune A[l
0 140/80 MM PT.CT. Ha PpOHe NpeXHeN Tepanuu.

B ambynaTtopHOM nepuiofe yepes MecAL nocsie onepa-
unm Al BHOBb Mpriobpena pe3nCTEHTHBIN XapaKTep, ypo-
BeHb Al cHoBa ctan gocturatb 200/100 MM PT.CT. U Bbille
Ha pOHEe MHOTOKOMMOHEHTHOW aHTUIMNEPTEH3UBHOW Tepa-
nuu. MauneHT Npoxoann HeOAHOKPATHOE JleueHne B yCJ1o-
B/AX KapAMONOrMyeckoro n TepaneBTUYeCKOro CTalMoHa-
POB Mo NOBOAY KPM30BOro TeveHus Al.

B ceHTAbGpe 2019 I. cOCTOAHME MauMeHTa yXyALnIoCh,
NOABMIINCL Xanobbl Ha CnabocTb B NEBbIX KOHEUHOCTAX,
He3HauuTeNbHYI0 AU3apTpuio Ha ¢oHe BbiCOKKX Undp ALl
(240/110 mm pT.cT.). B cBA3M C HekoHTponupyemow Al nauu-
€HT Oblf1 MNJIAHOBO rOCNMTANM3NPOBaH B KapAMOornyeckoe
otaeneHune Kb N252. B otaeneHnun kapgamnonorum y naumeH-
Ta Pa3BUSIOCb CUHKOMANIbHOE COCTOAHMNE, MOABUANCH TOHU-
KO-KNOHMYeCcKne cygoporu. B skcTpeHHoM nopsigke Obina
BbinonHeHa MCKT ronoBHOro mosra, no pesynbratam KOTO-
poW BbiiBIeHa BHYTPUMO3roBas reMaToma B NpaBow reMumc-
depe. MNMauyneHT ana ganbHenwero HabnNAeHNA 1 NeYeHns
Obl1 NepeBefieH B OTAENEHVE HENPOPeaHMaLUN C fnarHo-
3om: «OHMK no remopparuyeckomy Tuny B NpaBon remuc-
depe. BHyTpumosrosasa rematoma (1 mn). MHpapKT ronos-
HOro mMo3ra B 6acceliHe NPaBoW 1 NTEBOW CPeaHUX MO3rOBbIX
apTepuiny. MNocne ctabunmsaumm HEBPOMOTMYECKOrO CTaTyca
C Lenblo KOppeKUMM CaxapoCHUKaoLWEen Tepannmn nauneHT
6bl1 NepeBefieH B OTAENeHNE SHAOKPUHONOT K.

B 3HOOKpUHONOrMYeCcKOM OTAENEHN Y NaLMeHTa Heoa-
HOKpPATHO HabJIAANNCh 3NU30Abl NOBbIWEHNA YPOBHA A/l
0o 230/110 mm pT.CT., COMPOBOXKAABLUNECA MOKPACHEHUEM
n1ua, rofIoBHOM 60MbLO, KOTOPbIE MJIOXO0 NOAAABANUCH Jieve-
HUIO CTaHOAPTHOW rMnoTeH3uBHOW Tepanuen. [MposegeHo
obcnenoBaHne Ha NPeaMET UCKITIYEHMSA SHLOKPUHHOIO re-
He3a Al. Mo gaHHbIM MCKT ¢ KOHTpacTUpOBaHMEM OT OKTA-
6ps 2019 1. B 3a6PIOLLIMHHOM NPOCTPAHCTBE NapaaopTanbHO
C/leBa BbIABIEHO MHOTOY3JIOBOE rMnepBacKynapHoe obpa-
30BaHuve pasmMepoM 57*44*75 MM BbICOKOWN HaTUBHOW MNOT-
HOCTU +23...+45 egnHuupl No wkane XayHcpunga (HU).

DaHHble CMA]l nopgTtBeppunu pedpakTepHylo CUCTO-
no-guactonuueckyto Al npopunb Al usmeHeH no runep-
TEH3VBHOMY TUMNY B AHEBHOE M HOYHOe BpeMs. [0 faHHbIM
nabopaTopHbIX METOLOB WCCNEeAOBaHNSA, YCTaHOBEHO 3Ha-
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PucyHok 1. Makponpenapat yaanenHou M, aekabpb 2019 T.

UMTENbHOE MOBbIWEHME KOHLEHTpaumMm HopmeTaHedpurHa
B CyTOUHOM Moye — 6132 mKr/cyT (25,0-312,0) npu Hopmanb-
HOM MOKa3aTesie YPOBHs MeTaHeppIHa, yBeNMUYEHVE KOHLIEH-
TpaLuK N1a3MeHHOro PeHNHA NPY HOPMaJbHbIX MOKa3aTensax
YPOBHSA anbAoCTepOHa, MOAAB/IEHNE CEeKpeuun KopTmona
Ha pOHE HOUHOTO [1EKCaMETa30HOBOIO TecTa ¢ 1 Mr gekcame-
Ta3oHa. onyyeHHble faHHble CBUAETENIbCTBOBAIM B MOJb3Y
HanMumMA HopagpeHannH-cekpeTupytowen HempoO3IHAOKPUH-
HOM onyxonu. YuuTbiBas MapaaopTaibHyl0 JloKanu3auuio,
TMNEePBACKYNAPHbIA XapaKTep M OTCyTCTBUE numdbageHo-
naTuK, NPeanoNioXXeH HeMPO3HAOKPVHHBIN reHe3 Onyxonu,
npegBapuTenbHbin gnarHos: «OXL. CoctosHMe nocne neeo-
CcTOpoHHeln HedpagpeHanskTomun. CumntomaTtyeckas Al».
[NaHHaa cuTyauus 6bina pacueHeHa Kak yganeHue B 2017 r.
neBoW NOYKM U NEeBOro HagmoyeyHnka 6e3 onyxonu. Peko-
MEHJ0BaHO OnepaTNBHOE JleueHre B MIIaHOBOM NopAJKe no-
cfle NpoBefeHnA npegonepauioHHON NOAroToBKU. Puck oc-
NOXKHEHUI BO BPeMs OnepaTrBHOIO NIeYeHna onpepeneH Kak
KpaliHe BbICOKMI BCIeACTBUE ANUTENIbHOMO Y OC/TOXKHEHHOTO
TeyeHna OXL. C uenblo npegonepaunoHHON MOAFOTOBKM
K NpOBOAVMOW Tepanuu 6bl1 Ha3HaYeH JOKCA303MH MO 8 Mr
2 pasa B CyTKM Nog KoHTponem yposHa ALl

Mepen onepauven 6bia NOBTOpPHO nposefeHa MCKT:
COCTOSIHME  OCie  JIeBOCTOPOHHEW  HedpagpeHank-
Tomun no nosogy XL, BbisBNeH KoHrnomepar obpa-
30BaHUM BTOPMYHOIO XapaKkTepa MapaaopTaNibHO cre-
Ba C pacnpoCTpaHEHMEM HA JIeBYl0 HOXKY Auadparmbi
U NOACHMYHYIO dacumio, pasmepom 65%53 MM, MIOTHOCTbLIO
no ¢asam (HaTuBHas/apTepuanbHan/BeHO3HaA/OTCPOYEH-
Haf): +4HU/+191HU/+145HU/+83HU, a Takke obpa3oBa-
HMe B 0611aCTX Kynosa Cyienon KALWKK, NPeAnonoXUTeNIbHO,
BTOPUYHOrO XapakTepa. [locne npoBefeHna npeponepa-
LMOHHOW MOArOTOBKWU BbIMOJSIHEHA JIEBOCTOPOHHAA TOpa-
KodpeHonanapotomus, CrieHIKTOMUA, YyhaneHue obpa-
30BaHUs 3abPIOWMHHOIO MPOCTPAHCTBA, APEHUPOBaHUE
6ptoLwHoN nonocTn. Ha pucyHke 1 npefcTtaBneH makponpe-
napat yaaseHHOn onyxosu.
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MNMocneonepaunoHHOW MNepuof npoTekan 6e3 OCoX-
HeHWn. B paHHem nocneonepauvoHHOM Mepuogde Ha-
6nioganacb runotoHna go 80/60 MM PT.CT., pacLeHeHHas
KakK TPaH3UTOpHasA HaAMOYeYHUKOBAA HeJOCTaTOUYHOCTb,
yTo NOTPebOBaNo Ha3HauyeHUs TabneTnpoBaHHOU ¢op-
Mbl FTMOPOKOPTM30Ha B Ao3e 10 Mr/cyT B TeueHue 2 OHen
C MocneaywoWmmM CHXKEHNEM [103bl Npernaparta B TeyeHue
5 pHen po nonHowm oTmeHbl. YposeHb ALl HopmanusoBsanca
1 Haxogunca B grnanasoHe 120/80-140/90 mm pT.cT. B cBA3NM
C 3yrrkemuen 6bina OTMEHeHa CaxapOCHMXalowan Tepa-
nus. Ha neBATble CyTKU nocsie onepauun 60/bHON BbINWCaH
B YOB/IETBOPUTENIBHOM COCTOAHUMN.

Mo paHHbIM MATONOroaHaTOMMYECKOro WCCNefoBaHUsA
ornepaLrioOHHOro MaTepuarna, onyxosib o6pa3oBaHa KineTkamu
C aMOUUNBbHON LUTOMNA3MON, FMMNEPXPOMHbBIMIA AAPaMU,
YMEPEHHO BbIPa)KEHHOMN KNeTOYHOM 1 AJepHON atunuen,
xapaktepusyetca auddysHbiM xapaktepoM pocTa. B onyxo-
NN onpefenAlTCA KPOBOM3MMAHMA U ovarn Hekposa. [Mpu
NPOBEAEHNN  VIMMYHOIMCTOXMMUYECKOTO  MCCNIefoBaHMA
BbIABJIEHO, UTO KJIETKU OMYXOJM IKCMPECCMPYIOT XpOMOrpa-
HUH A (XpA) 1 cuHanTodu3H, KOTopble B HACTOsALLEE BPEMS
cumTatoTca Hanbonee cneumouuHbiMm UMX-mapkepamu H30,
Bkmoyada OXL/MI. Ha ocHoBaHUM NONyYeHHbIX AaHHbIX Ana-
rHocTupoBaHa NI 3abproLWMHHOIo NPOCTPaHCTBA CleBa.

MNMocne xnpypruyeckoro fieyeHuns, yepes 2 mecaua, nayu-
eHTy 6bina BbinonHeHa MCKT opraHoB 6ploLLHOM NONOCTM
(OBI), no pesynbTatam KOTOPOW OMMCAHO COCTOAHME Nocne
HedpaOpeHaNaKTOMM CNEBa, CMJIEHIKTOMUW, AOMOJIHU-
TesIbHbIX 06pa3oBaHUiN He BbisiBNIEHO. PEKOMEHAOBaH KOH-
Tposib ypoBHA XpA B KpoBU, 06LWUX GPaKLMOHNPOBAHHBIX
MeTaHeppUHa 1 HopMmeTaHedpUHa B CyToUHOM moue, MCKT
OBI1 ¢ KOHTpaCTHbIM yCUNIeHNEM Yepes 6 MecALeB.

C nirona 2020 r. naumMeHT cTan OTMeYaTb NoBbiweHne Afl
Z0 150/100 Mm PT.CT. Ha PpOHE NPEXXHEN TMNOTEH3NBHON Te-
panuw. Mo gaHHbIM 1abopaTOPHbIX METOAOB NCCNIE[OBAHMS,
npoBeAeHHbIx B uione 2020 r., Habnoaanocb N30MpoBaH-
HOe [ByKpaTHOE MOBbILIEeH/Ee HoOpMeTaHedpUHa B CYyTOUHON
Moue o 872,8 Mkr/cyT (35,0-445,0), NOBbILIEHHbIN YPOBEHb
HOpMeTaHebpUHa pacLeHEH KakK HAXOXAeHWe [aHHOro
rnokasaTeniAa B npefeniax «Cepow 30Hbl». BBNAy oTcyTCcTBUA
BTOPUYHbIX 06pa30BaHMI B OPIOLLHOM NOIOCTY MO AaHHbIM
MCKT OBl y6eanTenbHbIX faHHbIX B MOMb3Y Hannuna xpo-
MadbUHHOI ONyXonu He nosiyyeHo. K runoteH3nBHoOM Tepa-
Ny Lo6aBeH JOKCA303MH 4 Mr/CyT.

CocTosHMe naumeHTa yxyawuaocs B aerycte 2021 r. no-
CJle NepeHeCceHHOM KOPOHaBUPYCHONM NHpeKLUN, Koraa nos-
BUJIMCb BblpaXkeHHas 001Las cfiabocTb, APOXb B HOrax, MoBbI-
weHue ypoBHA ALl fo 150/100 MM PT.CT. 1 YPOBHSA MUKEMUN.

PucyHok 2. MCKT opraHoB 6ptoLHOM NONOCTY NaLmeHTa, nioHb 2022 .
(cTpenkamu 0603HauYeHo runepBackynsapHoe obbemHoe obpasoBaHyie 3abPOLINHHO CleBa Ha yposHe L1).
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MHorokpatHo nposoaunacb KOppeKkumsa KapamoTpOMHOM
N caxapocHmXatowwein Tepanun. B mae 2022 r. B cBA3M C fe-
KOMMeHcaluuen yrneBogHOro obmeHa nauueHT 6bi1 nepese-
[eH Ha 6a31Cc-60MI0CHYI0 UHCYIMHOTEPaNMI0 C OTMEHOW Ta-
6NETNPOBAHHbBIX CAXapPOCHWKALLMX MPENapaToB.

3a nepuog ¢ 2020 r. no man 2022 r. nauneHTy HeOAHO-
KpaTHO BbinonHsanace MCKT OBl u 3abpiolumMHHOrO npo-
CTpaHCcTBa 0€3 KOHTPACTHOTO YCUNeHMA — Ob6beMHble
06pa3oBaHuA He 6binK BbiABMEHDI. [0 gaHHbIM nabopaTtop-
HbIX METOLOB MccnenoBaHua, B mae 2022 r. coxpaHAanca no-
BbILLEHHbI YPOBEHb HOpMeTaHedprHa B CYTOYHON Moue
10 996,3 mKr/cyT (35,0-445,0) npy HOpManbHbIX NOKa3saTe-
NAX YPOBHA MeTaHedppuHa.

B uioHe 2022 r. naumeHT NOBTOPHO rOCNUTANN3MPOBaAH
B JHAOKPWHOMIOrMYECKoe oTfeneHue ana obcnegoBaHus
N KOoppeKkunn caxapocHmxawlen Tepanuu. B cBasm c co-
XPAHALWMMCA MOBbLILLEHHBIM YPOBHEM HOpMeTaHedpriHa
B CYTOYHOM MouYe MaumeHTy 6bina BbinonHeHa MCKT OBl
C KOHTPACTHbIM ycuneHuem. 1o gaHHbIM UHCTPYMEHTab-
HOFO MCCNefoBaHMsA, 3abPIOWIHHO CleBa, Ha ypoBHe L1,
onpepenseTca rmnepBackynapHoe obbemHOe 06pa3oBaHue
pasmepamun 7,5%4,5%5,8 cm, HEroMOreHHON CTPYKTYpbl, Be-
POATHO, 33 CUYET YUYACTKOB HEKPO3a; K 06pa3oBaHUI0 TeCHO
noanasaH XBOCT NOMMXeNYAOUYHOW XeJie3bl U1 OCHOBaHMe Je-
BOV MOACHWYHO-NOAB3AOLWHOM Mbiwubl (puc. 2). C yueTom
aHamMHe3a AmarHocTMpoBaH peunaus [ 3annaHuMpoBaHO
onepaTMBHOE fleyeHne 06beMHOro 0bpas3oBaHuA 3abptoLu-
MHHOro npocTpaHcTBa. C uenblo npegonepaurioHHON Noa-
rOTOBKM MaLMeHT NPOAOSKa Npuem 0KCa3o3mnHa 4 Mr/cyT.

B vioHe 2022 r. BbINONHEHO OnepaTMBHOE BMellaTeslb-
CTBO — flombonanapoTomna € yganeHnem 3abpioluMHHON
ONyXoNu C/IeBa, pe3eKUma XBOCTa NOAXKENYAOUHON »Kenesbl.
Ha pucyHke 3 npegctaBneH makponpenapart I

MocneonepaunoHHbIA Nepuog NpoTekan 6e3 OocCox-
HeHun. B paHHem nocneonepayoOHHOM nepuoge YpoBeHb
Al — B npepenax 120/70 MM PT.CT. ypOBEHb FMMKEMUN —
6—7 MMOnb/n.

Mo paHHbIM MOCneonepauuoHHOro MaTosIoroaHaTo-
MMYECKOro WCCNefoBaHUA OMnepauuoHHOro MaTtepuana,
onyxonb Xapaktepusyetca Andoy3HbIM POCTOM, KIETKU
¢ aMOUPUNBHON LUTOMNNIA3MON, TMNEPXPOMHBIMU AAPaMU,
YMEPEHHO BbIPaXXeHHOW K/IETOYHON M AJEePHOW aTunuen
(puc. 4A). BcTpeuatoTca nmatonorvyeckMe mutosbl. B ony-
XONV ONpeaensaioTcad KPOBOU3NUAHNSA, oYarn HeKpo3a, du-
6po3a M rManrMHoO3a, MUKCOMAHONW AereHepauum CTPOMBbI,
cKonneHms MakpodaroB ¢ OToXKeHnem Gyporo nmMrmeHTa.
OnpegensioTcs onyxonesble SMOOJbl B IMMpATUUECKNX CO-

PucyHok 3. Makponpenapat yaaneHHow [, noHb 2022 .

cypax. Onyxonb BpacTaeT B COOCTBEHHYIO MCEBAOKAMNCYIY,
UHOUNBTPUPYET OKPYXKAIOLLYIO XUPOBYIO KNETYATKY U TKaHb
npunexawen nogkenyaoyHomn »enesbl. MNpn nposegeHnmn
UMMYHOTUCTOXUMUYECKOrO NCCNefOoBaHUA OnepaLnoHHOro
MaTepuriana BblfiBfIeHa BblpaXeHHaA MO3MTMBHaA peakums
¢ XpA (puc. 4b) n cHanTodusHOM, UHAEKC NponrdepaTns-
HOW akTMBHOCTK Ki67 B «ropAaunx Touykax» — go 7%. Mop-
donornyeckas KapTvHa COOTBETCTBYET 3/10KaYeCTBEHHOM
Mr, pT3NxMx.

Yepes 3 mecAua nocne onepaTtmBHOroO fieyeHnsa y nayu-
€HTa COXpaHsAacb BblpaXkeHHaA 06wWas cabocTb, APOXKb
B HOFax, LWATKOCTb Npu xoabbe. YpoBeHb rukeMun — B npe-
fJenax 5-8 mmonb/n, yposeHb Al — po 140/90 mm pT.CT.
Ha NpeXxHen Tepannn.

Mpy KOHTpONbHOM OGCNeloBaHNMM B ceHTAbpe 2022 r.,
no gaHHbiM MCKT opraHoB rpygHon knetku (OI'K), OBl v op-
raHoB manoro Tasza (OMT) ¢ KOHTPaCTHbIM YCUNEHWEM, Bbl-
ABNEHbl MHOXECTBEHHbIE rMNepBacKyNApHble ovarn BAOMb
NINCTKOB OPIOLLNHDBI, B 3a0OPIOLLIMHHOM KneTyaTke, napasep-
TeOpanbHbIX MATKUX TKaHAX CieBa, a TaKXe rurnepBacKy-
nApHoe obpa3oBaHMe MO BEPXHEMY Kpalo Tena Momxeny-
JOYHOW Xenesbl; B OpraHax rpyaHon KneTky n manoro Tasa

PucyHok 4. Mopdonorunueckoe (prcyHOK A, KNeTKy ¢ amGrpribHON LUTOMNIA3MON, FTMMEPXPOMHBIMM AAPaMU, yMEPEHHO BblPaXXeHHOI KIIETOUHOW 1
AfEPHON aTUNMei) U IMMYHOFMCTOXMMMYECKOe (PUCYHOK B, Mo3uTrBHaA peakums ¢ XxpoMorpaHuHoM A) nccnefjoBaHNA onepaLyioHHOro matepuana.
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6e3 natonoruu. B nnasme KpoBw BbISIBNEHO M30/IMPOBAHHOE
NoBblleHNEe HopMeTaHedpuHa Ao 575 nr/mn (meHee 160).
Takrm o6pa3om, NOATBEPXKAEHO MpPOrpeccrpoBaHre 3abo-
neBaHuA B Brge GOPMUPOBAHUS MHOMXECTBEHHbIX VMIJIAH-
TaLWOHHbIX METAaCTa30B Mo OplolMHe (KaHLepoMaTo3).

C yuyeToM AMArHOCTUPOBAHHOIO MPOrPeccHpyHoLLero Te-
yeHua NI, NOABNEHNA MHOXECTBEHHbBIX UMMIAHTALMOHHbIX
METaCTa30B Mo HPIOLLNHE 1 HEOBXOAMMOCTU ONpeaeeHns
ONTUMAJIBHOTO PeXrMa NPOTUBOOMYXOJIEBON Tepanmm na-
LMEHTY OblIO NMPOBEAEHO MOJEKYIIAPHO-TEHETNYECKOE UC-
cfiefjoBaHue. BbINOMHEHO MOJIHOE CEKBEHMPOBAHME 3K30-
Ma METOAOM MAcCOBOrO MapasfiefibHOro CEKBEHUPOBaHUSA
(NGS) Ha nnatdopme lllumina, cpenHaa rnybuHa MOKpbI-
™A — 141X, NPOLEHT LeNieBbIX HYKNeoTMaoB ¢ 3ddeKTus-
HbIM MOKpbITUEM >10x — 99%. BapuaHTbl, 06bsACHAIOLWYME
npuunHy 3aboneBaHMs Ha MONEKYISPHO-TEHETUYECKOM
YPOBHe, He OBHapYKeHbl.

MpuHYMaa BO BHMMaHME MPOrpeccupyiollee TeyeHue
3aboneBaHusa, ¢ oKTAGPA 2022 r. NaumeHTy NpPOBOAMIIOCH
KOMOVHUPOBaHHOE MPOTUBOOMYXONIEBOE JIeUeHre Mo Cxe-
me: Temo3zonomug 150 mr/m? BHYTpb B 1-5 OHW B Kaxgble
28 pHen pnutenbHo + OkTpeoTtug [eno 30 mr B/mM Kaxpable

28 pHen pantenbHo. lNo pe3ynbTatam KOHTPOSbHbIX BU3ya-
NU3MPYIOLWNX UCCNIefoBaHMIA Habnoganach ctabunmnsayms
OnyXoneBoro npouecca, ¢ HoAbpa 2023-ro — MepJieHHas
oTpuuaTtenbHaa AnHamuKa B Buge Recist1.1 — He3Haummoro
yBenuMyeHus 60MbLINHCTBA BTOPUYHBIX OYaros.

Mo pe3synbtatam KoHTponbHon MCKT B dpeBpane 2024 .
OTMEUYEHO COXpaHeHWe OoTpuuaTeNlbHOM AVHAMUKN B BuAe
JanbHenwero yseanyeHnsa pasmepoB BCeX BTOPUYHbIX O4a-
roB B JIOXe yAaNIeHHOro HafMoOYeYHKa, a TakKe NoABNeHNA
HoBbIx MTC. B mapTe 2024 r. npoBefeHa KoppeKLuusa cncTem-
HOW NPOTUBOOMYXOSIEBOW Tepanuun: Ha3HayeHa TapreTHas
Tepanusi HU3KOMOJIEKYNIAPHBIM MYJIbTUKMHA3HbIM MHIMou-
TOPOM CYHUTUHMOOM B fo3e 37,5 Mr/cyT, yBenvyeHa Aosa
NPOJSIOHIMPOBAHHOIO aHasiora comatoctaTnHa: OKTpeoTua
Heno 40 mr B/m 1 pa3 B 28 gHenn.

Mo paHHbIM KOHTponbHOM MCKT B utone 2024 1. (puc. 5),
COXpaHATCA MHOXecTBeHHble MTC no KoHTypy Amadpar-
Mbl, MOSAAICHNYHBIX MbILLL}, A0PTbl U 3afHEN CTEHKU OPIOLWHON
MOMOCTU: MO KOHTYPY NEBOW HOXKU AradparMbl Ha YPOBHE
MEXMO03BOHKOBOro otBepcTusiTh11-12 paamepom 16x27 mm,
BOOMb NEBOV HOXKM Avadparmbl pasmepamu 68x32 mw,
Mo KOHTYPY cefie3eHoYHoW apTepumn pasmepamn 20x20 mm

PucyHok 5. MCKT opraHoB 6ptoLwHOM Nonoct B vione 2024 r: MHOXeCTBeHHble uMmnnaHTaumoHHble MTC M no KOHTYpY Anadparmbl, MOACHUYHbBIX MbILLL,
aopTbl 1 3afjHel CTEHKM GPIOLIHON NONOCTU.
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1 17x12 MM, MO 3agHEN CTEHKE OPIOLLIHON MOJIOCTU KOHTJIO-
MepaT 06pa3oBaHU pasmepom A0 45x32 Mm (41x28 mm),
pPAQOM ouyary MeHbLuero pasmepa, 4o 37 MM, napaaopranb-
HO cfieBa pasmepom A0 33x31 MM, MO KOHTYPY MOACHUYHbIX
MbllL 0 15 MM — OTMeuvaeTcA Hepe3Koe yBennyeHne ova-
roB B pa3mepax. Takxe onpeaenaiTca BTOPUYHOE OKpyrinoe
06pa3oBaHVe Mo KOHTYPY BOCXOAALEN 06040UHON KMLLKK
pasmepamn 17x14 MM 1 OoCTeonuTMyeckoe obpasoBaHue
CO CK/IepO3MPOBAHHBbIMWN KOHTYpamu pasmepamu 8x9 mMm
B Oyrpe neBoi cefjanuLHON KOCTU onpepenseTca. Takum
06pa3om, NoATBEPKOEHO AaNbHelwee MeNEHHO Nporpec-
cupyioliee TeueHe 3aboneBaHus.

OBCYXXAEHUE

AT BcTpeuaetca y 90-100% nauneHToB ¢ peoxpomoLim-
Tomow [17, 18]. B npenctaBneHHOM HaMy KINUHUYECKOM CI1y-
yae y naumeHTa C. B KapTuHe 3aboneBaHnA NpeBanmpoBana
3/10KauyeCTBEHHaA rMNepTeH3nA, NPMBEALIAA K TAXKENbIM CO-
cyancTbim ocnioxkHeHusam, OHMK, a Hannune obpasoBaHus
B 3a0PIOLWMHHOM NPOCTPAHCTBE MO3BOUIIO NPEANONOXKUTb
BTOpMYHyto Al, KOTOpaa He Oblna BOBpeMs 3anofo3peHa,
N He MPOBOAWNCA AUATHOCTUYECKMI MOUCK ee MPUYMH,
YTO B pe3ynibTaTe NPMBENIO K SKCTPEHHOMY OMnepaTUBHOMY
BMeluaTenbCcTBy. B xoge xmpypruyeckoro neveHus B 2017 r.
06pa3oBaHue, BbiABNeHHOe npu npoeegeHnn MCKT OB,
He OblNO yAaneHo U3-3a Pa3BUBLLErOCA MACCMBHOIO KpoO-
BOTEUEHUS, YTO MOBJEKIIO 3a CO60M B MocneayoLme rogpl
BO30OHOBJIEHME KPN3OBOIrO TeUEHWNsi apTepuanbHOn runep-
TEH3UW, PE3NCTEHTHOM K M’MMOTEH3VUBHOW Tepanuun.

B maHHOM KnnHn4yeckom cnyyae NI nmeeT peuynansupy-
oL ee TEYEHME N peanm3oBana MeTacTaTUYyecknin notTeHyman
¢ bopMUPOBaAHNEM KaHLIEpOMATO3a 1 KOCTHOrO MeTacTasu-
poBaHuA. 1o gaHHbIM pAga UCccnefoBaHNn, 4O HACTOALLEro
BPEMEHM He BbIAABIEHO [OCTOBEPHbIX KANHWUYECKUX, MO-
NEKYNAPHO-TeHETUYECKNX WM VHbIX NPEANKTOPOB, a TakK-
e MPOrHOCTUYECKMX WKan ANns MPOorHo3MpoBaHUsA ¢akTa
MeTacTas3npoBaHuA. Bce nmaumeHntol ¢ OXU/MI nopnexar
anutenibHoMmy HabniogeHuio. CornacHo pekomeHgaumam Es-
ponenckoro obLecTBa SHAOKPUHOJIOrOB MO KINHUYECKOW
NPaKTUKe AONrOCPOYHOro HabnoAeHUs 3a MauveHTaMmu,
onepupoBaHHbiMn o nosogy OXL vnu Ml, Bce nayueHTb
¢ anarHozom OXLL n M gomKkHbI HAXOAUTLCA Mog, Habnio-
OeHnem He meHee 10 neT, a eC/IM NPUCYTCTBYIOT KpUTEprmn
BbICOKOIO pu1cKa (Monofoi Bo3pacT, HacieACTBEHHOe 3a60-
nesaHwue, 6onbluas onyxosb 1 Hanuuue M) — NoXXU3HeH-
HO [31]. TeM He MeHee 60/bLINHCTBO SKCNEPTOB ONPeAENAoT
pa3mep OMyxoneBoro y3fa Kak OfiH 13 BbICOKOBEPOATHbIX
baKTOpPOB arpeccnBHONO KIMHUYECKOTO TEYEHUS OMyXOmu
M yKa3blBalOT, UTO KaK MOXHO bonee paHHee AMarHOCTUpO-
BaHne OXLU/TII n pagnkanbHOe XUPYpPruyeckoe neyeHue
CNOCO6CTBYIOT MOBbILIEHNIO 00LWel 1 6e3peurauBHON Bbl-
XKMBAEMOCTM, XOTA U HE rapaHTUpPYeT MOSHOTO M3NeUYeHus.
BaXKHO OTMeTUTb, YTO CBOEBPEMEHHaA AWarHoCTMKa N Xu-
pypruuyeckoe neueHuve 3abptowmHHon NIy gaHHoro nauw-
€HTa MO NPefOTBPATUTb PA3BUTME TAKUX OCIOXHEHWIA,
kak OHMK no runepToHMYeCcKomy Tuny, NapoKCM3MasbHYIO
bopmy pubpunnaumm npegcepauin, Taxenoe tedeHue CA.

Mo paHHbIM CUCTEMATUYECKOro 0630pa, obuias yactoTa
peumanBoB XpomadrHHbIX onyxonen coctasuna 0,98 cny-
yaa Ha 100 uenoBeKo-neT, CiefoBaTeNibHO, PUCK peuranBsa
nocse NOSTHON pe3eKLn paHee HegooueHnBancaA [24]. B me-
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TaaHanuse 13 nccnefoBaHUM cpeaHee BpeMa 4O peunarea
COCTaBWIO NPUGNM3NTENbLHO 4 roga [25]. Peunane B faHHOM
KNUHNYECKOM CJlyyae, BepOATHEE BCEro, BO3HMK yXKe CNyCTA
6 MecALEeB NMoce XMPYPruyeckoro neveHns, Korga naymeHT
oTmeuyan nosbiweHne Al no 150/100 MM PT.CT. Ha NPEeXHeN
TMNOTEH3MBHOWN TEpanuu, B CYyTOYHON MoYe Habnoganocb
M30/IMPOBaHHOE MOBbILLEHME HOPMeTaHe(pPUHOB, COXPaHs-
nacb NOTPeOHOCTb B NPUEME CaxapOCHUXKAKOLLEN Tepanuu,
O[HaKO MOATBEPXKAEH OblT CryCTA 2 rofa, B uioHe 2022 T.

HdaHHble nocneonepaumMoHHOro  naTtosioroaHaToMuYe-
ckoro n UMX mnccnepoBaHmA yganeHHOro obpasoBaHuMs Co-
otBetcTBOBanu NI ¢ MHBa3nen B NOMKENYQOUHYIO »Kenesy.
B 10-40% cnyyaeB xpomadduHHbIE OMYXONN OKa3bIBAKTCA
3/710KayecTBeHHbIMU [26]. o cpaBHeHuio ¢ OXLL NI nmetoT pas-
HOObpa3Hble KNMHUYECKUE NPOABNIEHMS 1 BbICOKUIA YPOBEHb
ManurHmnsauum [27]. 3BecTHO, uTo pakTopaMm pucka metac-
Ta3MpPOBaHNA 1 MPOrHOCTUYECKY HEOMAronpUATHOrO UCxoaa
ABNAIOTCA: pa3Mep NepBUYHON onyxonu (=5 cm), BHeHaano-
YeyH1KOoBadA NoKanusauusa 1 Hannume nHeasunm [28-30].

B KnuHuueckon npaktnke anarHoctnka OXL/MT ocTaetcs
CNOXHOW. BaxkHyto pofib BHE 3aBUCMMOCTW OT NoKanm3sauum
UrpaeT BbISBIEHME YPOBHA MeTaHeppPMHOB U HOpMeTaHed-
PUHOB B MNfia3mMe KpoBY W/Unun B CyTOUHOW Moue [32-34]. Og-
HAKO NyYLIMM GUOXMMUYECKMM MeToaoM auarHocTuiku OXL/
I aBnAeTca onpeneneHne cBOOOAHbIX METaHEGPUHOB U HOP-
MeTaHepPUHOB B Myla3me KPOBM C YyBCTBUTENIbHOCTBIO OT 92
o 100% wn cneunduruHocTtbio ot 80 go 100% [35, 36]. MoBbi-
LUEHHBI YPOBEHb afipeHanunHa HabniopaeTcs Tonbko npu OXL,
B TO BPeMs KaK ypOBEHb HOPaZpeHanHa MOXeT ObITb NOBbI-
weH Kak B ®XL, Tak n B Ml [37]. N3onnpoBaHHOE NOBbILLEHWE
YPOBHA HOpMeTaHebPVHOB MNOATBEPKAAET BHEHAAMOUEY-
HMKOBYIO nokanusauuio H3O [38]. B coMmHUTeNbHbIX Cryyasx
LenecoobpasHo onpenensTb KOHUeHTpauuio XpA B KpoBY,
KoTopas noBsbllleHa Y 86% nauueHToB ¢ xpomadduHHOM ony-
XOJbl0. ITOT MOKa3aTeslb YacTo UCMOMb3YIOT NPU BEAEHUN Na-
LMeHTOB co 3noKayectBeHHor OXL/TIT kak Mapkep Hanmuums
Onyxonu 1 NPOrpeccrpoBaHms 3aboneBaHnsA. KoHLeHTpaLms
XpA >225 Hr/mn COOTBETCTBYET MOJIOKUTENbHOMY pe3yrbTa-
Ty. CneunduyHOCTb MeToAa B OTHOLLEHNM XpomaddUHHBIX
onyxonen pocturaet 89%, 4yBCTBUTENbHOCTL — 87% [39].
B Hawem KnuHnyeckom ciyyae yposeHb XpA B KPOBM He onpe-
Jenancsa, a HopagpeHanuHcekpetupytowas NI BHeHagnoueu-
HMKOBOW NOKanu3auuy npoTeKana B COYETaHUM C BbICOKUM
cofiepKaHeM PEHWHA B NJ1a3me, KOTOPOe MOXKET ObITb 0ObsAC-
HEHO BO3[eNCTBMEM KaTeXoNaMMHOB Ha (31-agpeHopelenTo-
pbl IOKCTarNIOMepPyNAPHOro annapara NoYKkM ¢ nocneayoLwmnm
BbICBOOOXKAEHVIEM PEHVHA 1 aKTUBALEN PEHVH-aHTMOTEH3MH
anbJOCTEPOHOBON CUCTEMbI. Kpome TOro, NOBbILLEHWE PEHNHA
MOXeET ObITb OBYC/IOBNIEHO CHABMEHMEM MOUYEYHOWN apTepum
OMyXOJbio, PACMONIOXEHHON aHaTOMUYeCKn 65m3Kko. B otaenb-
HbIX paboTax UMEIOTCA YKa3aHWsi Ha HOPMallbHbI/i PEHUHOBBIN
cTaTyc y 605bHbIX C HagnoveuHukosbimy OXL, [40].

UMX wnccnepoBaHve aABnseTcA 06s3aTesibHbIM UHCTPY-
MEHTOM 71l NPaBUbHOTO AnddepeHLanbHOro anarHosa.
Haunbonee BaxkHbIMU MapKepamMu 41 NOCTAaHOBKM AMArHo3a
OXL/NT asnaoTca XpA n S100. Pesynbtatel IFX nccneposa-
HWA OMyXONEBbIX KNETOK NauueHTa NPoAeMOHCTPUPOBanMY,
yTo MopdoNormyeckas KapTuHa 1 MMMyHOGEHOTUM OnyXo-
neBbIX KNeTok cooTBeTcTBY0T I cHanTodu3smH, XpA, S-100
(nopoepxunBatoLue KNeTkn) — NONOKUTENbHAA peaKkUums.

B nutepatype HemHOro onmcaHo cny4vaeB pa3sutma C[
y nayueHToB ¢ M. Y 10-40% 605nbHbIX C XpomaddUHHbIMY
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OMnyxonsMU  HabNIOAAnoCb  HapylleHne  TONEepPaHTHOCTU
K [II0OKO3€e M MapOoKCM3MalibHaA rMnepriimkemMmnsa BO Bpems
rMNepTeH3NBHOIO NpucTyna, y 10-29% 6onbHbix — CJ [41].
OyHKUMOHaNbHblE TOPMOHaNbHbIE HAPYLLEHWSA, BKIOYaa an-
abert, moryT Bo3HuKaTb npm I, Ho pexe, uem npu OXL [42].
AppeHanuH-cekpeTmpytowme OXL ¢ 6onbluen BepoATHO-
CTbto BbI3biBalOT CJ] 3a cYeT NpenmMyLLeCcTBEHHOIO CPOACTBA
K [-agpeHopeuenTopam, YTO CBA3AHHO C OCOGEHHOCTbHIO
dusmonornyecknx 3¢HeKToB afpeHanuHa, KoTopbii BANSET
Ha a2, B1 n 2 agpeHopeLenTopbl, TOrda Kak HopaapeHanunH
BNMAET TONbKO Ha al n a2-aagpeHopeuenTopbl. beta-agpeHo-
peuenTopbl CTUMYNUPYIOT [IIOKOHEOreHes, a a2-agpeHope-
LienTopbl YMEHbLUIAKT BbICBOOOXKAEHNE UHCYSIMHA, YTO MOXET
BHOCWTb 3HAUUTENbHbIN BKNAA B rMNEPrivNKeMMIo, CBA3AHHYIO
c OXL| [43, 44]. icxogHO O6HAPYKEHHDbIE Y NauyeHTa Hapy-
WeHVA YrneBOLHOrO OOMEHa NpeTeprnenun CyLeCTBEHHYHO
MOMNIOXKMTESIbHYIO AVUHAMUKY MOCNe yAaaneHus HoBoobpaso-
BaHWA, B BUAE CHVPKEHUA MOTPeOHOCTM B MpUeme caxapo-
CHMXKaloWwmx npenapatoB. OgHaKoO B AaHHOM KIMHNYECKOM
CJlyyae CJIOXHO npoBecTu AnddepeHUnanbHYI0 ANarHOCTUKY
mexgy C1 2 Tuna n sTopruHbim CJ1 Ha doHe OXLI/MT. Y nauyu-
€HTa He OTAroLLeHa HaCIeCTBEHHOCTb, OTCYTCTBYET abgomu-
HanbHoe oXxupeHre 1 febiot C[] coBnagaeT C KNMHUYECKNMU
NPOABNEHUAMN FOPMOHasIbHOM aKTUBHOCTMW OMNYXOJH, B TO Xe
BPEMs BbICOKasA NOTPEOHOCTb B CaXxapOCHUXAOLLUX Npenapa-
Tax CTaBUT NMof COMHeHe anarHos: «BtopuuHbin CL] Ha ¢oHe
SHAOKPUHOMATWM UM MMEET MEeCTO COUETaHHbIN reHe3».
CnctemHoe neyeHme MTC OXU/MT BkAoyaoT Xupypru-
yecKme BMeLIATeNbCTBa, KOTOPbIe Yalle UMEIT LUTOpeayK-
TUBHbIA XapaKTep, paguoHyknuaHyto Tepanuio (1311-MIBG,
177Lu-DOTA), xummnoTepanuio, yyeByto Tepanuio n Tepmum-
yeckyto abnsaumio. OfHAaKO [0 CUX MOP He CyLIeCcTBYeT Kak
BbICOKO(PEKTMBHbIX METOOB, 06ECNEUNBAIOLLMX BbICOKYIO
YacToTy O6BEKTVBHOIO OTBETA Y GOMbLUIMHCTBA MALMEHTOB,
TaK 1 eAnHOro anropuTtma Bblbopa Tepanun MTC OXL/IT.
Mpwu Hepe3ekTabenbHOM, GbICTPO Nporpeccupytowwein OX/Mr
Hanbosiee 4acTo MPUMEHSIEMOWN CXEMOW JIeKapCTBEHHOM
Tepanuu ABNAETCA KOMOVHALMA UX TPeX LUTOCTaTUYECKNX
npenapaTtoB — UuKnodochammaa, BUHKPUCTHA U AaKap-
6a3uHa (CVD). laHHaA cxema neyeHuna ABNAeTCA Hanbonee
ONUTENIbHO MPYMEHAEMON U, MO AaHHbIM HebonbLnx, npe-
UMYLLECTBEHHO PETPOCMNEKTUBHBIX UCCIEOBaHUN, MO3BO-
nAeT JOCTUYb OOBEKTUBHOIO OTBETa Ha neyeHne y 40-60%
nauneHToB. [lJaHHbIN pPeXnM 0bnagaeT TOKCMUYHOCTbBIO, MPo-
ABNAOWENCA HENTPONeHnern, nepudepryeckon Henpona-
TMEN 1 racTPOVHTECTUHANBbHOWM TOKCUYHOCTbIO. B KauecTBe
anbTepHATMBHOM CXeMbl Tepanuu, XapakTepusyloLlenca
MEHbLLUEN TOKCUYHOCTbIO, MOXET ObITb PAacCMOTPEHO MpU-
MEHeHue ankunvpymllLlero npenapata Temosonomnga, Ko-
TOPbI CUMTAETCA NEepPOpPasIbHbIM «aHANOroM» AakapbasnHa.
Temo3zonomng MoXeT NPUMEHATLCA Kak B MOHOPEXNME, TaK
M B KOMOWHaUMM C APYrMMU MPOTMBOOMYXONEBLIMU Mpe-
napatamu. Takxe npu nporpeccupytowem TeyeHun MTC
OXL/NTI moxeT 6bITb UCMOMIb30BaHa TapreTHas Tepanus.
TapreTtHas tepanua OXL/MNI npenapatom CyHUTUHUG, KO-
TOpPbI NpeAcTaBsaeT cO60M HM3KOMOJEKYNAPHbIA UHTNOK-
TOP Pa3NNYHbIX TUPO3UHKUHA3, YYaCTBYIOLWUX B NpoLeccax
pOCTa OMyx0neBow KNEeTKX 1 NaTONIOrMYeCKoro aHrmoreHesa.
OCHOBHbIMU MULLEHAMYN CYHUTUHMOA ABASIOTCA peLenTopsl
¢dakTopa pocta TpomboumToB (PDGFR), peuenTopbl pakTopa
pocta aHgoTenua (VEGFR-1, VEGFR-2 n VEGFR-3), peuenTo-
pbl paKTopa CTBOJIOBbLIX MONUMNOTEHTHBIX KNeTok (KIT). ApTe-
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puasnbHasa runepTeH3us ABNAETCA Hanbosee YacTbiM Nobou-
HbIM 3pdeKToM CyHUTMHUOA. MNpenapaT MoXHO H6e3onacHo
npumeHATb y naumeHToB ¢ OXL n cekpetopHon MMl Tonbko
npwW yCNOBUMN afleKBAaTHOW KOPPEKLUMY aHTUTMNEPTEH3MBHbI-
MU cpeacTBamm (anbda- u beTa-aapeHepruyeckasn 61okaga)
undp apTepranbHOro AaBneHs.

C yueToM TSXKECTV COCTOAHUS, MHOXECTBEHHbIX OCJIOX-
HeHU HopappeHanuH-cekpeTupytowern MTC T, Bknoyas
pe3ncTeHTHYIo0 Al, neyeHye naymeHTa B HaleM KIMHMYECKOM
cryyae 6bi10 HavyaTto ¢ Temo3onommaa B KOMOUHALMY C NPO-
JTOHIMPOBaHHbBIM aHaJIOrom coMaTocTaTnHa. Ha poHe naHHOM
Tepanuu B TeueHune 12 mecsues Habnoganacb Ctabunmsauns
OnyxoneBoro npotecca. B cBA3mM ¢ nporpeccupoBaHriemM 3a-
6oneBaHUs, KOTOPOe MOXeT OblTb 06ycnoBneHO GbopMKpPO-
BaHMEM JIeKapCTBEHHOW PE3VCTEHTHOCTU U, COOTBETCTBEH-
HO, CHVDKEHMEM YYBCTBUTEIBHOCTU K Temo3onomuy, cxema
Tepanuu 6bina n3meHeHa. OfgHako Ha ¢oHe neyeHust CyHU-
TUHMOOM OOBEKTUBHBIN OTBET HE MOJyYeH A0 HACTOALLEro
BpemMeHU. PeluaeTcss BOMPOC O BO3MOXHOCTA MPOBEAEHNA
nenTua-peLenTopHON pagroHYKANAHOM Tepanunn.

3AKNIOYEHUE

OXLU/MNI npoasnAlTca Kak npasuno taxenon Al u Tpe-
Oyl0T CBOEBPEMEHHON AMArHOCTUKMA M3-3a MOTEHLUANIbHO
Cepbe3HbIX CepAeUYHO-COCYANCTbIX OCIIOKHEHWUI, YIPOXKato-
WMUX XKM3HU MALMEHTOB. B npeacTaBneHHOM KIUHUYECKOM
cnyuyae NI npoTekana nop Mackow rMnepToHUYeckon 6o-
ne3nu, CJl, HapyLweHni puTMa cepaua 1 He 6bina BoBpems
[AMarHoCTMPOBAHA, YTO MPUBESIO K TAXKESbIM NOCIeACTBUAM,
Bkntoyas OHMK. Bce 370 AeMOHCTprpyeT Heo6xoanMoCTb
BO BCEX CJlyyasx 3/10KavecTBeHHoM Al, 0cO6eHHO B KOMOU-
HaLMK C HapYLLUEHMAMM YTIeBOAHOIro 0OMeHa 1 pyTMa cepa-
ua, BepuduuMpoBaTb AmMarHo3 xpomaddUHHON onyxonu,
HeCMOTpA Ha UX pefKylo BCTPeYaemMoCTb I MHOroobpasue
KIIMHUYECKUX NPOABIIEHWI.

PapnkanbHoe xupyprudeckoe neueHne OXLY/MT He saBna-
€TCA 3aJI0TOM M3/1IeYeHnsl, Tak KaK [JaHHbIE OMyXONiM MMEIoT
3/T0KQUYeCTBEHHBIN NMOTEHLMAN, MOTYT PeLAVBAPOBATL W/Mnn
MeTacTa3upoBaTtb. Bcem naumentam ¢ OXL/MNI nocne xupypru-
YecKoro NieyeHnsi HeobXoarMO [SINTENIbHOE, BO3MOXHO, MO-
XM3HEHHOE AMHaMMYecKoe HabmogeHue ¢ perynsapHbimM 6uo-
XVIMUYECKUM 1 BU3YaNU3UPYIOLLIMM 06CeJOBaHNEM.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢uHaHcmpoBaHmMA. PaboTta BbiNosHEHa Mo MHMLUMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCUPOBaHN.

KoH}nuKT nHTepecoB. ABTOpPbI AEKNapupYOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

YyacTne aBTOpOB. Bce aBTOPbI BHEC/IM CYLLECTBEHHbIN BKaA B KOH-
Lienumio 1 An3aiiH ccnefjoBaHNs, B NoayyeHue 1 HTepnpeTaLmio pesysb-
TaToB. Bce aBTOpbI yyacTBOBanu B HanuWcaHUW CTaTbW WM BHECSIU B PY-
KOMWCb CYLECTBEHHbIE MPABKM C LieSibio MOBbILUEHNA HAyYHOW LIEHHOCTN
cTaTbu. Bce aBTOpBI 0f06pUNUN GUHANBbHYIO BEepCUio CTaTby Neped nybnu-
KaLmell, BbIpa3uny cornacvie HecTy OTBETCTBEHHOCTb 3a BCe acreKTbl pa-
60Tbl, NofpasyMeBaloLLylo HapsieXxallee N3yyeHne 1 peLueHrie BOMpocos,
CBA3aHHbIX C TOYHOCTbIO UM OBPOCOBECTHOCTbIO NOHOI YacT PaboThI.

Cornacue naumeHTa. MayneHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOe corylacue Ha nybamKaLuio nepcoHanbHON MegULMHCKON MHpopMa-
Lmm B 06e3nnyeHHon popme B >KypHane «DHAOKPUHHAA XMPYPrus».
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