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®deoxpomouuToMa B coueTaHuu ¢ HeilpopudbpomaTo3om 1 TUNA: onucaHne KJIMHUYECKOro cay4as

EHunceeBa E. C."Z, MpoTtacos K. B.1, Bnactok T. I'I.3, TokapeBa T. I'I.g, Benbix [. B!

MpenctasneH KNMHUYECKWIA cnyyan GeoXpoMOLMTOMBl B COYETaHUM C HEMPODU-
6poMaTo30M 1-ro TvMa y MyX4uHbl, MOCTYMUBLLErO B KapAMOJNIOTYeckoe OTaene-
HVE C KJIMHWKOM OCTPOro KOPOHApHOro CUHAPOMA Ha GOHEe rMNepTOHNYECKOro
Kpu3a. Kpua OCNOXHANCS UWeMUEN MMOKapaa, MWUENOWOHON NenkemMouaHon
peakumei, rMnepravkeMmein 1 0CTPLIM NOYeYHbIM MoBpexAeHueM. PeoxpoMoLm-
ToMa BepudULMpOBaHa NPy CCNeLOBaHNM METAOONNTOB KaTEXOIaMUHOB B KPOBM
1 ructonoruyecku. MposeaeHa XMpypruyeckas aapeHanakToMus.
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KnioueBbie cnoa: peoxpoMoLmToMa, Helipodrbpomaros 1 Tmna, runepToHnye-
CKWNIA KpU3.
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Pheochromocytoma associated with neurofibromatosis type 1: a clinical case

Eniseeva E. S.1’2, Protasov K.V.1, Viasyuk T. P.3, Tokareva T. P.S, Belykh D. V!

A clinical case of pheochromocytoma in combination with neurofibromatosis type 1
is presented in a man admitted to the cardiology department with acute coronary
syndrome on the background of hypertensive crisis. The crisis was complicated by
myocardial ischemia, myeloid leukemoid reaction, hyperglycemia and acute renal
damage. Pheochromocytoma was verified by blood metabolites of catecholamines
test and histological method. Surgical adrenalectomy was performed.
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®eoxpoMOIIMTOMA — OITYXOJIb MO3TOBOTO BEIICCTBA
HaAMOYEeYHUKOB, IPpOAYLIMpPYIOLIas KaTexojJaMuHbl. Exe-
TOIHO BBISIBIISIETCS 3-6 HOBBIX CiIydaeB 3aboyieBaHus Ha 1
MJIH HaceJIeHMS. PacrpocTpaHeHHOCTh cpeiy ITalueH-
TOB ¢ aprepuanbHoii rumeprensuein (AI) 0,5-2%.
Ho 30-40% beoXpoMOLIMTOM MOTYT MMETh T€HETHYe-
CKYIO IIpHINHY pa3BuTHs. K HacaemcTBeHHOM OTHOCUTCS
¢deoxpoMoLIMTOMA, aCCOLIMMPOBAHHAS C Helpopuodpo-
maTto3oMm I-ro Tuna (NF1) [1]. NF1 npencrasisieT coboit
ayTOCOMHO-IOMWHAHTHOE 3a00JIeBaHNE, KOXKHBIMU IIPO-
SIBICHUSIMI KOTOPOTO SIBJISIIOTCSI MHOXKECTBEHHEIC ITHT-
MEHTHUPOBAaHHBIC TISITHA IIBETA “KO(e ¢ MOJIOKOM” 1 HE-
podubpomel. I'enernueckuit nedpext npu NF1 mokanm-
3yetcs B 17-it xpomocoMme (17q11.2). I'en komupyeT 6eIoK
HelipopUOPOMUH, SIBIISIONIAIICS CYIIPECCOPOM OITyXOJIe-
Boro pocTa. Bectpewaemocth 1 Ha 3 ThIC. meteit. Peoxpo-
MouuToMa auarHoctupyercsa y 0,1-5,5% mnauumeHTOB
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¢ NF1, ognako npu couetanuu NF1 ¢ Al vactora Bo3pa-
craet 10 20-56% [2, 3].

MeI npeacrasisieMm ciaydaii peoxpomonutoMbl 1 NF1
y OOJILHOTO C THUIIEPTOHMYECKUMH KpU3aMU U TIOH03pe-
HUEM Ha OCTpBIi KopoHapHbIi cuHapoM (OKC).

IManuenr I1., 62 net, B mapte 2018r mocTymuia B Kap-
IHUOJIOTHYECKOe oTaeicHre MpKyTcKoit 001acTHOM K-
HUYIECKOM OOJEHUIIBI C XKaJIoOaMM Ha MHTCHCUBHYIO 00JTb
3a TPYAWHOM, OpPOXb B Tejie, IOTIMBOCTh, T'OJIOBHYIO
00JIb, TIOBEIIICHWE apTepuajbHOro maBmeHus (AJl)
¢ nnarHo3oM OKC. B teyenne 6 jieT 6€CITIOKOST TUIIEPTO-
HU4IecKre Kpu3sl ¢ mombeMoM AJl mo 220/120 MM pT.CT.
1 pa3 B 1-2 mecgua. He o6cienoBacst, mOCTOSTHHO TUITO-
TeH3WBHBIC TIpeIapaThl He mpuHUMAajl. bonpHOIT oTMe-
YaeT MSITHA Ha KOXe C JETCTBA, OITYyXOJIEBBIC pa3pacTaHUsI
Ha KOXe C MOJOHOTo Bo3pacra, omHako guarHo3 NF1
paHee He BBEICTABJISICS.

61



Poccuiickuii kapamonoruyeckuii xypHan 2019; 24 (9)

Puc. 1. MHOXeCTBEHHble HelipodrBPOMbI KOXM y naumeHTa M.

IMpu mocTymiennu cocrosiaue Tsxkenoe. Yacrora cep-
JeYHBIX cokpaineHuit 92 B muH, A/l 164/100 MM pT.CT.
KoxxHbIie TOKpoBHI BaxHbie. Ha koxe TynmoBuiina — Heil-
podubpomer (puc. 1). Ha BKI HmxHENpencepmHbIi
put™, sneBaumsa cermeHta ST B orBemenusix III, avF,
menpeccust ST B V-V, (puc. 2). IIpoBeneHa sKCTpeHHasI
KopoHapoaHruorpadwus. [laTooruu kKopoHapHOTO pycia
He BbIsiBNieHO. TpornonuH T npu mocryrmenuwn 0,12 mr/i,
yepes cyrku — 0,024 mr/n (0,01-0,17).

IMo manHBIM 2XOKapauorpaduy KiamaHbl HE M3Me-
HeHbl. PacueTHoe naBieHme B paBoM xerymouke 30 Mmm
pT.cT. Pa3Mepsl onocTeit cepaiia He yBeanueHbl. Opak-
LIMST BBIOpOCA JIEBOTO Xelymouka 64%, MeXKeTyIouKo-
Basl TIEPEeTOpOfKa, 3aMHSS CTeHKa JIEBOTO KeTymouyka
HE YTOJNIIEHBI. 30HBI TUTO- W aKWHe3a HE BBISIBJICHBI.
Tum HamoTHEHWST JIEBOTO KeTyI0YKa PUTUTHBINA.

B oO1iem aHanmse KpoBU Ha BTOPBIE CYTKU OT TIOCTY-
TUTEHUS BBISBJIEH JIEMKOLIUTO3 29,2X109, HelTpoduIoB
90%. Yepes nBoe CYyTOK KOJIMUYECTBO JIEHKOIIUTOB CHU3M -
JIOCh 110 7,9X109. IIpu nocTymieHur IMKeMHUs HaToIIaK
coctaBuna 18,8 MMomnb/m, uepe3 cytku — 3,8 MMOJb/T
0e3 ieueHus. B meHb TOCTYIIIEHUS yPOBEHb KpeaTUHUHA
KpoBu 6611 320 MKMOJTB/JI1, Ha 6-€ CyTKU cHU3MJICS 10 100
MKMOJTb/71. JInypes He CHIDKAJICS.

Coueranue KOXHBIX mpu3dHakoB NF1 u ocioxHeH-
HOTO TMIIEPTOHUYECKOTO KpH3a C TPAH3UTOPHBIM HeEii-
TPODWIHHBIM JIEKOLIMTO30M U TUTIEPTIMKEMUEH TTO3BO-
JIAJIO TIPEATIONOXUTE (DEOXPOMOITUTOMY.

IMpoBenena MynbTUCTIMpANIbHAS KOMIIBIOTEPHAS
ToMorpacdusi OpraHoB OpIOUTHOUW TonocTu (puc. 3).
B Tene nmeBoro HanmovYeyHWKA BBISIBIEHO HEOMHOPOIHOE
00pa3oBaHue (TUMOACHCUBHOE B IICHTPATBHBIX OTAENAX 8
En.H. n runepoeHcuBHoe mo mepupepun 31 Ex.H.)
OKpyroit ¢opmbl pazmMepamu 37x38 MM, MHTEHCUBHO

Puc. 3. MynstucnvpanbHas KomrbloTepHas Tomorpadus OpIoLIHOW NonocTy
naumenta .

Mpumeyanue: akcuanbHblii cped. CTpenkamu ykasaHa Onyxofib JEBOrO Hagmno-
YeyHyka.

Puc. 4. MvkpodoTorpadus pparmeHTa onyxonm Haano4eqHmKa.
Mpumeyanme: okpacka reMaToKCUInH-3031H, x40.

HaKaruiMBarolee KoHTpacT 1o nepudepnu (mo 72 En.H.)
C COXpaHCHHMEM aBaCKYISPHBIX LEHTPATbHBIX OTIEJIOB.
3akmoueHue: O6GbeMHOE OOpa3oBaHWe JICBOTO HAIIO-
yeyHnKa (heoxpoMormuroma?).

IMokazarenn cekpelunn MeTabOJUTOB KaTeXOoJaMu-
HOB: MeTtaHedpuH >900,00 r/mi (<120 or/mi), HopMe-
tanedpuH 370,6 nir/mut (<200 nir/mi). ConepXaHue aib-
JOCTEpOHA, KOPTH30Jia, aJApeHOKOPTUKOTPOITHOTO TOp-
MOHAa B KPOBU, aKTUBHOCTh PEHWHA TIIa3Mbl B HOpME.

B mae 2018t manueHTy BBITTOTHEHA JIEBOCTOPOHHSIS
aIpeHaIDKTOMUS JIATAPOTOMHBIM JOCTyroM. [IpoTokon
MTaToJIOTO-aHATOMUYECKOTO MCCIIENOBAHUSI OTepallioOH -
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HOro MaTepmaja: HamrmodyedHmk 32 r 8,0x4,5x4,0 cm
C YETKO OTTPaHMYCHHOM OITyXOJbio muameTpoMm 4,0 cM.
ImcTomornyecku TKaHb HAAIIOYCYHUKA C Y3JIOBOI1 TUTIEp-
IUTa3Weid KOPKOBOTO BEINECTBA, OITYXOJIb ITOCTPOCHA
U3 OKPYIJIBIX, BBITSHYTHIX M IIOJUTOHAIBHBIX KIIETOK
C 3EPHUCTOI LIMTOIUIa3MOM, ¢ POPMUPOBAHUEM COJIUI-
HBIX, TPaOEeKYISIpHBIX U aJbBEOJSIPHBIX CTPYKTYD,
C OOMJIBHOI1 CETHIO COCYIOB CUHYCOMITHOTO THTIA, C (DOKY-
caMM KPOBOMBIMSIHUM, YIaCTKaMU CKJIepO3a, OKpYyXKeHa
Karcynoit. 3akimodeHue: PeoXxpoMOIIMTOMa HamImoded-
HUKa (puc. 4).

Knuandgeckast kKapTuHaA (heoXpOMOIIMTOMEI pa3HO-
obpasHa. Hanmuue Kpru30B y 00JIbHOTO ¢ KOKHBIMU MTPO-
spaeHusIMI NF1 MakcmMaIbHO MOBEIIIACT BEPOSITHOCTh
3aboneBanusg [1-3]. Ilpn deoxpoMonuToMe BO3MOXKHBI
pa3IMYHBIC BapMaHTHl ITOpaXXeHWST MHOKapaa: IPSIMOe
MIOBPEXICHNE KaTeXOJaMUHAMM, WIIeMUS U WHGApPKT 2
THIIA BCJICACTBUE CTIa3Ma KOPOHAPHBIX apTepyil U TTOBHI-
IIeHUS TTOTPEOHOCTH B KUCTIOPoIe Ha (hOHE TaXUKAPIUU
A TUIIEPTOHUM, KapauoMuomaThusl Takouyo6o [2, 4, 5].
OTCyTCTBHE TIATOJIOTUH KOPOHAPHBIX apTEPHUiA IIPH KOPO-
HapoaHTHOrpapUM ITO3BOJIMIIO MCKITIOUUTH HIIEMUIC-
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cKylo 6one3Hb cepaia. OTCyTCTBUE HAPYIIEHU JIOKATb-
HOIi COKPaTUMOCTH Ha 9XOKapauorpaduu npoTUuBOPEYUT
KapIMOMUOIIATHH Takoly0o. MHbapKT MruoKkapaa 2 Tuiia
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IUICHUH TTOTPe00Baj 00CyKIeHNUSI MH(MEKIIMOHHOTO IIPO-
1ecca, OIHaKo ObICTpOE CHUXXEHNE JIEHKOLIMTOB B JUHA-
MVKE TO3BOJIVJIO CBSI3aTh €T0 ¢ (heOXpPOMOLIMTOMOI [5].
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€IMHWUYHBIX CJydyaeB OCTPOM IMOYEYHOM HEAOCTaTOYHO-
CTH, CBSI3aHHBIX C (HEOXPOMOLIMTOMOI [6].

TakuM o0Opa3oM, HaHHBIA clydyail HEMOHCTPUPYET
MO3IHIO IUAarHOCTUKY (PEOXpPOMOLMTOMBI, HECMOTPS
Ha HaJIMuMe KOXHBIX TposiieHuidi NF1 u runepronuue-
CKUX KPU30B.
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