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OEOXPOMOLIUTOMbBI U MAPATAHINIMOMDI Y BOJIbHbIX C BPOXXAEHHbIMU .
Updates

MOPOKAMM CEPALA

© B.1O. boxaH', T.tO. laHunos?, M.P. Tampa3zoBa'*, M.M. labpaga’, A.A. *Kynukos', A.P. LUnH', A.M. Munxannoga'

'OIBY «HaumoHanbHbIN MeAULIMHCKIIA NCCNEROBATENBCKUI LEHTP oHKonornm um. H.H. BnoxuHa» MunHsgpasa Poccun,
MockBa, Poccus
2QrbY «HMUL, CCX um. A.H. bakynesa» Mun3sgpasa Poccum, Mocksa, Poccua

Koppensauna deoxpomouutom/naparavrnvom (OEOQ/MI) 1 umaHoTMYECKUX BPOXKAEHHbIX MOPOKOB CepALa BCTpeyaeTca
peqnkKo, HO He ABNAETCA ciyvanHol. iccnegoBaHua nokasbiBatoT, uto pa3sutre GEO/MIMT y Takmx nayMeHTOB MOXeT 06bAc-
HATbCA XPOHUYECKON MMMOKCUEN, HapyLleHUAMY B paboTe CUMNaTNYeCckoln HePBHOW CUCTEMbI M BO3MOXKHOW reHeTUYeCKon
npeapacnonoXeHHOCTbo. 3T GakTopbl MOTYT NMPOBOLMPOBaTb OMyxoneBylo TpaHchopmaLmio XpomMapdUHHbBIX KNeToK.
Kpome Toro, anarHoctmka OEO/MI1 y naumeHTOB C NOPOKaMy CEPALIA OC/IOKHEHA M3-3a FeMOANHAMNYECKNX HapyLUeHN,
KoTopble MacKupytoT xapakTepHble ana OEO/MIT1 cumnaToagpeHanoBble Kpu3bl. Bo3HMKHOBEHME faHHbIX HOBOOOpa3oBa-
HUA MOXeET yCyryonaTb KNUHUYeCKoe TeueHre BPOXAEHHbIX MOPOKOB Ha GOHe MOBbIWEHHON CEKpeLUn KaTexonamMmmnHoB,
NPUBOZALLMX K BA3OKOHCTPUKLUN 1 YCUNIEHWIO rTnoKcun. Mbl npeacTaBnsaem ABa KnuHnyeckux cnydaa OEO/MITT Ha doHe
BPOX/AEHHbIX MOPOKOB CepALa, NaumeHTbl Habnoganmcb u neumnuce B HMUL oHkonorum num. H.H. bnoxuHa. 311 Habnoge-
HMA NOAYEPKMBAIOT BaXKHOCTb HACTOPOMEHHOCTM NPU NOABNIEHUM CUMMTOMOB TaxMKapAUM 1 HEKOHTPONIMPYEMOW apTepu-
anbHOW rMNepTeH3nN Taknx NauMeHToB. HecmoTpsA Ha peaKoCTb, HeOOXOAMMO YUNTbIBATb B3aMMOCBA3b MeXay 3TUMM NaTo-
NOrMAMM ANA TOYHOWM ANArHOCTUKN U BbiIbopa ONTUMANIbHOTO IeYeHUs.

KJTKOYEBBIE CJIOBA: heoxpomoyumoma; napazaH2/iuoMa; Ha0no4eYHUK; 8pOX0eHHbIl Nopok cepoya; mempaoa ®asnno; 2unoKcus.

PHEOCHROMOCYTOMAS AND PARAGANGLIOMAS IN PATIENTS WITH CONGENITAL HEART
DEFECTS

© Vagan Y. Bokhyan", Timur Yu. Danilov?, Mariam R. Tamrazova', Merab M. Gabrava’, Yaroslav A. Zhulikov',
Alexander R. Shin', Anastasiya M. Mikhaylova'

'N.N. Blokhin National Medical Research Center of Oncology, Moscow, Russia
2A.N. Bakulev Center for cardiovascular surgery of the Russian Ministry of Health, Moscow, Russia

The correlation between pheochromocytoma/paraganglioma (PHEO/PGL) and cyanotic congenital heart defects is rare but
not coincidental. Research suggests that the development of PHEO/PGL in these patients may be explained by chronic hy-
poxia, disruptions in the sympathetic nervous system, and potential genetic predisposition. These factors may provoke the
tumor transformation of chromaffin cells. Additionally, diagnosing PHEO/PGL in patients with heart defects is complicated
by hemodynamic disturbances that mask the characteristic sympathoadrenal crises of PHEO/PGL. The occurrence of these
neoplasms can exacerbate the clinical course of congenital defects due to increased catecholamine secretion, leading to va-
soconstriction and worsening hypoxia. We present two clinical cases of PHEO/PGL in the context of congenital heart defects,
with patients observed and treated at the N.N. Blokhin National Medical Research Center of Oncology and the A.N. Bakoulev
National Medical Research Center of Cardiovascular Surgery. These observations emphasize the importance of vigilance
for symptoms of tachycardia and uncontrolled hypertension in such patients. Despite their rarity, the relationship between
these pathologies must be considered for accurate diagnosis and optimal treatment selection.

KEYWORDS: pheochromocytoma; paraganglioma; adrenal gland; congenital heart disease; tetrallogy of Fallot; hypoxia.

AKTYAJIbHOCTb
06HAPYKMBAIOTCA CUMIMTOMaMM KOMMPECCMU COCERHMX Opra-
®eoxpomounTtoma (PEO) 1 BHeHaaNOUeUYHKOBasA Napa-  HOB. [laHHbIe OMyxXOJiM MOTYT TakXe OblTb CBA3aHbI C Pa3nny-
raHrnvoma (M) — pepkne HEMPOSHAOKPUHHBIE OMYXONW,  HbIMW HAaCNeACTBEHHbIMU CUHAPOMaMU, B TOM YNCEe C MHO-
ncxogsawme 13 XPomMapuUHHOW TKaHU MO3FOBOrO C/IOSl Hafl-  »KECTBEHHOW JHAOKPVMHHOWM Heonnasvein, 6onesHbilo ¢oH
noyeuHukoB (OEO) wnv BHeEHaAMOYEUHUKOBBbIX Mapacum-  [unnensa-JluHgay v HelpodrbpomaTo3om 1-ro Tina u T.4. [2]
naTMYecknx Unu cumnatndecknx raHrnve. ®EO u MM, nc-  «CuHMe», WA LMAHOTUYECKUE BPOXKAEHHbIE  MOPOKMU
xopawme 13 CMNaTMyeckon TKaHW, CEKPEeTUPYIOT B KpoBb  cepaua (BMC) — 3To rpynna BPOXAEHHbIX CepAeyHbIX
KaTexonamuHbl, Kak NpaBusio, 3TO afjpeHaNViH U HOpaapeHa-  3aboneBaHWUI, KOTOpble MNPUBOAAT K HapyLWeHWIo Hop-
JIVH, OYeHb PeaKo NMpeobsafaloWnM KaTEXONTAMMHOM AIBAS-  MaJIbHOTO KPOBOOOPALLEHMA U CHUXKEHWUIO COAep»KaHusA
etca godamuH [1]. HedyHkumoHanbHble OEO/TIMIT 06bIMHO — KMCOPOAA B KPOBM — XPOHUYECKOW runokcun. K Hambonee
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YaCTO BCTPEYAOLLNMCA LIMAHOTUYECKMM BPOXKAEHHbBIM MNOPO-
Kam ceppua oTHocAaTcA Tetpaga ®anno u TpaHCNo3numa ma-
rMCTPanbHbIX COCYA0B.

B mMeguumHcKom nutepaType CywecTBYIOT criopaguye-
CKure AaHHble O BbifABNIeHUN GEeoXPOMOLUTOMbI U BHEHAS-
MOYEYHMKOBOW MaparaHrivoMbl y MauveHTOB C BPOXAEH-
HbIMM NMOpoKamu cepaua. NogobHoe coueTaHne, yunTbiBas
OrpaHNYEHHOE YMCIO OMUCAHWUIA, BbI3bIBAET OCOObIN NHTE-
pec B MeANLNHCKOW MPaKTUKe U3-3a CBOEN YHUKaNbHOCTU
N CNIOXKHOCTU AMArHOCTUKW. AKTyanbHOCTb TeMbl ornpeje-
nAeTca HeobxoAMMOCTbIO 6oee rny6oKoro NOHMMaHWA na-
TODM3NONOTMYECKMX MEXAHVM3MOB B3aUMOZENCTBUS MEXIY
METaboNNUYECKUMN HapyLIEHUSAMY, Bbi3BaHHbIMK (Heoxpo-
MOUWTOMOW, W W3MEHEHUAMU TFemMOgMHAMUKK, O0OyCoB-
JIEHHBbIMW BPOXAEHHBIMU NOpoKamun cepaua. Bonpoceol, Ka-
calowmecs onTMMMU3auun ONarHOCTVKK, Bbibopa neyebHoOM
TaKTMKN U NPOrHO3a, OCTAlOTCA He 4O KOHLA PacKpbITbIMK
OnA JaHHOW rpynnbl MaLneHTOoB.

LIENb

Onucatb KNMHMYECKME Clydan pepKkoro couetaHus de-
OXPOMOLMTOM/MAPAraHrinomM y 60MbHbIX C BPOXAEHHbIMU
LMaHOTUYECKMMI MOPOKaMMN cep/iLa, a Tak»Ke NnpoaHanunsu-
poBaTb K/oueBble 0COOEHHOCTU AMArHOCTMKM U fieueHus,
06ycnoBneHHble AaHHO KOMOPOHUAHOCTLIO.

OMUCAHUE CNYYAA

MaymeHTKa U., 1996 r.p. (26 neT).

AHamHe3. CeMeNHbIi OHKONOIMYECKMIA aHaMHE3 He OTA-
roweH. Y 6ONbHON MMENCA BPOXAEHHbIN MOPOK cepaua
(BMNC) — TpaHCno3numa MarncTpanbHbIX COCYAOB C pe-
CTPVIKTUBHbBIM fiehEKTOM MEXKKETyOUKOBOW Neperopoaku,
KOMOVHUPOBaHHbBIM CTEHO30M JIEFOYHOW apTepuun, rmnonsa-
3Men NeBOro Xenygouka, rmnonsasven BeTBen J1IeroyHomn
apTepun, cybaopTanbHOM OOCTPYKUMEN M pacluMpeHnem
BOCXOAALLEro oTAena aopTbl. YUMTbIBAA TAKENOE COCTOAHME
MauMeHTKN, CNOXHOCTb aHatomun BIMC 1 HEBO3MOXHOCTb
pagnKanbHOIro XMPYpruyeckoro BmelwlatTenbcTBa, B 1996,
1998 1 2003 rr. nocnegoBaTeNbHO BbINOAHANNCH NaNINATUB-
Hble orepauum No CO3[aHUI0 CUCTEMHO-NIErOYHbIX aHacCTo-
MO30B. [lanee nauuveHTKa HaxoAwnacb nop HabniogeHuem
Kapguonora no mecty xutenbctsa. B 2021 r. no pesynbratam
obcnepoaHusa B HMUL, CCX um. bakynesa no nosogy BIMNC
peKoMeHA0BaHO NPOBefeHNe TpaHCNIaHTaLMmM KOMIMIeKca
«cepaue-nérkne» ¢ yuyeToMm HeddPeKTBHOro KpoBOobpa-
L EHNA, HEBO3MOXKHOCTM XNPYPrMyYeCckon KOppeKLnK.

B 2022 r. 6onbHasa obcnenoBanach B CBA3M C AJINTENIbHON
3a/I0XKEeHHOCTbI0 Hoca. o MecTy XuTenbCTBa BbIMOMHEHA
MPT ronoBbl 1 WeK, B PaBOW KPbITOBUAHO-HEOHOI AMKE Bbl-
AIBJIEHO Y3/10BOe OOpa30oBaHME HEOOQHOPOLHOW CTPYKTYpbI,
¢ 6yrpumcTbiMm KOHTYpamu, pasmepamu go 2,2x1,3x2,8 cm. Co-
rnacHo 3aknoueHntio MPT KapTnHa 6oniee COOTBETCTBOBANA
HepOreHHON OMyXoJn KPbIIOBUAHO-HEOHON AMKM CrpaBa.

bonbHasa 6Obina HanpaeneHa B HMWL oHkonorum um.
H.H. bnoxuHa B nione 2022 r. Y nauneHTKM oTMe4anucb
yacTble 3MM30dbl Mogbema apTepuanbHOro AaBfeHuA
0o 170/100 mm pT.CT., Taxmkapgun — go 100 ya/muH. ®oHo-
Bbll ypOBEHb apTepuanbHOro aasneHma — 80/50 MM pT.CT.
TakxXe ycnnunacb ofbllKa Npu MYHUMaNbHOW GU3nyeckom
Harpyske.
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BbinonHeHo KT-uccnepoBaHme ronosbl, LWew, rpyaHomn
KNEeTKW 1 OPIOLLIHON NonocTy. BbisiBNieHbl HOBOOOPa3oBaHUA
B 06/1aCTV NPaBON KPbITOBUAHO-HEOHOWN SIMKI, 3a0PIOLLIVIH-
HOM MPOCTPAHCTBE, MapaaopTanbHO. 3anofo3peHa MHOXe-
CTBEHHasi MaparaHrinoma  okanvsauuen B 06nacT ocHo-
BaHWA Yepena 1 3a0pIoLLMHHOIO MNPOCTPAHCTBA.

Pe3ynbratbl pusmKanbHoro, nabopatopHoro

N NHCTPYMEeHTaJIbHOro IIICCHEAOBBHIIII?I

Mo pesynbTatam GpusMKanbHOro ob6cnefoBaHusA y na-
LIMEHTKM BblABIEHbI MAPOKCM3MasibHble MOAbeMbl apTepu-
anbHoro gaeneHua o 170/100 Mm pT.CT. Ha pOHE NCXOAHON
runoTeH3um (80/50 MM pT.CT.), oAbiwKa NP MUHUMASIbHOM
Harpy3ske 1 H/U3Kas TONIEPAHTHOCTb K pU3NYECKON aKTUB-
HOCTW, COOTBETCTBYIOLWNE XPOHNYECKON CepheyHOn He-
poctatouHocTtun -l ®K (NYHA). Onpegenanacb Bblpa-
KeHHaa runokcemua (SpO, 77%, pO, 53,7 Mmm pT.CT. Npu
HOPMasibHOM pCO2 (37 MM PT.CT.), CHMXKEHME OKCUTeHaL UK
aptepuanbHon kposu (fO,Hb 76,1%). MNpu panbHenwem
obcniegoBaHNM N1aboOPaATOPHO BbiAABJIEH KOMMEHCATOPHbIN
sputpountos — Hb 17,3 r/gn (npu pedpepeHcHbIX 3Haue-
HuAx (nanee — ped.) 11,7-15,5 r/gn). HecmoTpa Ha BTO-
PUYHBIN SPUTPOLINTO3 1 XPOHMYECKYIO TUMOKCMIO, MOKa3a-
TENM reMmocTa3a COOTBETCTBOBANIM KOMMEHCUPOBAHHOMY
ctatycy: MHO — 1,16, ¢pmbpurHoreH — 289 mr/gn (ped.
0,8-1,2 n 200-400 mr/gn cOOTBETCTBEHHO). B cyTOouHOM
MOYE BbISIBJIEHO U30J/INPOBAHHOE MOBbILIEHVE SKCKpeLmnm
HopMmeTaHedpurHa fo 3203 mkr/cyT (ped. 30-170 mKr/cyT).
B aBrycte 2022 r. BbinonHeHa MN3T-KT ¢ 68Ga-DOTA-TATE:
onpepenAwTCA ouyaryu naToNOrMYecKoro HaKOMIEHUS
B 00pa3oBaHUM KPbITOBUAHO-HEOHOM sMKKM, SUVmax
31,82, pasmepom 10x14 mm; B 3abplowMHHOM 06paso-
BaHMW, NapaaopTanbHO cfieBa Ha ypoBHe L3-L4 no3sok-
koB, SUVmax 19,89, paamepom 31x26 MM; aHanormyHoe
Mo CTPYKType o6pa3oBaHvie onpegenseTca Haj 1eBon no-
yeyHol BeHol, SUVmax 5,89, paamepom 16x11 mm; no ne-
BO/ OOKOBOW CTEHKE MOYEBOro My3blpA onpepensercs
3K30pUTHOE rnepBacKynApHoe obpa3oBaHme pa3mMepom
7 Mm (puc. 1).

Ina mopdonornyeckoi BepnduKaLmm amarH03a Bbinos-
HeHa YpecKoXHas TpenaH-61oncrA NnapaaopTasibHOro y3na.
MMcTonornueckn: B KneTkax onyxonu BoisiBfieHa andoysHan
akcnpeccna CD56, xpomorpaHuHa A, OTCyTCTBYET 3KCnpec-
cna PanCK. WHpekc Ki-67 knetok onyxonu coctasun 4%.
NmmyHomopdonornyeckume nprsHaky COOTBETCTBYIOT Napa-
raHrmome.

Ha paHHOM 3Tane mMHBa3vBHble MCCNefoBaHMA cepaua
U MarucTpasbHbIX COCYAOB He npoBoaunncb. OueHKa npo-
M3BOAWSIACb HAa OCHOBAHWY JaHHbIX SXOKapanorpadum.

JleyeHue. bbina Ha3zHauyeHa Tepanua anbda-6nokaTopa-
MU: [OKCa303UH B fo3e 2mr/cyT. Ha doHe npoBogumoli Te-
panun Al cTabunrManpoBanocb, MaKCMMasbHble 3HaUEeHUSA
Al — 130/70 mm pr.cT. CKOppeKTMpOBaHa cxeMa Kapamo-
NOrNYECKON Tepanun C Ha3HaYeHNEM KapArOCeneKTUBHbIX
B-appeHobnokaTopoB (Hebusonon 5 mr/cyT), rnudnosu-
HoB (mamarnudnosvH 10 Mr/cyT), AMYpPeTUKOB (Topacemug
2,5 Mr/cyT), aHTMarperaHToB (aLeTuncanuuuioBas KuUcnoTta
50 mr/cyT).

MnaH neyeHus nauyuveHTKU Obin OOCYXAEH Ha Myb-
TUANCUMMIIMHAPHOM KOHCWAIMYMe, B TOM u4uciie C yda-
CTUEM CepAeUYHO-COCYANCTBIX XUPYProB. PUCK pa3BuTUs
MHTPAOoMNepaLMOHHbIX >KU3HEYTPOXKAIoLWNX COCTOAHNIA Obin
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PucyHok 1. Uccneposatue M3T-KT c 68Ga-DOTA-TATE nayueHmku Y.

a — oyaru natonornyeckoro HakonneHus POI B o6pa3oBaHNW KpbioBUaHO-He6HO AMKIM, SUVmMax 31,82, paamepom 10x14 Mm;
b — ouaru natonornyeckoro Hakonnexnus PO B 3a6pioLLHHOM 06pa3oBaHUK NapaaopTabHO creBa Ha ypoBHe L3-L4 no3soHkoBs, SUVmax 19,89,
pa3mepomM 31x26 MM; 06pa3oBaHMe Haf N1eBol NoyeyHon BeHol, SUVmax 5,89, paamepom 16x11 Mm.

OLleHeH KaK KpaiHe BbICOKWI B CBA3M C HEKOPPUTPYEMbIM
cnoxHbim BIC. B ¢BA3M € 3TMM OT NPOBEeAEHNA XMPYPri-
YeCKOro JieueHua pelleHo Bo3gepxatbcA. [lpoBeneHume
NIeKapCTBEHHOM NPOTMBOOMYXONEBOW Tepanuu NpuU3HaHoO
HelenecoobpasHbiM BBUAY HU3KOW ero 3¢$¢deKTMBHOCTU
Npuv NaparaHrinomax 1 yBeanyeHna pucka AeKOMMeHca-
UMM COCTOSIHMA NaLMeHTKN Ha ¢oHe cnoxHoro BIC. Peko-
MEHOOBAHO MPOAO/IXKUTb Tepanuio anbda-6okaTopamu,
ONHAMNYECKNIN KOHTPOJb.

Ucxop n pe3ynbrathl nocseayiowlero HaénogeHus

BbisiBNeHMe 310KauyecTBEHHOW OMyxonu fBWUIOCH ab-
COJIOTHBIM MPOTMBOMOKa3aHUeM AnA MpoBefAeHNA TPpaHC-
niaHTauum KOMMneKca «cepaue-nerkne», B CBA3N € YemM nNpu
noeTopHou KoHcynbtaumy 8 HMUL, CCX um. bakynesa 6bina
peKkoMeHAoBaHa cMnTomaTuyeckas tepanus. Mpu guHamu-
yeckoM HabniopgeHuu B 2023, 2024 rT. OTMEUEHO YBENMYEHre
YPOBHA MaTonornyeckoro HakonnexHma 68Ga-DOTA-TATE
B 06pa3oBaHUM NPaBOW KPbITOBUAHO-HEOHOI AMKN Ha 25%
6e3 CylecTBeHHONW AMHAaMUKKN pa3mepoB (puc. 2). bonbHasn
HaXOAUTCA Ha CMMMNTOMAaTUYECKON Tepanmu Nog AnHamuye-
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CKMM HabniogeHneM No MecTy »KUTebCTBA MO HacTosllee
BpemA. [lo3a AOKCa303nHaA NMpeXHAA, SN1M3040B 3HAUNMMON
apTepuanbHON TUNEepPTEH3NN He HabnogaeTca. [rHaMuKa
KNuHnyeckux cumntomoB XCH n nabopaTopHbIX nokasa-
Teslell YPOBHA 3KCKpeuuyn HOpMEeTaHepPUHOB B CYTOUHOW
MOYe Hen3BecTHa.

Maumentka K., 1992 r.p. (32 roga).

AHamHe3. CeMelHbI aHamMHe3 He u3BecTeH. Y nayu-
eHTKM C POXAEHMA [OMArHOCTMPOBAH LMAHOTUYECKUN
BMNC — KoppurMpoBaHHasa TPaAHCNO3MUUA Maructpanb-
HbIX cocynoB C 6onblwumM (o 30 MM) gedekTom Mex-
xenygoukoBon neperopoaku (OAMMII), KpuTuyeckum
CTEHO30M NeroyHom aptepun (96 mm pT.cT.). B BO3pacTte
4 n 10 neT BbINOMHANUCL NaNAMaTUBHbIE KapAnOXmnpyp-
rMYyeckre BMELUATENbCTBA, BKoYas GopMUpoBaHue
NPaBOCTOPOHHEr0 KaBOMYy/IbMOHANbHOTO aHacToOMO3a
(onepauusa MMeHa). MNauneHTKa Haxoaunacb nog Habnwae-
HUeM Kapguosiora no MecTy XuUTenbCcTBa, 06cnefoBanach
He perynspHo.

B 2023 r. noaBuAncb 3Nn304bl NOTEPU CO3HAHWA, MNO-
BbILLEHWNA apTepuanbHoOro gasneHusa go 160/100 mm pr.cT.

Endocrine surgery. 2025;19(3):54-62
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PucyHok 2. Viccneposanue MIT-KT ¢ 68Ga-DOTA-TATE B Mae 2024 r. nayueHmku Y.

a — ouaru naToNiornyeckoro HakornsieHus POM B 06pa3oBaHMM NPaBoO KPbIIOBMAHO-HeGHOM AMKK, SUVMax 46,46, pazmepom 16x11 mm;
b — ouaru natonormueckoro Hakonnexus POI B 3a6ptolHHOM 06pa3oBaHMK NapaaopTanbHO CfieBa Ha ypoBHe L3-L4 no3soHkoB, SUVmax 25,0,
pasmepom 36x29x46 MM; yKa3blBaeMoe paHee aHanornyHoe obpasoBaHie Ha yPOBHE MOYEYHbIX COCYAOB C/ieBa He OTMeYaeTCA.

Mo mecTy *nTenbcTBa BbinonHeHO KT ¢ B/B KOHTPaCTHbIM
ycuneHveMm, BbifiBlIeHO 06pa3oBaHve B o6nactu npaso-
ro HagnouyeyHuka pasmepom 20x40x34 MM, NMAOTHOCTbIO
no 25 epuHuy no XayHcoungy (HU), akTmBHO Hakannwu-
Bawllee npenapaT B apTepuanbHyi ¢asy go 179 HU;
B 00/1aCTU HUXKHETO MOJIH0Ca JIEBOW MOYKM — 06 bemMHoe 06-
pa3oBaHue paamepom 92x93x122 Mm, HEOAHOPOAHOM NJIOT-
HOCTK 28-48 HU, Hakannugatolee KOHTPACcTHOE BEeLeCTBO
no 127 HU. MauneHTKa ocTaBanacb nog HabnogeHnem Kap-
[V0JIora U OHKOJIOra MO MEeCTY XWUTENIbCTBA, YTOUHALAA
OVArHoCTMKa u neyebHble MEPONPUATAA HE NMPOBOAMIINCD.
OTMeYeHO HapacTaHWe reMOAVMHAMUYECKMX HapyLUeHWUNn,
npoBounpyembix GU3NUYECKOW Harpy3Kou, oTcyTcTBue d¢-
¢deKTa OT Ha3HAYEHHOW aHTUIMMNEePTEH3BHOW Tepanun (no-
CTOAIHHBIN MpPUEM CeNeKTUBHbIX [B-agpeHob6nokaTopoB —
meTonposnon 25 mr/2 pasa B cyTku, 6uconposnon 2,5 mr/cyTt
n nHrnoutopos AMNO: kantonpun 12,5 mr/3 pasa B CyTKW).
MauneHTKa Obina KOHCYNBTUPOBaHa M B JasibHellleM Ha-
npaeJsieHa B Haly KnnHWKY. MNpu obpalleHnn npeabsaensna
Kanobbl Ha BbIPAXKEHHYIO ObIWKY MPU HE3HAUUTENIbHON
bu3nueckon Harpyske.
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Pe3ynbratbl pusmKanbHoro, nabopatopHoro

N NHCTPYMEeHTaJ/IbHOro IIICCHEAOBaHIIII‘/'I

Mo pe3ynbraTaM OCMOTpPa MaUMEHTKN 3adukcupo-
BaHa Mporpeccupymolans XpoHUYeckas ceppeyHas He-
poctatouHocTb (Il ®K no NYHA): napokcusmanbHas ru-
nepteHsma — go 160/100 mm pr.cT., YCC — 100 ya/muH,
Kputuyeckaa runokcemus (SpO2 Ha Bo3gyxe 70%). Ycy-
ryéneHve KnmHuyeckux cumntomoB XCH co cHuxeHu-
eM TONepaHTHOCTW K Harpyskam M HapacTaHUeM Ofbll-
kn. TNepudepnueckux oOTeKoB HeT. JlabopaTopHo:
KpUTUYEeCKoe MoBbiWeHne 3HauyeHUn N-TepMMHanbHOro
MO3roBOro HatpumypeTtuyeckoro nponentuga (NT-pro
BNP) go 1783 nr/mn (ped. 0-160 nr/mn), Mmkpouutap-
Hbl 3puTpounto3 (Hb 118 r/n, MCV 63.7 ¢n) n runoko-
arynsauua (¢mbpuHoreH — 2,24 r/n). MNpun goobcneposa-
HUW BbIAIBJIEHbl 3abpOLWIMHHBIE ONYyX0nu. 3anofo3peHa
MHOXEeCTBEeHHas MaparaHrnuoma. JlabopaTopHble nccne-
poBaHuA: yposeHb AKTI — 26,4 nr/mn, koptusona —
15,6 MKr/an B KpoBu. CyTOUHbIV aHanM3 MoYuM Ha 06w uniA
meTaHedpuH 84,4, mkr/cyT (ped. 111-419 mKr/cyT), HOp-
meTaHedpuH — 1640,00 mkr/cyT (ped. 30-170 mKr/cyT).
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BoinonHeHo MIT-KT ¢ 68Ga-DOTA-TATE (puc. 3): onpe-
OEenAlTCA  oYarn natonornyeckoro HakonneHus POl
B 00pa30BaHUAX MeXAy MpPaBbiM HAAMOYEYHUKOM U MOY-
ko go SUVmax 10,64 0o 37x21 MM, K3agmn OT JIEBOWN MOYKM
0o SUVmax 19,43 go 25x18 MM 1 nof noYeyHbIMY COCYAaMm
cneBa SUVmax 16,42 o 43x40 MM, HagNnoYeYHVKN He yBenu-
yeHbl, 6e3 AIBHbIX y3/10BbIX 06Pa30BaHNI.

lMocne nogTBepXAeHMA AnarHO3a MHOXKECTBEHHOW Ma-
paraHrnMomMbl NaLMeHTKe Oblfl Ha3HAUYEeH [JOKCA303UH B O3e
1 mr B cyTkn. Ha ¢oHe Tepanuu Habnoganacb cTolikas ru-
notoHnsa go 60/40 MM PT.CT., OPTOCTATMUYECKNE KOMMANChl,
3NM304bl NOTEPU CO3HaHWA. B CBA3M C yeM neyeHne poOK-

Ca303MHOM OTMeHeHo. C yueToM ycyrybrneHuns cepgeyHonm
HeOCTaTOYHOCTU PEKOMEHJOBAHO TUTPOBaHWe [-agpe-
HOGJIOKAaTOPOB NOJ KOHTPOSEM FreMOAUHAMUKYN: Ha3HaueH
meTtonponon 50 Mr/2 pasa B CyTKW.

BonbHasa 6bina KoHcynbTMpoaHa B HMUL, CCX wnm.
A.H. bakyneBa. Y nauneHTK/ noaTBepXxaeH ANarHo3 ciox-
HOro BPOX[EHHOro MOpoKa cepiua — aTPUOBEHTPUKY-
nApHaA QUCKOPAAHTHOCTb C OTXOXKAEHNEM MarncTpasnbHbIX
cocynoB oT MOpONOrMUYeckn MpPaBoro (apTepuanbHOro)
Kenygouka, ymepeHHaa runonnasma npaBoro (aprepu-
aNbHOrO) enyfo4yka, HEKOMMUTUPOBAHHbIV AepeKT Mex-
»Kenyago4yKoBOW neperopofku, CTEHO3 JIEFOYHOW apTepun.

PucyHok 3. MN3T-KT c 68Ga-DOTA-TATE nayueHmku K.

a — ouaru naTosiornyeckoro HakonsieHus POIN B 06pa3oBaHMsAX Mexy NpaBbIM HaNOYeUHNKOM 1 noykon fo SUVmax 10,64 go 37x21 mm;
b — ouaru natonornyeckoro HakorieHus POI nog noyeuHbiMmn cocyaamm cnesa SUVmax 16,42 no 43x40 mm;
C — oyaru natonormyeckoro HakorneHus PO k3agu ot neson noyku go SUVmax 19,43 go 25x18 mm.
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PricyHOK 4. YaaneHHble y3/bl naparaHrimombl.

BoisiBneHa ynoBnetBopuTenibHaa ¢yHKLMA chopmMmUpoBaH-
Horo B 10-neTHem BO3pacTe KaBOMyJIbMOHa/IbHOro aHacTo-
Mo3a. [MoMMMO 3Toro, obHapy>KeHO aHeBpPU3MATUYECKOe
pacwmpeHve KopHA aopTbl Ao 51 MM, npuBepliee K pas-
BMTMIO aOPTaNbHOM HefocTaTouHOCTN 3 cTeneHn. C yuyeTom
HaNMuMsA OHKOJIOrMUYEeCKoro 3aboneBaHuns, CONPoOBOXAAl0-
Leroca 3710KauyeCTBEHHON apTepuanbHON rMNepTeH3mnen,
Ha NepBOM dTane pPeKOMEeHAOBaHO XMpypruyeckoe neve-
HUe OHKONIOrMyeckoro 3aboneBaHns C NocsiefyoLmmM pe-
LIeHMEeM BOMPOCa O HEOOXOAMMOCTU KapAmoxmpypruye-
CKOro BMeLlaTenbCTBa.

Ha gaHHOM 3Tane MHBa3MBHble WCCNedOBaHUA cepga-
Ua M MarncTpanbHbIX COCYAOB He npoBoaunncb. OueHka
npon3soannacb Ha OCHOBAHUN aHAMHECTUYECKUX AAaHHbIX
1 3XoKapgauorpadum.

JleyeHue. B ceHTA6pe 2024 r. NauneHTKe BbIMOJIHEHO XU~
pypruuyeckoe neyeHve B obbeme nanapoTomMuy, yaaneHus
BHEHaAMNOYeYHNKOBbIX MaparaHrnMom cfieBa napaaopTasib-
HO (ABa y3na) 1 cnpaBa B 06/1aCTV MPABOrO HafMOYEYHMKA
(2 y3na) (puc. 4).

MHTpaonepauynoHHO OCYLIeCTBAANCA HeNpepbiBHbIN
MOHUTOPUHI MHBa3nBHoro Al n UBL. OcobeHHOCTbIO re-
MOAMHAMNYECKOro YMpaBfieHua ABNANOCb MOALepKaHue
LIB/ B npepenax ncxogHolx 3HaveHun (10-15 mm pT.CT.) AnA
afleKBaTHOW OKCMreHaumn, Tak Kak HanosIHAeMOCTb Manoro
Kpyra KpoBooOpalleHnsa 3aBucena OT NOCTYMIEHUS KPOBU

no KasornynbMOHanbHOMYy aHacTomo3sy. Ha VBJ1 catypauus
kucnopoga (SpO,) gocturana 90%. TeyeHvie aHecTe3nm Ao-
CTaTOYHO MMaAKoe, 3HAUMMbIX FeMOANHAMNYECKNX HapyLLe-
HUN He OoTMeYanocb. MIHTpaonepaumoHHO 1 C NpoaneHnem
[0 24 u npyMeHAnacb MHPy3ma HopagpeHanvHa B gose 0,2
MKI/Kr/MyH. o 3aBepLueHUn onepauun nayueHTKa ycnew-
HO nepeBedeHa Ha CaMOCTOATENbHOE AblXaHue.

OcobeHHOCTbIO NOCneonepaLMoHHOrO nepuoaa crano
BbIpaXXEHHOE OrpaHunyeHne WHPY3MOHHOIM Tepanuu, Npo-
BOAVBLUENCA NCKIOUUTENIBHO Yepe3 nepudepuyeckmin se-
HO3HbIN aocTyn. OTKas OT MCMONb30BaHUA LEHTPANIbHOrO
BEHO3HOro AocTyna 6bin obycnosneH Hannunem ¢GyHKUMO-
HUPYIOLLEro KaBonyibMOHaNbHOro aHactomosa. B nocneo-
nepauMoHHOM Mepuoe 3n13040B apTepuanbHOW runep-
TEH3UWN He OTMEYanoCh.

lncTonornyeckoe uccnegoBaHMe OMEPaLNOHHOrNO Ma-
Tepuana npeacTaBneHo B Tabnuue 1. B Knetkax onyxonu
BbifABNieHa AuddysHas uMToMNasMaTnyeckaa 3SKCnpeccus
Chromogranin A, cnabas gnddysHas LMTONIa3mMaTMYeCKyo
akcnpeccna Synaptophysin, agepHasa skcnpeccus Gata-3
B YacTu Knetok, auddysHasa skcnpeccus S100. B knetkax
onyxonu oTcyTcTByeT 3Kcnpeccua PanCK, MelanA. B vactu
KNeTOK OMyxony OTMeYaeTca rpaHynapHoe LuTomniasmaTtm-
yeckoe OKpallMBaHWe Npu peakuun ¢ aHtutenom K SDHB.
Ha ocHOBaHMM Yyero MOXHO fenaTb BbIBOZ 00 OTCYTCTBUU
MyTaLMi B reHe CyKUMHaT-AerngporeHasbi.

Ta6J1|/|ua 1. Tuctonornyeckoe nccnegoBaHue onepaunoHHOro matepuana nauneHTKn K.

Kputepui Pesynbrar
MwuTo3bl, x 10 HPF 1 Ha 10 HPF
ATUNUYHBbIE MUTO3bI OTCYTCTBYIOT
Hekpo3bl OTCYTCTBYIOT
KancynsapHasa nHeasua oTcyTCTBYET
CocyancTas HBasus oTCyTCTBYET
Ki-67, % 2-7%.
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Ucxop n pe3ynbrathl nocneayiowero HaénogeHus

MaymeHTKa BbiMMCaHa U3 KNUHUKU B YOOBJIETBOPUTESTb-
HOM COCTOSIHUW ONA AanbHelero HabnoaeHus u neyeHus
y Kapanmoxupypros. AgbloBaHTHasA NPOTMBOONYXOJieBas Te-
panva He Ha3Hauanacb. 3a Bpemsi HabnaeHnsa B TeueHme
9 mecsAueB Npu KOHTPOJbHbIX KT-uccnenoBaHusax 6e3 npu-
3HakoB peuwngusa N1, Kapgrnonornueckum ctatyc naumeHT-
KN ocTaeTca 6e3 cywecTBeHHOM AvHaMmuku. OTMeyeHa CTa-
6UnM3auna YpoBHA apTepurasnibHOro AaBfeHna B npefenax
90-110/60-70 mm pr.cT., YCC — 70-90 ya/munH.

OBCYXXAEHUE

B HayuHow nutepatype ¢ 1964 r. 3apuKcMpoBaHbl Cy-
yau passutua OEO/MIT1y naymeHTOB C KOPPUTMPOBAHHBIMN
N He KOPPUTMPOBAHHbBIMU BPOXKAEHHbBIMU LIMaHOTUYECKNMN
nopokamu cepgua B aHamHese [3, 4]. Bockelman HW u co-
aBT. B 1982 r. npeactaBuan ciiyyan BHeHaAnoO4Ye4YHNKOBOWN
naparaHrinMombl y nauneHTa 22 neT ¢ HeKOPPUrMpPOBaHHOMN
TPaHCNo3nUMen MarucTpanbHbiXx aptepunn [5]. NMopobHble
KNMHMYECKUe cnydyaur Obinm Takke oTobpakeHbl B 2019 .
Perryn Ng n coaBT. u3 HaunoHanbHOro cMHranypckoro yHu-
BepcuTeTa 34 paBOOXpaHeHuA [6].

Doyle C. n coast. B 2021 I. coobwunu o cnyvae napa-
raHrnMombl y 16-neTHero naumeHTa, poAUBLLEroCA C efuH-
CTBEHHbIM eNyJ0UYKOM CepALa, OXKM1AABLLEro TPaHCMIaHTa-
umto ceppua [71.

B MupoBoI1 HayuyHOW NUTEpPAType CaMbiM KPYMHbIM 06-
30POM COYETAHHbBIX ClyYaeB Pa3BUTUA GEOXPOMOLMTOMbI
Ha QOHe UMaHOTMYeCKMX BPOXAEHHbIX MOPOKOB cepaua
agnsetcsa pabota 2015 r. Opotowsky AR u coaBTt. B cBoem
HaLMOHaNIbHOM MHOTOLEHTPOBOM MCCNefoBaHUN aBTOPbI
npoaHanusnpoBanu 6onee 40 MWIIMOHOB rOCMWTaNM3a-
LM B3POC/bIX NauMeHTOB mnagwe 75 net B nepuog ¢ 2000
no 2009 rr. n cdopMUPOBaNM MeXAYHAPOLHYO MHOTOLEH-
TpoBYIO 633y NaLMEHTOB C BPOXAEHHbIM MOPOKOM cepaLa
(BMC) ¢ xpoHuueckon runokcuen ¢ anarHosom OEO/MITI
[8]. ABTOpbI BbiABUAM 20 3aperncTpMpoBaHHbIX CIyyaes,
13 KOTOPbIX 18 MMenu CNoXHble LMaHOTUYECKME BPOXKAEH-
Hble MOPOKM ceppua, BKIOYaA eOMHCTBEHHbIN >Kenyao-
yek cepaua, tetpagy ®anno, ABOMHOE OTXOXAEHME Maru-
CTpanbHbIX COCYAOB OT NPaBOro »eNyfouyka, B TOM Yncne
C aTpe3ven Iero4YHON apTepun, a TakKe aTpesunto TPUKY-
CNVAANbLHOMO U JIErOYHOro KNnanaHoB. Y 9 u3 3Tux naumneH-
TOB OTMeYanca BblPa*KeHHbIN LMaHO3 C caTypaumen KpoBu
Kncnopogom B npegenax 72-88%. Y AByx nauneHToB numen
MECTO BPOXKAEHHbIV MOPOK ceppua «bnegHoro» tmna —
KoapKTauma aopTbl. CpeaHnin BO3PacT O6OMbHbIX C XPOHU-
YyecKkon runokcrmemn Ha ¢oHe BPOXKAEHHOrO LUMAHOTMYeE-
CKOro MopoKa cepiua Ha MoMeHT BbisiBneHua OEO/MMN
coctaBun 31,5 rog (gmanasoH 15-57 net), y 7 us 18 6binu
MHOXeCTBEHHble onyxonu (aBe aByctopoHHue OEO; wecTtb
MYNbTUPOKANbHbBIX N peunansupyowmx). oyt Bo Bcex
CJlyyanx, COrfacHo nabopaTopHbIM MeTodam WCCiefoBa-
HUA, Habnaanca HopagpeHepPruyecknini BUOXNMNYECKNI
¢deHoTmn [9].

Mpennonarad, yTto COYETaHWE 3TUX 3ab0SIeBaHUI He-
CnyyYanHoe, HEKOTOpble aBTOPbI MPOBENM aHanm3 C Lesbio
BbIABNEHNA MATOreHeTMYeCKMX MexaHU3MoB. B HayuHown
nuTepaType BbIAENATCA HECKONIbKO OCHOBHbIX (akTopOB,
cnocobeTtytowmx passutmio OEO/MIMTI, accounmpoBaHHbIX
C UMAHOTUYECKMMU BPOXAEHHbIMU NOpoKamu cepaua. Cpe-
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AN HUX — TUMOKCUSA, FeHeTuYeckne GpakTopbl, a TakKe ux
KombuHauua [10-12].

Ewe B 1973 r. rpynna nccnegosatesneid Bo rmaee ¢ Saldana
MJ ony6numkoBana paboTy, B KOTOpOIi NOKasasna, Yto BepoAT-
HOCTb BO3HMKHOBEHMWA MaparaHrmuom (aHanus 25 cniydyaes
MaparaHriMom rofioBbl U LIEN) 3HAYUTENIbHO MOBbLILAETCA
B YC/IOBMAX BbICOKOTOPHbIX PAliOHOB, rAe YPOBEHb KWC-
nopopa Huxe, 4yem Ha ypoBHe mopsA [13]. ABTOpbl NpuLWAK
K BbIBOZY O TOM, UTO AJINTENIbHAA U XPOHMYECKas TMMoK-
CUSi MOXET OKa3blBaTb 3HAUWTENIbHOE BAIVSHUE Ha TKaHWU,
UYBCTBUTE/IbHbIE K M3MEHEHUsIM KMUCIIOpoAHoro GanaHca.
Gruber H. n coaBt. B 1980 r. npeactaBunu HabnwogeHne Knu-
HMYECKOro Ciy4ast, B KOTOPOM Obl/I0 OTMEUEHO YMEHbLLEHWE
pa3mepoB 1 GYHKLMOHANbHOWM akTMBHOCTY NMaparaHrimombl
nocse paspeLleHnsa XPOHNYeCKon rmnokcun [14].

HacnepcteeHHble cMHAPOMbI ABAAIOTCA NPUYUHONW NpK-
MepHO 30-45% criyyaeB $eoXpoMOLUTOM 1 MaparaHrinom
B3POC/bIX, OOMbLWNHCTBO OONBHBIX ABAATCA HOCUTENS-
MM repMuHanbHbIX MyTaumm B reHax VHL, RET, NF1, SDH-A,
SDH-B, SDH-C, SDH-D, SDH-AF2, TMEM127 unn MAX [2, 12].
HekoTopble reHbl accoLMmMpOBaHbl C CUFHANIbHBIM My TEM, KO-
TOPbIA aKTMBMPYET GaKTOpbl, MHAYLMPYEMbIE TUMOKCMEN,
Bktoyas HIF2A [15]. Opotowsky AR 1 coaBrT. [8] cTpemununch
NMOATBEPANTD MMMOTE3Y O TOM, UYTO XPOHMYECKasa rMNnoKcua
y MaLVeHTOB C LIMAHOTMYECKNMY BPOXKAEHHBIMU MOPOKa-
MW CepALa NoBblWAET BEPOATHOCTb BO3HUKHOBeHUA DEO/
M, ncxopga M3 OCHOBHOW TeOpWK, CBA3bIBAKOLLEN pa3BUTHne
dbeoxpomounToM ¢ NceBaornnoKcuen. boino obHapykeHo,
yto nyTb HIF (paKkTOp, MHAYLUMPYEMBI TMMOKCUEN) ABNAETCA
MaToreHeTMYeCKNM Yy HeKOTOpbIX nauuneHTos ¢ OEO/MI, kak
B KOHTEKCTE HaCJIeICTBEHHbIX CHAPOMOB, TaK U B Criopaau-
YecKux CJlyyasix, UTo NMOATBEPKAAET aKTyaslbHOCTb M3yue-
HNA MeXaHW3MOB, CBA3aHHbIX C rMnokcmen [10, 13, 15].

[laHHble, NoNTlyYeHHble NCCNefoBaTENSIMY, BbISBNIAIOT He-
CKOJIbKO XapaKTepHbIX 0COOEHHOCTEN, CBUAETENbCTBYIOLLMX
0 BO3MOXHOM MnpeobnagaHny NCeBAOMMNOKCMYECKOro Kia-
ctepa OEO/TI y nayMeHTOB C LMaHOTMYECKMMM MOPOKaMM
cepaua, BKoyas 6onee paHHee Hayasno 3aboeBaHnA, Yem
B OOLLelr NONynALUN; HAIMYME MHOXECTBEHHbIX OMyXosen
N HOpPaApeHepPrnuyecknin buoxmmmnuecknin nogtun. WHTe-
pecHo, UTo B rpynne Obiil NaLWeHT C BbIABIIEHHON MyTaLlmen
SDH-B, y KoToporo Habntoganca Haubornee TaXenblii peHo-
T™MN ¢ peuunansupyowmmmu popmamu OEO/MITI.

Bamforth SD n coaBT. (2001) [16] npeanonoXxunu, 4to
passutrie OEO/MIT Ha ¢oOHe UMAHOTUUYECKUX MOPOKOB
cepgLa MoXeT 6bITb acCOLMMPOBAHO C aHOMANMAMU B pa3-
BUTUM 1 AnddepeHLaunmn KNeTok HEPBHOIO rpebHA Kak
MYJIBTUMOTEHTHBIX MCTOYHMKOB OOLLero smMOprioHanbHOro
NPOUCXOXKAEHUA STUX KJIETOK, OQHAKO TOUHbIN MeXaHU3M
elle NOMHOCTbIO He n3yyeH. Jensterle M. B 2022 r. npepcTa-
BWJIN UCCNIeOBaHMeE CO CPaBHEHUEM YPOBHA MeTaHedpu-
Ha N HOpMeTaHedpPUHa B MJla3Me KPOBU MauneHToB (44)
C UMAHOTUYECKUMU M aLMAHOTUYECKUMU BPOXKAEHHBIMM
nopokamu cepgua [9]. Y nauneHToB C LUMAHOTUYECKUMM
nopokamu cepfua KOHUEeHTpauunm HopmeTaHedprHOB
B Myla3Me OKa3anucb CYLEeCTBEHHO BblllE, YEM Y MaLUeH-
TOB C aLMAHOTUYECKUMIM MOPOKAMU, YTO MO>KHO OO BACHUTD
BAUSIHMEM TMMOKCMM U1, KaK CNIeACTBYEe, akKTUBaLMN CMna-
TMYECKOWN HePBHOW CUCTEMbI 1 NOBbILWEHNEM YPOBHeN Ka-
TexonammnHoB. OHAKO OCTAeTCA OTKPbITbIM BOMPOC O PON
TMNOKCUMN Ha TMNeprniacTMyeckyo peakuunio xpomadourH-
HOM TKaHu [11-13].
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DoyleC. n coaBT. BbicTynalT 3a 6osiee aKTUBHbLIN
ckpuHuHr QEO/MIJ1 y naumeHTOB C LMaHOTUYECKMMU
BPOXAEHHbIM/ NMOPOKaMN cepiua C KINHUYECKON Kap-
TUHOW yCyrybneHns Npru3HaKoB rmnepcekpeLmnmn KaTexo-
namuHos [7].

B nutepatype umeloTCcA KpanHe OrpaHuyeHHble CBe-
IeHnsi 06 O0COBEHHOCTSX MHTPAOMNEPALNOHHOIO TeuyeHUusi
1 nocsieonepaLuoHHOro nepuoga y 6onbHbix ¢ BMC, one-
pUpoBaHHbIX Mo nosogy deoxpomoumTtom unm M [9, 12,
20]. Xupypruuyeckne BMellaTeNIbCTBa MO MOBOAY XPOMa-
GUHHBIX OMyxonen COMpsMeHbl C BbICOKMM PUCKOM remo-
OVHAMUYECKON HeCTabuibHOCTH, 06YCNOBIEHHON Pe3KUMUA
KonebaHnsA apTepuasbHOro AaBfeHUs NPU MaHUMyNALUAX
Ha onyxonu. Y nauyuentoB ¢ BINC 311 puckm ycyrybnstorca
XPOHNYECKOW TMNOKCEMMEN U CHUPKEHHBIMI KOMMNEHCaTop-
HbIMW BO3MOXHOCTAMM MMUOKapZa. AHecTe3nonornyeckoe
nocobue npu Nogo6HbIX BMeLIaTeIbCTBAX TpebyeT 0coboro
noaxofa, CBA3AHHOIO C HEOOXOAUMOCTBIO NMpeMeanKaLmm
TaKuX 6OMbHbIX C HA3HAUYEHVEM O- U CENEKTUBHBIX [3- 6noKa-
TOPOB Ha JOOMNepaLMOHHOM 3Tane, a TakkKe C 0CO6EHHOCTS-
MW BOJTIOMUYECKOW Harpy3ky — orpaHnyeHHon uHdysunen
(5-7 mn/Kr/u KpncTannongHbIX PacTBOPOB).

OcobeHHOCTU KNnHMYeckoro TedeHus M1 n peoxpomo-
uuTom y 60osbHbIX ¢ BINC B nuTepaType ocBelleHbl KpaHe
cKygHo. MNpepacTaBneHbl eAUHNYHBIE COOOLEHUs O 3aTPya-
HEHHOW AMarHOCTMKe 3TWMX omnyxonen y 6onbHbix ¢ BIC
B BUAY UMEIOLWUXCA Y HUX FeMOAVHAMNYECKNX HapyLUEHW.
Kak npaBusio, pa3sutume onyxonn y 3Tux 60sibHbIX MacKnpy-
10TCA cumnToMammn umetoweroca BINC. Takke npakTuyeckn
OTCYTCTBYIOT peKOMeHAaLum no nepuonepauroHHOMy Be-
OEHNI0 3TUX BOMbHbIX.

3AKNIOYEHUE

HecmoTpsa Ha 1o, uto coueTtaHue OEO/MI ¢ unaHoTn-
YeCKUMU BPOXKIEHHBIMI NMOPOKaMy cephua HabnopaeTcs
KpaliHe pefko, Nofo6HbIe CilyYaun MMeloT MeCTO B MPAKTMKe
Bpayel pasfinyHbIX crieyunanbHocTen. Heobxoammo Takxe
yKa3aTb, UTO COYeTaHue 3TNX 3aboneBaHUN MOXET yTsaxe-
NTb KIIMHNYECKoe TeUeHme C OAHOWN CTOPOHbI, M 3aMacKu-
poBaTb CUMMTOMbI C Apyroin. MHOrMe cCUMNTOMbI, OObIYHO
TpPakTyeMmble KakK MporpeccmpoBaHne LMaHOTUYECKOro
BPOXKAEHHOro NOpPOKa cepAaua, CoOBNafaloT C NPOABAEHNA-
MM, BbI3BaHHbIMW MOBbLILIEHHOW CeKpeuunen KaTexonamu-

Hos npu OEO/MITI, 4uTO YCNOXHAET PaHHIO ANArHOCTUKY
onyxonu.

Pe3stomrpya JaHHble NUTEpaTypbl, BO3MOXHO Mpeano-
noxuTb, uto passutme OEO/TI y naunMeHToB C LUMAHOTU-
YeCKUMN BPOXKIEHHBIMU MOPOKaMU cepaua ABASeTcA pe-
3yNbTaTOM COYETaHNA XPOHUYECKOWN TMMOKCUW, U3MEHEHWI
B paboTe CMMNATUYECKON HEPBHOWM CMCTEMbI 1 MOTEHUWab-
HOW reHeTUYEeCKOW NpeapacrnonoXeHHOCTU. ITU $aKTopbl
MOryT CO3[aBaTb ycnoBus ans TpaHchopmauum xpomad-
(UHHBIX KINIETOK B OMYXOJIeBbIE KIETKM.

HeobxogMmo oTMeTUTb, YTO BO3HUKHOBeHne OEO/TIT
y 60MbHBIX C MOPOKaMM cepALa MOXET OCIOKHUTb KIUHU-
Yyeckoe TeUueHue BCSIeACTBUE Ba3OKOHCTPUKLUN U yCyrybre-
HWA TMNOKCHK.

Kak fJaHHble nuTepaTypbl, TaK 1 HaLU OMbIT, FOBOPAT O TOM,
YTO 3TU ONyxonu y 60MIbHBIX C MOPOKaMK cepaLa pa3BrBa-
l0TCA JOCTAaTOUYHO NMo3AHo, 6nmke K 30 rogam.

OunarHoctuka OEO/MITT y 60MbHBIX C NOpPOKamMu cepa-
La 3aTpyAHEHA B CBA3U C OCOOEHHOCTAMU reMOLMHAMUKU
Y 3TUX NaLNEHTOB.

Bo3HuKWMe B CBA3U C Pa3BUTEM OMYXONV CYMMTOMbI
CO CTOPOHbBI CEpAEYHO-COCYANCTON CUCTEMBI YacTO TPAKTY-
oTCA NnpoABneHnem umetoweroca BIC.

MaymeHTam C UMAHOTUYECKMU C BPOXKAEHHBIMU MO-
poKaMn cepaua, 0CobeHHO B Bo3pacTe cTapwe 20 ner,
Npu MOSBIEHUM TaxuKapauw, apTepUanbHOW FrMNepTeH-
3um, cnefyeT NPOBOAUTb TLWATESIbHBIN AMATHOCTUYECKUIA
MOUCK B OTHOLLIEHUWN Pa3BUTUA GEOXPOMOLUTOM U napa-
raHrnmom.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiNOHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIVKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

Bce aBTOpbI 0f06pMNM dUHaNbHYI0 Bepcuio CTaTby nepeq nybnvka-
Lven, Bbipasunuy coriacme HeCT OTBETCTBEHHOCTb 3a BCe acrneKTbl paboTbl,
rofipasyMeBaloLLyto HaAnexalliee n3yyeHve 1 peLeHrie BONpOCoB, CBA3aH-
HbIX C TOYHOCTbIO U AOBPOCOBECTHOCTbIO NOOO YacT PaboThI.

Cornacue naumeHTa. MauneHTbl O6POBOIBHO MOANMCANN UHPOPMU-
poBaHHOe corniacue Ha ny6avKaLmio nepcoHanbHON MeaNLIMHCKON MHbop-

Mauuy B obe3nnyeHHoi Gopme B XKypHase «IHAOKPUHHAA XPpYprusy.
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