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Pe3rome

Cpe)m PEAKO BCTPCUAOIIUXCA ITPUYIUH BTOPUYHBIX apTCPUATIbHBIX FPIHepTeH3PII71 TpaauIMOHHO paccMarpu-
BacTCA (bGOXpOMOHI/ITOMa — OIIYXOJIb U3 XpOMa(i)(i)I/IHHLIX KJICTOK HAAIIOYCYHUKOB. HaparaHrnHOMa — Xpo-
Ma(i)(I)I/IHOMa BHeHa)IHOHGQHHKOBOﬁ JIOKaJIU3aluu. Bricokue nmokaszarenu ApTCPUAIBHOTO JaBJICHUS B YCIIOBUAX
HEUPOTOPMOHAITHHOTO HKCIIECCA OKA3bIBAIOT YCKOPEHHOE Pa3pyIIUTEIHHOE BO3ICHCTBUE HA OPTaHbI-MUIIICHU.
Mo3zanyHOCTh KIUHUYECKOU KapTUHBL (1)eOXpOMOHI/ITOMI)I/HapaFaHFJ'II/IOMLI CO3aacT TPYAHOCTHU IJid CBOCBpPC-
MEHHOU JAUArHOCTUKU U JUKTYCT HCO6XOI[I/IMOCTI) MPUMCEHCHUS MCKIUCHUIIIIMHAPHOTO IMOJAXOoaa. B crarne
MPUBCACHO OIMMMCAHUC KIIMHUYCCKOTO ClIyvast HOpa)lpeHaJ'II/IH-CereTI/IpyIOHleﬁ naparanrinOMBbI 336pIOHII/IHHO-
IO MPOCTpAaHCTBA Y KCHIIUHBI CPEAHCTO BO3pacTa. IToka3zaH KOMILJIEKCHBIHN IIoAXO04 K OIICHKE JUarHo3a U Xa-
PaKTepa nNopaxKeHus OpFaHOB-MHIHeHeﬁ. AKHeHTI/IPOBaHO BHUMAHHUEC HA OCO6€HHOCTHX PEHUHOBOTO CTaryca.
[IponemoHCcTpHpOBaHa 3aKOHOMEpHAsl TUHAMHUKA MOKa3aTelield COCTOSHUS CEePACUHO-COCYIUCTON CHUCTEMBI,
HEWPOTOPMOHAJILHOHN PETryJIsIIUU KPOBOOOPAIIICHUS, YITICBOJHOTO 0OMEHA MOCJIE YCIEITHOTO XHUPYPruieCcKo-
ro JIeueHHs 3a00ICBAHUS.

KioueBble ciioBa: ¢peoxpomoruroMa, naparaHriiuomMma, apTepraibHas THIIEPTeH3Us, pEHUHOBBIH CTaTyc,
KJIMHUYECKUH CIydai, HaOJIIOZIEHUE
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Abstract

Among the rare causes of secondary hypertension pheochromocytoma is traditionally considered.
It represents a chromaffin tumor of the adrenal glands. Paraganglioma is an extra-adrenal chromaffinoma.
High blood pressure due to the neurohormonal excess accelerates target organ damage. Variable manifestations
of pheochromocytoma/paragangliomaclinical make more difficult timely diagnosis and dictate the need of
multidisciplinary approach. We present a clinical case of norepinephrine-secreting retroperitoneal paraganglioma in
a middle-aged female. An integrated approach to the diagnosis and the assessment of target organ damage is
suggested. The features of renin status are highlighted. The case also demonstrates appropriate dynamics of the
cardiovascular parameters, neurohormonal regulation of blood circulation, and carbohydrate metabolism after

successful surgical treatment of chromaffin tumor.
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Beenenne

CornacHo ompezeneHuto 3kcreproB BeemupHoit
opranu3zanuu 3apasooxpanenus (2004) deoxpomo-
LUTOMA MPEACTABIAET cO00M OMyXO0Jb, UCXOASALIYIO
n3 xpoMa(HUHHBIX KIETOK HAAMIOYEYHUKOB, CEKPETH-
PYIOLIMX OJIUH MM HECKOJIBKO KaTEeXOJIAMUHOB: aape-
HaJMH, HOpaApeHaluH, JodamMuH. B penkux ciydasx
9TH HOBOOOPA30BAHUS SIBJISIOTCS] TOPMOHAJIBLHO HEak-
TUBHBIMH. [laparaHrmnomoi cuuTaeTcst OmyXxoib, Ipo-
HCXOAALIAs U3 BHEHAIOYEYHUKOBON XpoMadHUHHOM
TKAHU CHMIATHYECKUX MapaBepTeOpasbHBIX TaHIIH-
€B IPYIHOHN KJIETKH, )HBOTa M Ta3a. [laparaHrmnomsl
TaK)Ke MOT'YT MPOUCXOAUTH U3 MapacUMIATHYECKUX
ranmueB (HexpoMadGpuHHAas TKaHb, a, CIEA0BATEILHO,
HE CEeKpeTHPYIOIIAs KaTeXOIaMHUHBI ), PACTIOIIOKEHHBIX
B/IOJIb SI3BIKOTJIOTOYHOTO, Oy KIAI0IEro HEPBOB B 00-
JIACTH IIEH U B OCHOBAHUH YEPEIIa, a TAKKE TNIaBHBIX
aprepuii [1]. 3BecTHO, YTO 0OLIETOMYISIIIMOHHBIN
MOKa3aTesb pacpoCTPaHEHHOCTH BceX (hopM apTepu-
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anpHOM THrniepreH3uu (Al') cocrasmsier 30—45% [2].
Cpenu 60ompHBIX Al' gacToTa BRIABICHHUS (heOXPOMOITH-
TOMBI WJTH TTaparaHmImoMsl kosteonerces ot 0,2 1o 0,6 %
[3]. BerpewaemocTh XpomMadhUHOM CpeIv MMAIIMEHTOB
C MHITHJICHTAIOMaMH HaIMOYEYHUKOB COCTaBIsIeT 5 %.
B M03roBOM BemecTBe HAAIIOYEIHNKOB JTOKATH3YETCS
npubausurensHo 80-85 % ciydaes omyxonei u3 xpo-
MadpurHOM TKaHU ((peoxpomorTomMsr), 15-20 % xpo-
MadGUHOM HMeeT BHEHAAIOYCIHHKOBOE PACIIONIOKeE-
Hue (maparanmmomsl) [4]. Jlo 50-80 % naparasrirom
MIPECTaBIIEHBI OMYXOJbI0 LlyKKepKaH I, NCXOASIIEH
13 MapaaopTaIbHOTO CUMIIATHYECKOTO TAHTIIHSI B MECTE
OTBETBIICHUS HIDKHEH OPBDKECUHOM apTepHH U3 a0PThI
[5]. YauTsiBas penkyro BcTpedaeMocTh (heoXpOMOITH-
TOM U IIaparaHnioM B pealibHOW KIIMHUYECKOHN MpaK-
THKE, TAKOBBIE Ha TIPOTSHKEHHUH JUTUTEITHHOTO BPEMEHU
MOTYT OCTaBaThCS HEAMATHOCTHPOBaHHBIMU. CUnTaeT-
cs1, YTO KaK7ast BTopast oIyXoib xpomadPpuHHOM mpH-
OBl MPU )KU3HU OCTAETCS HE BBISIBIIGHHOU. Y TpETH
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MAIMEeHTOB BO3HUKHOBEHHE XpOoMapPHUHOM acCOLUU-
pOBaHO C HAIWYUEM HACIEACTBEHHBIX MyTamuil [6].
10-17 % xpomadHUHHBIX OMyXO0Jiel OKa3bIBAIOTCS
3710KaueCTBEHHBIMU [7]. [ TaBHBIM KIIMHUYECKUM TPH-
3HaKOM (PEOXPOMOIUTOMBI/TIAPAraHIITHOMBI CIIYKUT
cTolKkuil Bbicokui ypoBeHb AJl. Hemocrarounas Ha-
CTOPOXXEHHOCTh U clabasi 0CBEIOMIIEHHOCTh MpaK-
TUKYIOLIMX Bpaueil, IJIaBHBIM 00pa3oM aMOyaaTopHO-
MOJIMKJIMHUYECKOTO 3BEHA, MPUMEHHUTEIBHO K TOM
npoOieMe 3HaYUTENBHO MPOJIOHTUPYIOT BEpHUPUKALIHIO
MpaBWIBHOTO auarHo3a. CieqoBarenbHO, HECBOEBpE-
MEHHOCTb MHUIMALUK aJIeKBaTHOTO JIeUeHHs 3aboJe-
BaHMSI CIIOCOOCTBYET BO3HUKHOBEHHMIO TPO3HBIX, a 3a4a-
CTYIO (paTaIbHBIX CEPACYHO-COCYAUCTHIX OCIOKHEHHUN
[8]. Huxe mpuBeneH KIMHUYECKUH Cilydail, 1eMOH-
CTPHUPYIOLLIHI 0COOEHHOCTH AMATHOCTHYECKOTO OMCKA
1 TIOZIXO/IOB K JICYEHHUIO TIaparaHrInOMBbI, TPOTEKaBILCH
co cToiKkoi Tskenoi Al

[TanmenTka 3., HAa MOMEHT EPBUYHOTO CIELHAIHU-
3UpOBaHHOrO 0OcienoBanus 53 Jet, Mo npodeccun
YUUTENb Ha4YaJbHBIX KJIacCOB (B TEUEHHE JBYX JIET,
MPEALECTBOBABILUX ITOMY 00CIIeIOBaHHUIO, HE pabo-
Tajua 1o COCTOSHHIO 30POBbsI), MOCTYIMIIA B KIWHU-
Ky rocnutaibHoi Tepanuun BMA um. C. M. Kuposa
30.10.2014 ¢ sxano6amu Ha TOIOBHYIO 00JIb B 00J1aCTH
3arbuika rmpu nopbimeHnu AJl 1o 200-240/110-120 mm
PT. CT., TOJIOBOKpPYKEHHE NIPH TEpPEXOAe U3 TOPU30H-
TAJBHOTO MOJIOKEHUSI B BEPTUKAIBHOE, IIATKOCTh ITPH
X0Jb0€, OBIIIKY MO THITY HEXBAaTKU BO3AYyXa H JUCKOM-
(hopT 3a rpyAMHO#, BO3HUKABILIUE IPU OBICTPOU X0/ 1h0e
1 IOABEME T10 JIECTHHLIE Ha 3-1 3T, AJTUTEIbHOCTHIO
10 5 MHHYT, KyIHUPOBaBILIHECS MOCIIE MPEKpalleHHs
(u3nueckoil Harpy3KH, CyXOCTb BO PTY, OCTENIEHHOE
CHIMJKEHHUE Macchl Tesia Ha 20 KT 3a IpeALIecTBYIOIIe
8 set.

W3 anamHe3a M3BECTHO, YTO B Bo3pacte 42 neT
CTaIy BO3HHUKATh SIM304bI HoBbIIIeHUS AJl 1o 160—
180/90—-100 MM pt. cT. B 3TOT Ieprox 1 Ha mpoTsKe-
HUU TOCJIEAYIOUINX IISATH JIeT 32 MEAULUHCKON I0-
MOIIIBIO MAMEHTKA HEe 00paIiaiach, CaMOCTOATEIEHO
B clly4yae 3HaYMTeJILHOTO NoBbIeHus A/l npuHuMana
pasIuYHbIe aHTUTUIEPTEH3UBHBIC Mpenaparbl (MH-
rHOUTOPBI aHTMOTEH3UHIPEBpaLIaonero GpepMenTa,
OeTa-010KaTOPbI, IpernapaThl HEHTPAILHOTO ACHCTBUS)
¢ HeyObenutenbHbIM ¢ dexrom. B suBape 2009 roxa
(B Bo3pacte 48 net) OonbHas OblLIa TOCIUTAIU3UPO-
BaHa B KapJUOJIOTHYECKOE OTAEICHUE OAHON M3 TO-
poackux 6onbHuL Caskt-IletepOypra c xamobamu
Ha OJIBILIKY, 00JIN B 00JIaCTH ceplia, CHIbHYIO TOJIOB-
Hy10 0oJb. B X0me oOcnenoBanus B 3TOT HEpHO ObLI
YCT@aHOBJICH IMarHO3: UIlleMUUYecKas 00e3Hb cepala,
BIIEPBbIC BOSHUKIIAS CTEHOKAPIMS, THIIEPTOHUYECKAs
oonesns Il cragum, runepronnueckuit kpus. Ilocie
CTaOMIM3aLMHU COCTOSHUS B IIOCIIETYIOLIEM PETYISPHO

NpUHMAMAJIA aMJIOIUIUH 5 MI/cyT, SHajanpui 20 Mr/cyT,
TUIPOXJIOPTUA3UA 25 MI/CYT, METONpOJioia TapTpar
100 mr/cyrt. [lokazarenu apTepualbHOTO AaBIICHUS
(Al) naxompunuce B nuanazone 160—180/90-110 mm
pT. cT. CTeHOKap/ s HaNpsKEHUS U XpOHUUYECKas cep-
JIe4yHasi HeI0CTaTOYHOCTh KJIIMHUKO-aHAMHECTUYECKU
cootBeTcTBOBaM [-II yHKIMOHATBHBIM KiIaccam.
B snBape 2014 rona B cBA3M ¢ yCUIICHUEM NTPOSIBICHUN
1epeOpoBacKyIsIpHO Oone3Hu Ha (QoHe mpeuMyIie-
CTBEHHO BBICOKHX IMoka3zareneid A/l (romoBHast 00Jib,
TOJIOBOKPYKEHHE, HIATKOCTh MPH X0Ab0€e) HaX0HIach
Ha MJIAHOBOM OOCIeJOBaHUM U JICYEHUH B HEBPO-
JIOTUYECKOM cTallMoHape. B Teuenue opHoro rona,
MpEeAIIeCTBOBABIIETO HACTOALIEH T'OCNUTAIU3ALNI
(2013-2014), nanueHTKa oTMeYaja 4acThie MOIbEMbI
AJl 10 200-240/100—120 MM PpT. CT., & TAKIKE SIU30bI
CIOHTAHHOTO ero cHukeHus 10 120—140/90—100 MM pr.
CT., COIPOBOXKJABILUECS PE3KOH C1a00CThIO.

W3 ocobeHHOCTE! aHaMHe3a XKMU3HHU CIEAyeT
yKa3aTh Ha OTSTOLIEHHYIO HACJIEJCTBEHHOCTH (MaTh
nepeHecia UHCYJIbT B Bo3pacte 51 roxa). Ilamuent-
Ka B MeHomnay3e (¢ 48 yer), craryc KypeHus U NpH-
BBIYHOTO YHOTPEOICHUsT allKOToJIs OTPHULATEIbHBIMN.
[Ipu nocrymnennn B kauHUKy (17.12.2014) obmee
COCTOSIHUE CpEIHEH CTENeHH TSIKECTH, CTaOMIIbHOE.
TsoxecTh cocTosHUSI 00yCIIOBIEHA BBICOKMMHU 3Haye-
Husmu A/l. Co3Hanue sicHoe. [lonoxeHne akTUBHOE.
TenocnoxxeHne HOPMOCTEHUUYECKOE, TTOBBIIIEHHOTO
NUTaHUs, HHAEKC Macchl Tena — 27,1 kr/m?. OKpyx-
HOCTh Tanuu — 99 cM. KocTHo-MBbleuHas cucrema
0e3 BuAMMBIX M3MeHeHui. Koka n ciam3uctoie 00bIY-
HOM OKPACKH, YUCThIE. YYaCTKOB FUIEp- U ACTTUIMEH-
TaluKu He BbIsIBIEHO. [lepudeprueckux OTEKOB HET.
[TuroBunHas xenesa, nepudepuiaeckue aumdarmye-
CKHe y3ibl He yBenndeHsl. [lynsc 92 ynapa B MuHy-
Ty, pUTMHUYHBIN, HanpsbkeH. CocyaucTasl CTEHKa BHE
MYJICOBOM BOJIHBI HE Naibnupyercs. AJl B monoxeHun
cuns 220/120 mm pT. cT. Ha obenx pykax. JleBas rpa-
HUIIA CEP/IEYHOM TYIOCTH CMEIIeHa Ha 2 CM KHapyXH1
OT JIEBOM CPEAMHHO-KIIOUNIHOMN JIMHUU. OTipeensics
3HauuTeNbHBIN akieHt Il Tona Han aoproit. YacroTa
JIbIXaTeNIbHbIX ABMKeHUH 17 B MunyTy. [Ipu ayckynbra-
LIUH HaJ] CAMMETPUYHBIMH yYaCTKaMH FPYIHON KIETKH
JIBIXaHHE BE3UKYJISIPHOE, XPUIIBI HE BBICIYIINBAIKCH.
SI3bIK BIaXKHBIN, 4UCTHIA. JKUBOT MU NaNbIALIMH MSIT-
KuH, Oe300ne3neHHbIi. [lokonaynBanue Mo NOsSICHUY-
HOI1 00macTu 0e300JIe3HEHHO C 00EHX CTOPOH.

[Ipu BBIMOTHEHMM AKTUBHOM OpPTOCTaTH4ECKOMH
npoOBI 3aperucTpUpOBaHa TPAH3UTOPHAS THIIOTEH3HSL.
Cumxkenne cucronmueckoro AJl (CAl) mpu nepe-
XOJZle B BEPTHKAJIBHOE MOJIOKEHHE cocTaBmio 50 MM
pt. ct., quactonudeckoro AJl (JAd) — 10 mm pr.
ct. (Al B ropusonTansHOM mojoxkenuu 190/100 mm
PT. cT., 4actora cepieunbix cokpamenuit (YCC) —
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Pucynok 1. IloBepxHOCTHAA 3JIEKTPOKAPANOrpaMMa MAITMEHTKH 3.
53 aer (Hosa0ps 2014 roma)
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l'[pnMeqalme: OTHYCTIIMBO ONPEACIAIOTCS [IPU3HAKHU I‘I/IHepTPO(bI/II/I JICBOTI'O KeIyJ04Ka € €ro CHCTOJIMYECKOMN Heperpy3KOI7L

74 B MUHYTY; 4epe3 3 MUHYTHI HaXOKJICHUS B OPTO-
craze — AJl 140/90 mm pr. ct., YHCC — 84 B MuHYy-
Ty). B KIuHIYEeCKOM aHanmm3e KPOBH — T€MOTIIO0WH
124 r/n, netixonuTsr 6,7 x 10°%/71, CKOPOCTH OCETAHUS
IPUTPOITUTOB — 25 MM/4ac. [1o qaHHBIM OHOXHMITIe-
CKOTO aHaJM3a KPOBU OTMEYANIOCh HE3HAYUTEIHHOE
CHIDKCHHE YPOBHS KIS 10 3,6 MMOJIB/J, TIOBBIIIIE-
HHE HATOILIAKOBOM IuMKemMuu A0 7,91 MMoJIb/1I, Tiu-
KHUPOBAaHHOTO TeMornoonna — 7,97 %, ModeBoif Kuc-
70Tl — 485,3 MKkMone/i1, hudbpunorena — 4,98 /1,
C-peaktuBHOTrO 6emka — 16,53 MT/71, MOYEBUHBI —
8,5 MMoItB/11, o0mero xomecrepuHa — 7,7 MMOJB/J,
TPUTTUIEPUIOB — 2,97 MMOJIB/II. YPOBEHBL KpeaTu-
HHUHA cocTaBmI 80 MKMOJIB/JI. CKOPOCTH KITyOOIKOBOMH
dumprpanun (CKD EPI) — 72,8 m/mun/1,73 m2. [pu
BBITIOJTHCHUH TTEPOPATHHOTO TITIOKO30TOJIEPAHTHOTO
TecTa INIMKEMHMSI HAaTOIIaK cocTaBmiia 6,1 MMoIIb/1, ye-
pe3 2 waca — 13,7 mmons/n. ConepikaHue aa,0yMuHa
B CYTOYHOU Moue cocTaBmiio 17,6 mr/cyt. IIpoba 3um-
HUIIKOTO TOKa3aja mpeodiajianue HOYHOTO JHype3a
Han mHeBHBIM (1050 1 790 MJT COOTBETCTBEHHO), Ha-
JIMYHE TUITOCTEHYPHHU (OTHOCHTENbHAS TNIOTHOCTH MO-
gu 1003—-1016). Ha penTrenorpaMMe rpyaHON KICTKH
(H0510pE 2014 TOma) 0OHAPYKEHO PACITUPCHHE TCHH
cep/iia B MOMEPEYHHUKE 3a CUYET JIEBOTO KENYI0uKa;
VIUIOTHEHUE a0PTHI U €€ Pa3BOPOT.

Ha snexrpokapmuorpamme (OKI') (Hos16ps 2014 T0-
Jla) oTMeUeHBI cuHycoBas Taxukapaus ¢ YCC 93 B Mu-
HYTY, MPU3HAKH BBIPAKEHHON THUNEPTPODUH JIEBOTO
xemymouka (1K) ¢ ero cuctommdeckoii meperpy3koi
(puc. 1). Uamexc CoxomnoBa—Jlaitona — 53 mm, Kop-
HEJIbCKHUH BONBTaXKHBIN HHIeKC — 43 MM, KopHensckoe
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npomsBeacHue 4300 mm X mc, mpusHak [JIK Tlepyn-
YKUHCKOTO YHHBEPCUTETA TIOJOKUTEIBLHBIN (COUeTaHHE
BBICOKMX 3Ha4YeHuH cymmbl (RaVL +SV.,) u Tunmmanbix
HapyIIEHUH PEToNIPU3aIlii B JIEBBIX TPYIHBIX OTBE-
TIEHUSX ).

Ilo nanHBIM TpaHCTOpakKaJbHOM 3XOKapJaUOrpa-
(¢um ycTaHOBIIEHA BBIpAXEHHAsI KOHIIEHTPHYECKas
I'JIK. TonmuHa MexKeIyno4KoBOU meperopoj-
KM ¥ 33/IHeH CTEHKH JIEBOTO YKENYyI0YKa B JTHACTOIY
16,2 u 17,8 MM cooTBeTCTBEHHO. HIEKC MacChl MHO-
Kapa JIeBoro xenmynouka — 178 r/m?. O6paiieHo BHU-
MaHHe Ha BECbMa BBICOKYIO CTETIEHb KOHIIEHTPUYHOCTH
I'TIK (otHOCHTEenpHAS TONMIMHA cTeHKH — 0,81). Cu-
cTonmyeckas (pyHKIHUS JIEBOTO KETyIodKa OKa3alach
B HOopMe ((paknus BeioOpoca — 72 %). BrissBneHbI
TKaHEBbIe JoMuIeporpaduyeckne Mpru3HaKd AHACTO-
JTUYECKOM TUC(HYHKIINN JEBOTO KETYI0UKa PUTHTHOTO
tumna (E/A 0,7, DT 333 mc, e’ 0,04 m/c, E/e’ 13). Un-
JleKc o0BeMa JIeBOTO Tpeacepaust cocTaBmi 40 Mir/m2.
MurtpanpHas peryprutaius 1-if crereHn. 30H Hapy-
IIeHNH KHHETHKH MUOKap/a He BBISBICHO.

ITo maHHBIM TYTIJIEKCHOTO CKaHMPOBAHUS OOIITHX
COHHBIX apTepuii (HossOps 2014 roma) cieBa U cripaBa
OTMEUYEHBI ACHMITTOMHBIE aTEPOCKIIEPOTHIECKHUE OIISTII-
KW CO CTEHO3MPOBAHNEM IIPOCBETA HA3BAaHHBIX COCY/IOB
Ha 26 1 16 % coorBeTcTBeHHO. CyTOYHBII MOHUTOPHHT
OKI (H0os6ps 2014 Toma) MO3BOIMI KOHCTATHPOBATH
purHAHOCTH THpKagHoro npodmrst YHCC (cpemrecy-
tounass UCC 77 B MUHYTY), HUIAYHE IKTOITHYECKON
AKTUBHOCTH MMOKapJa B BHJIE€ YAaCTOM OJAMHOYHOMI
MOHOMOP(DHO¥ KEITyTOIKOBOM IKCTPACUCTONINH (BCETO
1983 a1130/10B), IEPCUCTEHITHIO PETIONISIPHU3AITMOHHBIX
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MIPU3HAKOB CUCTOJINYECKON NMeperpy3Ku JIEBOTO Kemy-
nouka. [Ipy BBIMONTHEHUH CYTOYHOIO MOHHUTOpPHHIA
Al (os10pp 2014 roma) 3aperucTpupoBaHa BhICOKAs
CHUCTOJIO-IUACTOJINYECKasl TUIIEPTEH3Hs Ha MPOTSIKe-
HUH BCETO MEPHOJIa UCCIeA0BaHUs (CpeIHIe 3HAaUCHHS
B IHEBHBIE Yackl 158/96, B Hounkle uackl — 171/104 mm
PT. CT.); CYTOUHBIH Tpoduib Tuna night-peaker. Bapua-
oenbHOCTE CAJ] 1 JIA/] B THEBHBIC Yachl TIOBHIIIICHA.
ONH3070B TUIIOTEH3UU HE 3apeructpuponaHo. Cko-
pocth yrpennero nogbema CAJl u JIAJ] yBenuuena.
[Ipu mcciegoBaHMM TIa3HOTO JHA (AeKaOpb
2014 rona) BBIABICHBI NPU3HAKH, CBUACTEIbCTBYIO-
mue o Hanuuu III ctaguu runeproHnYecKol aHruo-
natuu ceryatku (puc. 2A). VI3MeHeHus: UMeIn CUM-
METPUYHBIN XapakTep (CXOAHBI MO MPU3HAKAM U UX
BBIPQXKEHHOCTH C 00€UX CTOpPOH). JIMCK 3pUTEIBHOTO
HEepBa HE U3MEHEH, He TPOMMHUPOBaI, Skckasalus 0, 1.
[lo maHHBIM ONTHYECKOW KOTepeHTHOH ToMorpaduu,
C TEMIIOPAJILHOM CTOPOHBI OT IMCKA 3pUTEIBHOIO HEpBa
BH3YaJIM3UPOBAINCH PAAUAIBHO PacioI0KEHHbIE TBEP-
JIbI€ KCCY/AThl, JOKAJIM30BaHHBIE B HAPY/KHBIX CIIOSIX
ceTyatku. B mapamakynsipHoii o0nacTu, 3a npeaeaaMu

COCYIMCTBIX apKaJl U ¢ HAa3aJIbHOU CTOPOHBI OT JHUC-
Ka 3pUTEILHOTO HEpBa — €AMHUYHBIE OYaru MsIrKOTO
JKccynaTa (Y4acTKH UIIEMUH CJIOS HEPBHBIX BOJIOKOH)
U reMopparuu OKpyrioi (BO BHYTPEHHUX IUICKCH-
(hOPMHOM U SIAEPHOM CIIOSIX ) M LITPUXOBUIHOH (B cl0€
HEPBHBIX BOJIOKOH) (hopMbl. CUMIITOM apTepHUOBEHO3-
Horo nepekpecta [I. MakynsipHbIil 0TeK OTCYTCTBOBA,
TOJILIMHA CETUYATKU B HOPME.

ITo naHHBIM yABTPA3BYKOBOTO MCCIICIOBAHUS KU-
BOTa MEXKY MEUCHBIO U MOKEITYI0UHOM Kele301 BU-
3yaJIM3UPOBAHO BACKYIISIPU3UPOBAHHOE 00pa30OBaHUE
HeTpaBHIBLHON QOpMBIL, pazMepamu 32 X 36 x 47 mm.
ITouku HOpPMaANBHBIX pa3mepoB: mpaBas — 11,5 X
5,5 cM, mapeHxuMa ogfHOpoAHas, 15 MM; JieBast — KOH-
Typ BOMHUCTBIH 11,3 X 5,2 cM, mapeHxuma OAHOPOIHAS,
18 MmM. HameuHo-10XaHOYHAs! CUCTeMa IOYEK HE pac-
IMpeHa, yIioTHeHa. HaamoueuHnky He yBETUYCHBI.

B nexabpe 2014 rona, B CBS3U C BBISIBICHHBIM HH-
TpaabIOMUHAIILHBIM 00pa30BaHUEM, a TAKIKE C IIEIIbI0
UCKJIIOYCHHS BAa30PEHAIBHOMN U HAAOYeUHUKOBOU AT,
ObLIa BBHITIOJHEHA MYJIbTUCIUPATIbHAS KOMIIBIOTEP-
Hast Tomorpadus (MCKT) OpromiHoii monocta u 3a-

Pucynok 2A. ®dynmockonua namueHTru 3. 53 et (mexadps 2014 roaga)

oD

0S

IIpumeyanue: cripaBa U cjieBa ONPEACIAIOTCS (QYHIOCKOMUYCCKUE MPU3HAKH 3]I0KAYECTBECHHO apTepHaibHOI THIepTeH3HHU (KapTHHA
[JIa3HOTO JiHA cOOTBeTCTBYET Il cTauu runepToHnYecKoil aHTuonaTuu cetdarku no kiaccudukanmu Keith, Wagener & Barker, 1939).

Pucynok 2B. ®yngockonusa namueaTku 3. 55 aer (aBryer 2016 roga)

IIpumeuanue: cripaBa 1 clieBa CUMIITOM apTepHOBEHO3HOTO nepekpecta I, B MakynsipHoi obnacty 1 Ha iepudepuu TBepabie KC-

CyaaTtbl U MHTPAPECTUHAJIBHBIC KPOBOU3JIHUAHUA HE ONIPEACIIAOTCS.
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Pucynok 3. /lanHBIe MYJbTHCIUPAJIHHON KOMIBIOTEPHOI TOMOTPa(UM OPraHOB OPIOIIHOMN MOJIOCTH
¥ 3a0PIOIINHHOTO MTPOCTPAHCTBA ManueHTKH 3. 53 jet (mexadps 2014 roga)

IIpumeuaHue: Ha Cpe3ax B AKCHAIBHOM IIIOCKOCTH BU3yaIN3UPYETCs MaparaHmiroMa pasmMepamu 53 x 33 x 43 mm. 3a0promuaHoe
HOBOOOpa3zoBanue (1) pacrmoaokeHo Mex/ Iy eUeHbI0, IIPABBIM HAAMOUYSTHHUKOM, ITPABOI HOXKKOI THadparmbl, HODKEITYJOUHOH KeIe30H,
TEJIOM JKEJTy/IKa U TECHO IMPHIIEKUT K YpeBHOMY CTBOIY (3), 00mielt nedeHouHoit apTepu (4), HIKHEH 1oy1oii Bene (2).

Pucynok 4. [laHHBIE MYJBTUCIHPAJIbHON KOMIBIOTEPHON TOMOTPa(huu OPraHOB OPIOIIHOM MOJOCTH
¥ 3a0PIOIIMHHOTO MPOCTPAHCTBA MAUEHTKH 3. 53 JjieT

IIpumeyanue: mpencTapieHa MyJIbTHIUIAHAPHAS PEKOHCTPYKIMS BO (PPOHTANBHON IUIOCKOCTH B apTEPHANIBHYIO (ha3y KOHTPACTH-
poBaHust; 1 — 3a0prommHHOE 00BeMHOE 00pa3oBaHue (MaparaHIiiioMa); 2 — HIKHSS TI0NIas BeHa; 3 — aopTa; 4 — mpaBasi IoueyHast
aprepusi; 5 — o011as e4eHouHas apTepusi; 6 — Mpapasi IeYeHOYHast apTepusi; 7 — racTpoyo[eHaIbHAas apTepus; 8 — celie3eHOYHast
aprepusi; 9 — MoKeINyj0uHast Jkese3a; 10 — yeBast IeyeHOYHas apTepHs.

Pucynok 5. A. Cumaturpagus c [?°T] meTaiiog0eH3UITyaHUTMHOM.
B. Hamosxenne Ha usobpaskenue cuuuturpadun c®Te

A

[pumeuanue: A — 3agusa npoekuus. CTpesnkoil yka3aHa 30Ha TOBBIIIEHHOTO HAKOIUICHHUS mpemnapara. b — cTpenkoil ykazaHa
30Ha TOBBIIICHHOTO HAKOIUICHHUS [ '2]] MeTaiion0eH3MITyaH | TMHA.
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OpIOLIMHHOTO MPOCTPAHCTBA C KOHTPACTUPOBAHHEM
(puc. 3, 4). B xone MCKT noarBep:xieHO 3a0prOIIHH-
HOe 00BbEMHOE HOBOOOpPA30BaHWE TKAHEBOW ILIOTHO-
CTH C YETKUMH HEPOBHBIMU KOHTYpPaMH, HETIPaBHJIIb-
HOM oBasbHON (POpMBI, pazmepamu 53 X 33 x 43 mwm,
nMeroniee COOCTBEHHYIO COCYAMCTYIO CETh, HHTEH-
CHUBHO HEOJHOPOJHO HAKaIUIMBAaIOLIee KOHTPAaCTHOE
BemectBo g0 +80 ... +100 HU, ¢ coxpaneHuem 30H
MOHM)KEHHOM MJIOTHOCTH U HAJTMYUEM EANHUYHOTO TH-
nepBacKymsipHoro yuactka (1o +158 HU) mo npaBomy
kpato. OOpa3oBaHHe PacloIOKEHO MEXAY IEUCHBIO
CrpaBa, MMPaBbIM HAJNOYEUYHUKOM M MPAaBOM HOKKOU
auadparMbl c3au, MOJKETyIOYHON KENe30i crie-
penu u cHU3Y, TeloM kenyaka crnepenu. OOpas3osa-
HHUE TECHO MPUIICKAIIO K MPaBOi HOXKKE AuadparMebl.
Heunsmenennas >xupoBast KJieT4aTka MpocienBaiach
Ha BCEM MPOTKEHUH MEXITy 00pa3oBaHHEM M Tie-
YEeHbIO, MPABbIM HAIOYEUHUKOM H TOHKEITYJOYHOM
xene3oi. UpeBHBII cTBON orubain ero ciesa, oduias
MeYeHOYHAas! apTepusi — CIepeay, Mpapas rmoyeyHas
aprepust — cHu3y. OOpa3zoBaHe CMEIIaIo K3a 1 HHXK-
HIOIO TTOJTYIO ¥ KHU3Y IIPaByo0 [TOYEUHYIO BEHbI 0€3 pH-
3HAKOB HHBa3MH. TakuM 00pa3oM, yUUThIBAs 1apaaop-
TaJIbHYIO JIOKAJIU3aIHI0, TUIIEPBACKYIIAPHBIN Xapakrep
U OTCYTCTBHE JTUM(aTSHOTATHH, OBbUT MPEAION0KEeH
HEHPOIHAOKPUHHBIN TeHe3 3Toro oopaszosanus. Jlan-
Heie MCKT He mo3Bonuinn oOHAPYKUTh KaKUX-THOO
OTKJIOHEHHUH CO CTOPOHBI MOYEYHBIX apTEePUid, MOYEK,
Ha/MTOYEYHUKOB.

B cBs131 ¢ HACTOPOXKEHHOCTHIO B OTHOLIEHUH (heo-
XPOMOLUTOMBI/TIAPAraHIIMOMBI ObUIH M3YYEHBI TO-
Ka3aTelu CEKpEeUHH MEeTa0OJIUTOB KaTeXOJaMUHOB
(HOs16pb 2014 roga). Tak, yCTaHOBJICHO 3HAYUTEIIb-
HOE MOBBIIICHNE KOHLEHTPAUU HOpMeTaHepprHa
B KpoBH — 2934 nr/mn (Hopma 0—180 nr/mui), npu
9TOM YpPOBEHb MeTaHeppHHa OKazayucsi HOpMalb-
HbIM — 16,7 nir/mit (Hopma 0—90 rir/mun). Takxe ObUTIO
00HapyKEHO TMOBBIILICHUE COACPKAHHUS XPOMOTPaHH-
Ha A B KpoBU — 16 HMOnB/1 (J1abopaTopHas HOpMa
0-3 amonb/m). [lonydeHHbIe JaHHBIEC CBHCTENHCTBOBA-
JI B TIOJIb3Y HAJIMUUsI HOpaipeHAINH-CEKPETHPYIOILECH
HEHPOIHIOKPHHHOM omyxomnu. J[ns Oosnee peranbHON
OLIGHKU COCTOSIHUSI HEMPOTOPMOHAIBHON peryssiiuuu
KpOBOOOpaIieHus] ObUI0 M3YYE€HO COCTOSIHHE PEHUH-
AHTUOTEH3WH-albIocTepoHOBO# cucTeMbl (PAAC)
(aos10pp 2014 rona), B pe3yabraTe 4ero KOHCTaTUpO-
BaHbl yBEJIUYEHHE MJIa3MEHHONW KOHLEHTPALMH Mpsi-
moro penuna — 500 MmkME/mn (Hopma naboparopun
2,8-39,9 MkME/Mi1), HOpMabHBIH YPOBEHB aJIbJIOCTE-
poHa — 164 nir/min (HopMa naboparopuu 25315 mir/min)
u xoptuzona 20,7 ur/mn (Hopma 6,7-22,6 Hr/amn).

C uenbto uaeHTudurkanun xpomadGuHHON npH-
POABI OMyXONH BHEHAANIOYEYHUKOBOH JIOKAIM3aLNH,
OTIpe/ICICHUs] CTENEeHH PaclpOCTPAaHEHHOCTH IO-

paxxeHusl (BBISIBICHUS MHOKECTBEHHBIX OITyXOJeH
M METacTa3oB) ObLIa BBINOJHEHA CUMHTHrpadus Te-
na ¢ MeraiionbensmwiryanuauaoM (MHBT), TpormHeM
K xpoMadduHHOM TKaHu (nexadps 2014 rona). Paguo-
AKTUBHOW MeTKoM saBisuics Hon-123. Io pesynsratam
9TOr0 MCCIEIOBaHUS BH3yalM3UPOBAH Oodyar MOBBI-
HIeHHOH QuKkcanuu paguodapmipenapara B 30He, Co-
orBercTBytomiei nanHpiM MCKT (BbIlie U Meauaib-
Hee MpaBoro HajmoueyHuka) (puc. SA). Hns mydmein
O0OBEKTUBHON BU3yaIM3aIliK oyara HakoreHus [ 121]
MBI 6bina BEIMONTHEHA cLMHTHrpadus mouek c”Tc,
HaKarIMBaeMbIM IOUYEYHON TKaHBIO, C OCICAYIOLINM
HAJIOKEHUEM JIBYX U300paKeHUH. DTO MO3BOJIMIIO Ce-
NapupoBaTh H300pAKEHUE MIOYEK OT 30HBI HAKOTIICHHUS
['23]] MUBI (puc. 5B).

YuuTheiBass BHEHAJIOYEYHHKOBYIO JOKaJIH3ALHIO
xpoMapPUHOMBI, HOpPAAPEHATMHOBBIA THI €€ CeKpe-
1M, OBIIO BBIMOJIHEHO MCCIIEJOBAaHIE CaMOi pacipo-
CTPaHEHHOH MyTaluuu (OJUHOYHOI'O HYKIEOTHIHO-
ro nonmamopdusma B no3uuuu 598) rena VHL (don
Xunnens—JIlungay) B 3-if XxpoMocoMe, B pe3ylbTaTe
KOTOPOTO TaTOJIOTUYECKHX ajiesiell He 0OHapyKeHO,
KOHCTAaTHpOBaHa HOpPMaJbHAs TOMO3UIOTa — TaK Ha-
3BIBAEMBIN «JUKHIA THID).

B xone o6cnenoBanys ycTaHOBIIEH CIESAYFOLHHI K1~
HUYeCKUi nuarno3. HopaapenanuH-cekpeTupyromas
naparaHriinoMa 3a0pIOLIMHHOTO MPOCTpaHCcTBa. Bro-
pUuHas apTepuaibHasl TUIIEPTEH3Usl, 3JI0Ka4eCTBEH-
HBI TUNEPTEH3UBHBIA CUHApPOM. [ nneproHnyeckas
anruonarus cerdatku Il cragun. Mmemuyeckas 60-
ne3Hb cepaua. CTeHokapaus HanpsbkeHus | pyHKmo-
HAJILHOTO KJacca. ATEpOCKIEPO3 a0pPThI, KOPOHAPHBIX
apTepuil. ATepOCKIEpPOTUUECKUH KapJIHOCKIEpO3.
XpoHHuueckas cepaeyHas Hel0OCTaTOUHOCTh | cTanum,
II pynkumonansHoro kiacca. CaxapHblil AuadeT 2-ro
TUna (1eneBoi ypoBEeHb NIMKUPOBAHHOTO FeMOTIIO0H-
Ha < 7,0%).

B pesynsrare cocTosiBIIErocsS KOHCHIMYMa ObLTH
ompe/esieHbI TOKa3aHHs K ONlepaTHBHOMY BMEIIATEIb-
CTBY M 00CY)KJIeHA TAKTHKA YJaJICHHs TaparaHrIHOMBI.
Ha srane npenonepaunoHHON NOATOTOBKH MaTOreHe-
THUYECKH 000CHOBAHHBIM COWIN HA3HAYCHUE CEJICKTUB-
HOT'O IIPOJIOHTMPOBAHHOTO O -aJPEHOOIOKATOPa JI0KCa-
303uHa (4 mr/cyr), o,-B,-B,-anpenobnokaropa Kapse-
qutona (100 mr/cyt). JlonoTHUTENBHYO POJIb UTPATIO
HasHaueHue Onokatopa PAAC no3aprana (150 mr/cyT),
AHTaroHMCTa MHHEPATOKOPTHKOUAHBIX PELENTOPOB
CIIUpOHOJAKTOHa (25 Mr/cyT), petapaHoil hopmbl
Hupenunuua (40 mr/cyt). ['unmonunuaeMuveckyro
Tepanuio NpOBOAMIN aTopBacTaTuHoM (40 Mr/cyr).
Koppekuuro Hapymienuid yrieBogHoro ooMeHa ooe-
cneynnu ouryanugoM metgopmuHom (1700 mr/cyT)
Y TPOU3BOAHBIM CYIb()aHUIMOYCBHHBI TTHOCHKIAMU-
noMm (1,75 r/cyr).
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Ha ¢one npoBoanmoii Tepanuu JOCTUTHYTHI TO-
kazarenu AJl, COOTBETCTBYIOIINE MPEUMYIIIECTBEHHO
MSTKOMY T'HIIEpTEH3UBHOMY nana3ony 3HaueHni. YCC
COOTBETCTBOBAJIa HOPMOCHCTOINHU. DNH3010B Opaiu-
KapJuH, CHMITOMHOM TMIIOTEH3UH HE HaOIIOJaIOCh.
OKI' B tMuHaMKKe CBUIETEIbCTBOBANIA 00 YMEHBIICHUN
CUCTOJINYECKOH Meperpy3KH JIEBOTO KETYI0UKa.

Jns manpHe#iero eueHns NanMeHTka Obuia ro-
CIUTATM3UPOBaHA B 1-10 KIIMHUKY XUPYPTUH yCOBEP-
meHcTBoBanus Bpaueli BMA um. C. M. Kuposa, rine
02.02.2015 BpIMONHEHO yAalieHHE 3a0PIOLMIMHHOTO
HOBoOOpa3zoBanus (xupypru: K.Mm.H. Ilecukun 1. H.,
[Tapxomenko A.B., byraes A. A.). YuuTbiBas BHEHA-
MOYCYHUKOBYIO JIOKATTM3aLHUI0 XpoMah(HHUHOMBI, TECHOE
npusieKaHue K Hell KpyIHBIX COCYA0B, IPUMEHEHA J1a-
NapoTOMHUsI IBYXIOApeOepHBIM JOocTynoM. B 3abpro-
HIMHHOM HPOCTPAHCTBE ONMpeNesiiochk 00pa3oBaHHe
pasmepamu 5 X 4 cM, mpuseKalee K NoKeTyI04HON
JKeJe3e, HWKHel ToJIoN BeHe, YpEeBHOMY CTBOIY, OOILEH
[IEYEHOYHOH U IPaBOU NeueHouHoU aprepusaM. [Tosran-
HO, ¢ OOJTBIIUMH TEXHUUECKHUMH TPYAHOCTSIMH, 00pa3o-
BaHME OT/IEJIEHO OT YKa3aHHbBIX cocynoB. KimunupoBaHbl
U TIepeceueHbl OT/IeIbHAs BETBb YPEBHOTO CTBOJIA, KPO-
BocHaOkaBIIasi 00pa3oBaHUe, a TAK)KE BEHBI, HECYLIHE
OT HEero KpoBb B HIKHIOIO MOYI0 BeHy. OnyXonb yaa-
JIEHa C MPHJISKAIIEH )KUPOBOM KII€TYAaTKON U pernoHap-
HBIMH JTUM(aTHIECKUMH y3IaMid. MaKpoCKOUYeCKU
yAaJeHHOe 00pa30BaHKe pa3MepoM 5 X 4 X 3 cM UMeno
OBaIBHYIO (popMy, Ha pazpese TKaHb CEPOBATO-PO30BOTO
L[BETA C >KEITOBATHIM OTTECHKOM (pHC. 6).

[lo maHHBIM T'HCTOJOTMYECKOIO MCCIIEOBAHUSA
ONMCAaHA OMYXOJb MPEUMYIIECTBEHHO allbBEOJIIPHO-
ro u TpabeKyasIpHOTO CTPOEHHS, KOTOpas COCTOsa
U3 KPYIHBIX KJIETOK CO CBETJION IUTOIIa3MOM, BBI-
PaKEHHBIM KJIETOUYHBIM H SIIEPHBIM MTOJTUMOP(HUZMOM,
HEMHOTOYNCIIEHHBIMM MUTO3aMH, B TOM YHCJIE aTUITH-
YECKHUMH; BCTPEUYAINCh MHOTOSAEPHbIE TUTAHTCKUE
KJIETKH C THIIEPXPOMHBIMH sApaMu Oe3 MPU3HAKOB UH-
Ba3uM B Karcyny (puc. 7). Jlannas mopdonornueckas
KapTHHA COOTBETCTBOBAJA NaparanmuomMe. [ [puznakon
METacTa3UpPOBaHMs B TUM(ATHIECKHE y3IIbl TEaTOAyO-
JICHAJIbHOM CBSA3KHU M YPEBHOTO CTBOJIA HE BBISBIICHO.

Pe3ynpTaThl ”MMYHOTHCTOXMMHYECKOTO HCCIIE-
JIOBAHUS OMYXOJIEBBIX KJIETOK MPOAEMOHCTPUPOBAIIH,
410 MOpdoJoruyecKas KapTuHa 1 UIMMYHO(QEHOTHII
OITyXOJIEBBIX KJIETOK COOTBETCTBYIOT MaparaHIiloMe:
HelipoHcnienuduueckas dHonaza (NSE), BuMeHTHH,
cuHanTou3nH, Xpomorpanud A, CD 56, S-100 (mox-
JIepKUBAIOIINE KIETKH) — IMOJIOXKHUTENIbHAs peaklus,
UMMYHoTHcTOXMMH4eckas peakuus Ha MCK, snure-
IuanbHbIM MeMOpanHblid aHTHreH (EMA), Menan A,
anb(a-uHrHOMH oTpHULATENbHAs (pHC. §).

[Ipu BBIMOTHEHUH peaKMi ¢ MOHOKJIOHAJIbHBIMU
antutenamu K Ki-67-nporeuny sinep nponudepupyro-
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HIMX KJIETOK MHIAEKC mponudepanun coctaBui 1-2%
(puc. 9). Takum 0Opazom, ObLia 3aUKCUPOBAHA HI3KAS
nponaudeparuBHas aKTHBHOCTb JaHHOW OIMYXOJTH.

B TeueHue nepBeIX 7 JHEW MOCIE ONEPATUBHOIO
BMeIlIaTeNbCTBA HAOII0AaIach HOPMOTEH3HS, B ITOCIIe-
nyroreM nokaszarenu AJl Bospocnu g0 160—180/80—
90 MM pT. CT., 4TO MOTPEOOBANO MPOAOIKEHUSI MPH-
MEHEHMsI aKTUBHOI aHTUTMIIEPTEH3UBHOM Tepamuu
(xapBeauion 50 mr/cyr, no3aptan 100 mr/cyT). Knuau-
YECKH, 110 UCTEUEHUH JIByX MECALEB MOCIIE yAaTIeHUs
naparaHriinoMbl, Ha OHE TMPOJOIIKABILECHCS aHTUTU-
MePTEeH3MBHOM Tepanny, NalueHTKa OTMETHIa 3HaYH-
TeJIbHOE yAy4IlIeHre 00IIero caMouyBCTBUsI (110 CpaB-
HEHHIO C JOONEPalMOHHBIM IEPUOIOM), KauecTBa
JKU3HH, YMEHbIIeHUE 00mIel ¢1aboCcTH, OTHOCUTENb-
HyI0 cTabmm3anuio AJl B HOpMOTEH3MBHOM THAIa30He
3HAUCHHUH 0€3 N3HYPSIOIUX AIHU30/I0B PE3KOTO MOBHI-
meHusa AJl 1 KHEMOTHBHPOBAHHOW» TMIIOTEH3UH.

KonTposnbHbIe Hccien0oBaHus FOPMOHAIBHOTO
cTaryca 4epe3 OJUH Mecsll II0CIIe ONEepaTUBHOIO BMe-
11aTeIbCTBA BBISIBUIM HOPMaJIbHBI YPOBEHb MeETa-
He(ppuHa (26 nr/mi), HopMmeranedpuna (90 mr/mi)
B KPOBH, a TaK)X€ 3HAYUTEIHHOE YMEHBIIEHUE COJEP-
JKaHMs XpomorpanuHa A ¢ 16 no 3,5 Hmons/n (Hop-
Ma 0—3 HMOIB/T). YpOBEHb NMPSIMOTO PEHHHA TLIA3MBI
CHU3WJICS JI0 HOpMaJIbHBIX 3HaueHu# (20,8 MkME/ M),
a KOHIEHTpalus ajibJJOCTEPOHA IUIa3Mbl YMEHBIIN-
J1ach B Mpeesiax HOPMaTHBHOTO JMana3oHa 3Ha9YeHU I
(29 ir/mn). [locneanee moaTBepAUIIO BKIIA THIIEpKATeE-
XOJJAMUHEMHUH, BEI3BAHHON HAJIMYMEM TOPMOHAJIBHO aK-
THUBHOM OITyXO0JIH, a TAK)KEe, BOBMOKHO, MEXaHUYECKON
KOMITPECCHHM HOBOOOPa30BaHUEM NPaBOM MOYEYHOU
apTepuH B FeHe3 MCXOJHO TMIEePPEHUHOBOIO cTaTyca
MAIMEeHTKU. YPOBEHb IIIOKO3bI KPOBH TAKIKE IOCTATOY-
HO YCTOHYHBO HOPMaJIM30BaJICs, YTO MO3BOIMIIO OTME-
HUTH CaxapoCHIXKaroIIKe npenaparsl. B nanpHeiimem
KOHTPOJIb YPOBHA A/l ocyIiecTBIsIICS TPUEMOM Kap-
BeamIona 25 mr/cyt u gozaprana 50 Mr/cyT.

[Ipyn nuHAMUYECKOM HAONIONEHHHM MallMeHTKH
B KIIMHUKE rocriuTanbHol Tepanuu BMA um. C. M. Ku-
poBa uepe3 1,5 roga mocie BBIOJTHEHHOIO XUPYPIH-
YECKOTO JIEYEHUsI KOHCTaTUpOBaHAa yCTOWYMBAs IO-
JIO)KUTEIbHAs MHAMHKa MOKazarejaedl CTPYKTYpHO-
(YHKIIMOHAIBHOTO COCTOSIHUSI CEPAEYHO-COCYAUCTON
cuctembl. Tak, ObITO OTMEYEHO 3HAUYUTEIBHOE YMEHbB-
menue BoabTaxHbIX OKI-kputepues [JDK (nHaexc
Coxonosa—Jlaiiona 28 MM, KopHenbckoe mpounsBeneHne
3700 MM x mc, Kopaenbckuit uanexc 37 mm). [pu axo-
KapAnorpapuecKoM UCCIeIoBaHUH yepe3 18 mecsien
nocye ynaneHus naparanriuomsl (aBryct 2016 rona)
OTMEYEHO 3HAYUTEbHOE YMEHBIIIEHUE KOHIIEHTpUYE-
ckoil [JDK (MHOexc macchl MUOKap/a JIEBOTO Kely-
Jouka coctaBui 141 r/M?), cTeneHu KOHIEHTPHYHOCTH
I'JIX (ymeHblIeHHE OTHOCUTENBEHON TOIIIMHBI CTEHKH
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Pucynok 6. Makpompenapar ygajaeHHOI Pucynok 7. Mukponpemnapar ygaJeHHOI
ImaparaHTJIHOMBI AaIMeHTKU 3. 53 JieT maparaHrJIHOMBI MAalMeHTKH 3. 53 et

- prrverhibbbie
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IIpumeuanue: Ha pa3pese 3aKIFOUESHHOTO B KaICylly 00pa3o- IIpumeuyanme: okpacka reMaTOKCHIIMH-303MHOM (yBeJIHde-
BaHMS OBAIBHOI (OpMBI pazmMepoM 5 X 4 x 3 cM BHAHA y310BO-  HHE X 400), OTYESTIIMBO IPOCIICIKUBACTCS AIBBEOJISIPHOE CTPOCHUE
IO CTPOCHUS C COCIMHUTEIBHO-TKAHHBIMH BKJIIOUYCHUSIMU TKaHb  OIIYXOJIH, OITyXOJIEBBIE KICTKH C MEJIKO3EPHHCTOH CBETIION IIUTO-
CepoBaTo-pO30BOrO LBETA 110 NMepU(EpUH C JKEATOBATBIM OTTEH-  IUIA3MOM, HAOIIONACTCSl PE3KO BBIPAXKEHHBIN SACPHBIN U KIETOY-
KOM B IIGHTpE. HBII TOIUMOPHH3M.

Pucynok 8. UMMyHOrncToXuMuuecKne MapKepsl CHMIIATOAIPEHATOBOI MaparaHrIHOMbI

IIpuMeyaHune: MO3UTUBHOE OKpAlMBaHUE HA: a — HeHpoHcnenuduueckyo sHonasy, 6 — BUMEHTHH, B — CHHANTO(QH3HH,
r — xpomorpanuH A, 1 — CD 56, ¢ — MHOTOYHCICHHbIC MOACPKUBAIOIINE KICTKH OTYETINBO MAPKUPYIOTCS IIPU peakiny Ha 6eok
S-100. Ha kaxnaom ¢parmente (a—e) yBenuaenue x 400.
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Pucynok 9. 9xcnpeccus Ki-67 agep nmpoaudepupyonux omyxoJjeBbIX KIeTOK, yBeanueHue X 400
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HpﬂMe‘Ial—lHe: B IIOJIE 3pC€HUSA BU3YAaJIU3UPYIOTCA AApa €ANHUYHBIX l'[pOJ'II/I(bepI/Ipy}OHII/IX KJIETOK, YTO CBHUIACTCIILCTBYET O HU3KOU

UHTECHCUBHOCTHU JCJICHUS OITYXOJIEBBIX KIICTOK.

1o 0,57), ymydrienre nokasareneii ero JHacToIIeCKON
¢dyukun (Tadm. 1).

Pe3ynbprarhl TUHAMHYECKOTO UCCIEIOBAaHUS CHUM-
NaToaJpeHaNoBOi aKTHBHOCTH (HOpMeTaHePpUH, Me-
TaHe(pUH, XPOMOTPAaHUH A KPOBH) CBHJIETEIHCTBO-
BaJIM 00 OTCYTCTBHH PELUAMBA JAHHOTO 3a00JIeBaHNUs
(Tabm. 2).

Cpenyn OMOXMMHYECKHX TTOKa3areiell CHIBOPOTKH
KpOBH OBbLIIa OTMEYCHA YCTOWYNBAs HOPMaJIU3aAIHSI CO-

JiepKaHus TIIOKO3bI, NTUKUPOBAHHOTO TEMOIIOOnHa,
MOYEBHHBI, MOYEBOW KUCIIOTHI, prOpuHOreHa. B mpere-
JIaX HOPMaJIbHOTO JIUANa30Ha 3HAYECHUN YMEHBIIUIICS
YPOBEHb KPEATUHHHA CbIBOPOTKH KPOBU U YBEIMUMWIACH
CKOPOCTbH KITyOOUKOBOM (hmibTpanuu. BeissisBmascs
panee (10 XUpYpriayecKoro JICYCHHUS ) OPTOCTATHIECKAsT
TUIIOTEH3Hs [IPU IUHAMUYECKOM HUCCIIEI0BAaHUU HE Ha-
Omronanack. JlaHHBIE XOITEPOBCKOIO MOHMTOPHUPOBA-
Hust (aBryct 2016 roga) CBUACTENILCTBOBAIN 00 OTCYT-

Tabnuya 1
MMOKA3ATEJIU OXOKAPIUOT PA®UN Y TAIIMEHTKHA
C MAPATAHIVIMOMOM ITPU JUHAMUYECKOM HABJIIOJAEHUN
Ioka3sarenn I/INB;IIJZDK’ OTC,en | ®B,% | E/A,en | DT,mc | e’,m/c | E/e’ I/L(J:‘jgz[’
Hcxomno 178 0,81 72 0,7 333 0,04 13 40
Hepes 1,5 rona nocae 141 0,75 73 0.8 240 | 0,09 | 7 36
ylladeHus IaparaHIiOMbI

Mpumevanue: UMMJIDK — unneke Maccbl Muokapa jaeBoro xenynouka; OTC — oTHocuTesbHas TonuHa cTeHku; OB — dpak-
st BeIOpoca; E/A — oTHoLIeHNe CKOpPOCTeH paHHETo U ITO03JHEro JUacTOIMYECKOTr0 HAaIlOJIHEHHs JIEBOTO enynouka; DT — Bpems 3a-
ME/JICHUSI TI0TOKA PAHHETO TUACTOIMYECKOTO HAIIOIHEHUs], €’ — CKOPOCTh PAHHEro JHACTOINYECKOro CMEIeHUs! (pUOPO3HOTO KOJIbIIa
MHTpAJILHOTO KJ1anaHa; E/e’ — oTHoIeHne MakCHMasIbHOM CKOPOCTH PAaHHETO JHACTOJIMYECKOTO HATIOJIHEHNSI MUTPAJILHOTO II0TOKA K PaH-
Hell INaCTOIMYECKOI CKOPOCTH JIBIKEHHS (UOPO3HOro Koiblia MuTpasibHoro kiamnana; MOJII — unpexc oobeMa J1eBOro npeacepams.

Tabnuya 2

COIJEP)KAHUE METABOJIUTOB KATEXOJIAMWUHOB, XPOMOT'PAHUHA A B KPOBU ITAIIUEHTKH
C MAPATAHIDIMOMO¥ ITPU JTUHAMWYECKOM HABJIOAEHUA

Iloka3zaresn Hf::;gg:?ﬁ::;ﬂ Yepes 1 mecsng Yepes 1 ron
Hopwmeranedpun, nr/mn 2934 26 87,2
MertanedpuH, ir/mit 16,7 90 16,5
XpomorpaHuH A, HMOJIb/T 16 3,5 2,5
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CTBUM 3HAYMMOH KETYTOUYKOBON U HaKETYI0UKOBOM
9KTOINYECKON aKTUBHOCTH MHOKapa. CyliecTBeHHas
MOJIOKUTENbHAS IMHAMUKA OblJIa KOHCTaTUPOBaHa IPpH
HCCIIEA0BaHUH INIA3HOTO AHA (KapTHHA MHTPAapETHHAIb-
HBIX KPOBOM3JIMSIHUI perpeccuposaina, puc. 2b).
[IpuMeHHTENbHO K KOHKPETHOMY KIMHUYECKOMY
Clly4aro CKpUHHHIOBAasl OLIEHKA MOKa3aresneld HeHpo-
TOPMOHAJIBHON PEryJsiliuy KpOoBOOOpaIIeHus (B 4acT-
Hoctu, PAAC 1 cumnaroaapeHasoBOl CUCTEMBI) TO-
BJIEKJIA 32 COOOH paciIupeHue NpeACTaBIeHUN O CyTH
3a0oseBanusi nanueHTku. OKa3anock, 4TO HOpajape-
HaJIMHCEKpPETHUpYIollas MaparaHrjinoMa BHEHAJIO-
YEYHHUKOBOH JIOKAJTU3alMM MPOTEKAET B COUETAaHUU
C BBICOKHM COJIEpKaHHEM PEeHUHa B I1a3Mme. Bmecre
C TE€M B YCJIOBHAX MOBBILIEHHOTO cucTeMHoro A/l mpu
xpoMadPprHOME BO3MOKHO OBLIIO OBl 0XKHIATh CHIKE-
HUSl YPOBHS pPEHUHA IJIa3MBbl BCIIEICTBUE PETrYNISALIUN
ero cekpernuy 0apoperenTOPHbEIM MEXaHU3MOM adde-
PEHTHOW apTepHOIIbI, PEarupyIOLUIUM Ha W3MEHEHHE
MOYEYHOT0 NepPy3MOHHOTO NaBleHuA. B oTaenpHbIX
paborax MMeEITCs yKa3zaHHsi Ha HOpMallbHBIH PEeHU-
HOBBIH CTaTyC y OOJIbHBIX C HAAMIOYEYHUKOBBIMU (eo-
xpomoruromami [9]. 1o HamieMy MHEHUIO, TIPUMEHU-
TENBHO K JJAHHOMY CITy4alo BO3MOYKHO IPETON0KNUTh
10 MEHbILIEH Mepe IBa MEXaHNU3Ma pa3BUTHUS THIIeppe-
HUHEMHH. Bo-niepBbIX, BaXKHOE 3HAYEHNE MOXKET UIMETh
BO3/ICACTBHE KaTEX0IAMMHOB Ha [3 -aIpEHOPELENTOPbI
IOKCTaIrJIOMEPYIISIPHOTO amrapara oYKy ¢ MOCIEAyI0-
LM BBICBOOOXKICHUEM peHHHA 1 akTuBaiuein PAAC.
Bo-BTOpBIX, IPU BHEHAIIOUEUHHKOBBIX TaParaHriifo-
Max HeJb3sl HE YUMTHIBaTh aHATOMUYECKOE PacIojo-
YKCHHUE TaparaHrinoMbl, OJIN3KOe K IMOYEYHOH apTepun
C BO3MOXKHOM ee KoMITpeccuei (4To Ob110 00HapyKEeHO
y Hame# OonbHOH). [loMOTHUTENbHBINH (THIeppeHH-
HOBBII) MEXaHU3M MPHUBOAUT K OoJiee BBIPAKEHHBIM
MPOSIBJICHUSM THUIEPTEH3UU U YACTUYHO OOBSICHSET
MIEPCUCTUPYIONIYIO (TO €CTh MEXKKpPHU30BYI0) hopmy
noBbieHus AJl ipu xpoMadGUHHBIX OIMYXOJISIX.
HcxonHo oOHapyKeHHbIE Y MalMEHTKH Hapylle-
HUSl YIJIEBOAHOTO OOMEHa MPETEPIIeNN CYILECTBEHHYIO
MOJIOKUTEIBHYIO TUHAMUKY MOCJE yAaleHUs TaHHO-
ro HOBOOOPa30BaHMs ¢ UCYE3HOBEHHEM MOTPEOHOCTH
B IIpHEME CaxapOCHIKAIOLIUX MIPpenaparoB. JTo, MO Cy-
LIECTBY, MOATBEPKAAET YCTAHOBIEHHOE PAHEE B IPYTHX
paboTax maToNornyeckoe 3Ha4CHNUE KOHTPUHCYISIPHBIX
MEXaHU3MOB I'HITepKaTeXoJaMUHEMUH B FeHE3€e caxap-
Horo nuabeta y auu ¢ xpoMappunomamu [10].
Oco0oro BHUMaHUsI, Ha HaIl B3IV, 3aCITyKHBACT
yBepeHHasl (3aKOHOMEpHasl) AMHAMHUKA MoKa3arenen
CTPYKTYpHO-(DYHKIIHOHATBHOTO COCTOSTHHSI CEPIICYHO-
COCYAMCTONW CHUCTEMBI, CTaBIllasg OYEBHUJIHOM BCIIEM-
CTBUE YCIIEUIHOIO XUPYPruuecKoro BMEIATENbCTBA.
YMeHblIIeHnE CTENEeHH TSHKECTH THIIEPTEH3HH, PETrpecc
JIEBOKETYJOUKOBOH THNEpTpOdUH, ylydlIeHue ana-

CTONMYECKON (DYHKIMU ATOW Kamephl cepaua Ha (one
MIPOIOJDKAIOIICHCS MTOJACP KUBAIOILEH CPEIHET030BOM
AQHTUTHUIIEPTEH3MBHOM TEPAITUH CIIEAYyET PaCCMaTPUBATh
B Ka4€CTBE KPUTEPHUEB YITyUILIEHHUs [TPOTHO3a MALUEHTKH.
JloIKHBIHN perpecc cepieYHO-COCYAUCTOTO PEMOAEINPO-
BaHUS [0CJIe XUPYPrHYECKOro JieueHus: XxpomahhuHoM
YCTaHOBJIEH TaKKe IPyTUMHU uccienosaresivu [11].

Takum o0Opazom, mpoOiieMa TUarHOCTUKH U Jieue-
HUS (PEOXpOMOLIMTOMBI/TTaparaHrIMOMbl IPEICTaBIIs-
eTCsl MYJNBTHIANCIUILTUHAPHONW U TpeOyeT KBanudu-
OUPOBAHHON OLIEHKH OMOXMMUYECKHX, HEHPOTOpMO-
HaJbHBIX, PAJUOJIOTHUYECKUX, TEHETHUECKUX METO/I0B
uccienoBanuil. /s 1ocTHkKeHHsT ONTUMAIBHOTO pe-
3yJabTara He0OXOAUMBI: MPOSIBIEHHE TOKHOTO BHU-
MaHHUs K 3TOH MpobiieMe co CTOPOHBI Bpada, HepBbIM
KOHTaKTHPYIOIIETO C MaleHTOM; TECHOE B3aUMOAEH-
CTBHE Bpauell pa3jaNyHbIX CIEHUAIBHOCTEN Ha 3Tamne
MPUHATUS OKOHYATEIBHOIO JUArHOCTHYECKOTO U Jie-
4eOHOTO0 pelleHHs, THIATEIbHOE OCIIeNyolIee Ha0ro-
JIEHHE 3a MalueHTaM¥ C MOHUTOPHUHIOM aKTyaJIbHBIX
nokaszareseil COCTOSTHUSI 310pOBbsI.

Koudaukr unrepecos / Conflict of interest
ABTOpPEI 3asgBUIN 06 OTCYTCTBUY KOH(PIMKTA
unTepecoB. / The authors declare no conflict
of interest.

Cnucok aureparypsl / References

1. DeLellis RA, Lloyd RV, Heitz PU, Eng C. Pathology and
genetics of tumours of endocrine organs (IARC WHO Classification
of Tumours). Lyon, France: World Health Organization, 2004.

2. Pereira M, Lunet N, Azevedo A, Barros H. Differences in
prevalence, awareness, treatment and control of hypertension
between developing and developed countries. J Hypertens. 2009;27
(5):963-975.

3. Ariton M, Juan CS, AvRuskin TW. Pheochromocytoma:
clinical observations from a Brooklyn tertiary hospital. Endocr
Pract. 2000;6(3):249-252. doi:10.4158/EP.6.3.249

4. Lenders JW, Eisenhofer G, Mannelli M, Pacak K.
Phaeochromocytoma. Lancet. 2005;366(9486):665-675. doi:10.
1016/S0140-6736(05)67139-5

5. denos U. Y., benbuesuu .1, Kysnenos H. C., Menbuu-
yenko I A. ®eoxpomonuroma. M.: [lpakruueckas mequuuna, 2005.
216 c. [Dedov II, Beltsevich DG, Kuznetsov NS, Melnichenko GA.
Pheochromocytoma. Moscow: Practical Medicine, 2005. 216 p.
In Russian].

6. Gimenez-Roqueplo AP, Dahia PL, Robledo M. An update on
the genetics of paraganglioma, pheochromocytoma, and associated
hereditary syndromes. Horm Metab Res. 2012;44(5):328-33.
doi:10.1055/5-0031-1301302

7. Plouin PF, Fitzgerald P, Rich T, Ayala-Ramirez M,
Perrier ND, Baudin E et al. Metastatic pheochromocytoma and
paraganglioma: focus on therapeutics. Horm Metab Res. 2012;44
(5):390-399. doi:10.1055/5-0031-1299707

8. Zelinka T, Petrak O, Turkova H, Holaj R, Strauch B,
Krsek M et al. High incidence of cardiovascular complications in
pheochromocytoma. Horm Metab Res. 2012;44(5):379-84.
doi:10.1055/5-0032-1306294

9. Cnasros B. H., Casunxuii C. 0., Crporanosa H.I1. Penun-
AQHTMOTEH3WH-aIb0CTEPOHOBAST CUCTEMA y MAIUeHTOB C THIEP-
TOHHYECKOI GOJIC3HBIO U SHAOKPHHHBIMU TUIIEPTCH3USIMHU. YKP.

241



Kaunnuecknii cixygaii / Clinical case

kapauoi. xypH. 2013;4:111-116. [Slavnov VN, Savitsky SYu,
Stroganova NP. Renin-angiotensin-aldosterone system in patients
with essential and endocrine hypertension. Ukrainian Cardiology
Journal. 2013;4:111-116. In Russian].

10. ycToB C. b. Kapauonoruueckue U dHIOKPUHHBIC
ACTICKThI [IATOTCHE3a CUMITTOMATHYCCKUX apTepPHANIbHBIX THIEP-
TeH3uit: aBroped. auc. ... n1.M.H. CII6., 1993. 42 c. [Shustov SB.
Cardiac and endocrinea specs of pathogenesis of symptomatic
arterial hypertensions. PhD Thesis. St Petersburg, 1993. 42 p.
In Russian].

11. HlyctoB C.b., bapanos B.JI. HekoTopble aciekTsl peMo-
JIEITMPOBAHMS CEPACIHO-COCYUCTON CHCTEMBI y OOJIBHBIX heoxpo-
MOIIMTOMOI JI0 ¥ IOCIIE XUPYPrUUCCKOTO JIeYCHNUs. ApTepralibHast
runeprensus. 2002;8:64—69. [Shustov SB, Baranov VL. Some
aspects of the remodeling of the cardiovascular system in patients
with pheochromocytoma before and after surgical treatment.
Arterial’naya Gipertenziya = Arterial Hypertension. 2002;8:64-69.
In Russian].

HUundpopmanus 06 aBTopax

BapcykoB AHTOH BragnmMupoBHd — JOKTOP METHIIMHCKUX
HayK, mpodeccop, 3aMeCTUTENb HadalbHUKa Kadeapbl ToCInTab-
Hoii Tepanun @I'bBOY BIIO «BoeHHO-MemuIuHCKas aKaIeMHUs
uMm. C. M. Kuposa» MO P®;

Kopneituyx Haranes HukomaeBHa — KaHAMIAT MEIUIIMH-
CKHX HayK, TOLEHT Kadeapsl TOCTINTAIbHON Tepanuy, KapJHoIoT,
TepaneBT, yHKIHoHaIbHEIH nuarHoct @T'BBOY BIIO «Boenno-
MeaunuHcKkas akagemus uMm. C. M. Kuposa» MO PO;

Ilecuxkun Urops HuxomaeBnd — xaHAMIAT MEOUIIMHCKHUX
HayK, HaUaJIbHUK OTIEIEHHs IepBOH Kaeaphl XUPYPTHH yCOBEP-
mencTBoBaHus Bpaueit ®I'BBOY BIIO «BoenHO-MennumuHCKas
akazemus um. C. M. Kuposa» MO P®;

Topanenko Anekcanap BonecnaBoBUY — TOKTOp MeIu-
LUHCKUX HAayK, mpodeccop, HauadbHUK Kaeapbl TOCHUTANb-
Hoii Tepanun @I'bBOY BIIO «BoeHHO-MeTUIUHCKAs aKaIeMHUs
uMm. C. M. Kuposa» MO P®;

XyOynasa ['ennaaunii [puropbeBu4 — ITOKTOP METUIIMHCKHIX
HayK, npodeccop, wieH-koppecnionaeHT PAH, maBHbIil kapamo-
xupypr Cesepo-3ananHoro ¢enepaibHOro okpyra PO, maypear
Tocynapcreennoit npemun P®, 3aciyxennslii Bpau PO, nokrop me-
JUILIHCKUX HAyK, Ipodeccop, MOIKOBHUK METUIIUHCKOH CITyKOBI;
HavYaJgbHUK -1 Kadeapsl XUPYPrUH yCOBEPIICHCTBOBAHUS Bpadeil
umenn akagemuka I1. A. Kynpusaoa ®I'6BOY BIIO «Boenno-
MeaunuHcKas akagemus um. C. M. Kuposa» MO PO.

Author information

Anton V. Barsukov, MD, PhD, DSc, Professor, Deputy Chief,
Department of Internal Diseases Ne 2, Kirov Military Medical
Academy;

Natal’ya N. Korneychuk, MD, PhD, Associate Professor,
Cardiologist, General Physician, Specialist in Functional
Diagnostics, Department of Internal Diseases Ne 2, Kirov Military
Medical Academy;

Igor’ N. Pesikin, MD, PhD, Head, the First Department for
Surgery for Advanced Medical Training, Kirov Military Medical
Academy;

Aleksandr V. Gordienko, MD, PhD, DSc, Professor, Head,
Department of Internal Diseases Ne 2, Kirov Military Medical
Academy;

Gennadiy G. Khubulava, MD, PhD, DSc, Professor,
Academician of the Russian Academy of Sciences, the Principal
Cardiosurgeon of the North-West Federal Region, Laureate of the
State Award of the Russian Federation, Honoured Medical Worker,
Head, the First Department for Surgery for Advanced Medical
Training named after academician P. A. Kupriyanov, Kirov Military
Medical Academy.

242




