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BBenenne

DeoxpoMOIIUTOMa — TOPMOHA/IbHO-aKTUBHAA OIyXOJIb
HAJITIOYE€YHMKOB, IIPOMCXOAAIIAA M3 MO3TOBOTO CI0sA HaJ-
[TOYEYHIKOB ¥ IPOAYLMPYIOLasi KaTexomaMuHsbl (fodaMuH,
afipeHa/nH, HopaapeHanuH). [IoBbllIeHNe a/fpeHaINHa I HO-
pasipeHanuHa B KPOBM BBI3BIBAET CYMIIATOAIPEHAIOBYIO pe-
aKIVIO C TIOBBIIIEHNEM apTepuaabHoro gasneHus (All) B pe-
3y/IbTaTe aHTMOCIa3Ma KPOBEHOCHBIX COCY/OB, aKTHMBU3 AL
PEHVUH-aHIMOTEeH3NH-anbfoCcTepoHOBOI cucteMbl (PAAC),
TIOJIOXKUTENbHOTO XPOHO- 1 MHOTPOITHOTO JIeJICTBUA Ha MIUO-
Kapy. Peoxpomonntoma y 6epeMeHHbIX — COCTOsIHILE, OTIac-
HOe KaK JIs caMoil >KeHI[MHBI, TaK U I IVIOAQ, TaK Kak
CUMIIATOAIPEHAIOBble KPU3bl, MOBBIIIEHHOE apTepuanabHOe
TaB/IeHUe MOTYT IPUBOAUTD K TSKENMBIM OCIIOKHEHUAM bepe-
MEHHOCTH, CaMOIIPOM3BO/IbHBIM ab0pTaM, yrpose Ipex/ieB-
PEMEHHBIX POJIOB U JIeTaIbHOMY MCXOJY [/ MaTepy 1 IIofa
[IpU OTCYTCTBUM jiedeHus [1]. AprepuanpHas TUIIEPTEH3NUs
OPUBOAUT K HApPYIIEHUI0 (eTOIIAlleHTaPHOTO KPOBOOOpa-
IIeHNsA, Pa3BUTUIO MUKPOAHTMONIATUI IIALlEHTBI, YXyHLle-
HIIO Ta3000MeHa U TUIIOKCUM IUIOfA, YBEIMYEHWUIO TOHYCaA
MAaTKM ¥ CHVDKEHMUIO IPUTOKA KPOBM K ITIALlEHTE B Pe3y/IbTa-
Te CIla3Ma apTepuii, MPeXAEeBPEMEHHOI OTCIONKE IJTall€HTHI.

ITo Mepe yBemm4eHUs: CpoKa OepeMEHHOCTV IIOBBIIIA-
eTcsi BHYTPHUODIONIHOE [aBjieHue 3a CUeT pocTa IUIOAa,
© Tasnsosa I.P, Baneesa ®.B., Kapumynmna C.P, 2022

yBe/IM4YeHHas MaTKa MOXXET C/IaB/IMBaTh (PeoXpOMOLUTOMY,
IPUBOAA K BBIOPOCY KaTeX0/IaMIHOB, CYMIIaTOApeHaTOBBIM
KpM3aM UM CTONKOMY IOBBINIEHNIO apTepUaabHOTO JlaBye-
Hyst. JlaHHAsI CUTYalysi Ha [IO3JAHUX CPOKax OepeMeHHOCTH
VU HEIIOCPECTBEHHO BO BPeMsI POIOB MOXKET 03 JTedeH st
MIPUBECTH K HEOMATOMIPUATHBIM MCXOMIAM.

CrnexyeT OTMETUTD, 4TO (eOXPOMOLIUTOMBI MOTYT MMETb
TeHeTUYeCKYI0 NPUYMHY PasBUTUA M ACCOLMUPYIOTCA C Ta-
KMMM TIATOJIOTMAMM, KAaK CYHIPOM MHOXXECTBEHHON 9HJIO-
KpMHHOJ Heorutasuy 2 tuma (Mmyraums reHa RET, coderanne
C Mefy/UIIPHBIM PaKOM LLMTOBUIHOI >Kele3bl), Heitpodu6po-
maro3 1 tuma (NF1), 6ome3us ¢on Innmnensa-/Iungay (VHL),
ceMeliHble TaparaHrmmomsl (Myrauus resos SDHB , SDHD,
SDHA u SDHC). B nocnegnme rofpl OTKPBITH HOBBIE Majo-
usyyenHole Mytauuyu resos EGLN1/PHD2, KIF1B, SDH5/
SDHAF2, IDH1, TMEMI127, MAX u HIF2A. lenetnueckn-
[leTepMUHMPOBAHHBIE (PEOXPOMOLIMTOMBI OTINYAIOTCS MYJIb-
TI(OKAIBHBIM U ABYCTOPOHHMM IOPAKEHNEM, Yallle AUarHo-
CTUPYIOTCA Y HaleHToB Miajuie 40 et [2].

Knuanmyeckas xkapTuHa
q)eOXpOMOI_U/ITOMa, KakK IIpaBUIO, MMEET XapaKTepHon
KIVMHNYECKYI0 KapTUHY: pe3Koe JM BHe3aIlHOe IOBBINIEeHNe
apTepNaIbHOrO MaBJI€HNA, IIY/IbCUPYIOLNAasA TOJIOBHAA 60]11),
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TOTIOBOKPY KEHIIe, TOXONOfaHIe KUCTell ¥ CTOI, IOABJICHIe
BO BpeMs ITPUCTYTIA OFBIIIKY B IIOKOE VIV ITPU He3HAYNTeNb-
HOIT PU3NUECKOIT HarpysKe, IlyMa B yIuax, 60/ B XMBOTe U
B 00macTy ceppua, 9yBCcTBa crpaxa u maHuku [1]. ITpu Ge-
peMeHHOCTH (eOXPOMOLINTOMA MOXKET IPOTEKATh B BUJIE I
HEePTOHMYECKUX KPU30B, MOAbeMbl Al MOTyT OBITH HACTOND-
KO KPaTKOBPEMEHHBIMIU MU C MEPUOANIHOCTBIO OT OJHOTO
Kp3a B HECKOJIBKO MeCAIIeB JI0 HECKOMBKIX KPU30B 32 JEHb.
BeposiTHO, 4TO X He ycreBaioT (PUKCHPOBATh HAa HMPUEMAX
He TOJIbKO B JKEHCKIUX KOHCY/IbTAllMsAX, HO 1 CaMM HallMeHT-
ku. GeoxpoMoLTOMa 3a CYET BHIOPOCA B KPOBb TOPMOHOB C
KaTabo/IM4eCcKoil aKTUBHOCTBIO MOXKET IIPUBOJUTD K CHIDKe-
HMIO MAacChl Te/la MAaIlMieHTOB, a B CTy4ae 6epeMeHHOCTY — K
HeJJ0CTaTOYHOMY Habopy Beca.

ITpu Hamraum y GepeMeHHOI XPOHIYECKOI apTepuanbHOl
TUNepTOHNY (perucTpupyercs fno GepeMeHHOCTH WK Ho 20-i1
Heflert 6epeMeHHOCTN), TeCTAL[VIOHHOI apTepUaIbHON TUIIep-
teHs3uu (perucrpupyercs nocie 20-it Hefenm 6epeMeHHOCTI) B
CTy4dasx nosbleHnA AJl 6e3 3SHAYNTETbHOI IPOTEVHYPUM, TH-
MITYHOJ KIMHUYECKON KapTVHBI TIpe- U SKIAMIICHH, YCTONYM-
BOCTb apTepMajIbHON IMIIEPTOHNMY K TMIIOTEH3MBHBIM IIpelra-
patam 00s13aTeIbHO JJOJDKHBI PacCMaTPUBAThCs SHIOKPVHHbBIE
IIPMYMHBI BOSHUKHOBEHYsA (TUPEOTOKCUKO3, TUIIEPKOPTHUIIM3M,
TUIEPATIbIOCTEPOHN3M, (HEOXPOMOLIITOMA).

IIuarHocTuka

B xauecTBe MeTOJa NEPBUYHOI AMATHOCTUKY PEKOMEH/[[0-
BAHO OIIpefie/IeHNe€ METU/IMPOBAHHbBIX IPOM3BOJHbIX KaTeXo-
JIAMMHOB — CBOOOJIHBIX MeTaHe(pPUHOB I/Ia3Mbl Win (pak-
L[VIOHVPOBAHHbBIX MeTaHe(PUHOB CYTOYHOJ MOYM METOHOM
JKMJIKOCTHON XpoMaTorpaduim ¢ Macc-cleKTpoMerpueit. Jys-
CTBUTEIBHOCTD JAHHBIX METOMOB cocTaBiser 95 — 100% [1].
JI0XXHOIIONOXKUTE/IbHBIE PE3Y/IbTAThI HAOTIONAIOTCS B CPEHEM
B 10 - 15% ciy4aeB, Oyfy4n CBA3aHHBIMU C HEIIPaBU/IBHOM
TEXHMKOI c6opa MaTepuaia (KeHIIMHA JO/DKHA HAXOIUThCS B
TIOJIOXKEHNM J1éXa He MeHee 30 MUHYT Ilepef; 3a60poM KpoBn),
CTPeccoOM WM NPVEMOM JIeKapCTBEHHBIX CPEICTB (METHIIIO-
1Bl 3-a/ipeHo6/10KaTOPOB 1 Ap.). ONpeneéHHyI0 CI0KHOCTD
HpeACTaB/IAeT BU3ya/mm3alya (PeoXPOMOLUTOMBI BO BpeM
OepeMeHHOCTY BBUJIY OTPAHIYEHs IPOBEMIEHNs PEHTIEHOB-
CKUIX JICCTIe[JOBaHMIA, HAIIPYIMeEP, KOMIIBIOTepPHOII ToMorpadun
(KT), obnanaromiei Iy 41y IPOCTPAHCTBEHHBIM Pa3pelleHN-
eM 1 11bpoBoli MHPOPMaLMelt O IVIOTHOCTI OIYXO/IY Ha BCEX
¢asax nccnegopanms [1]. IlpuopureTHHIMU METOIAMM JICCIIE-
JIOBaHMA BO BpeMsA OepeMEeHHOCTH AB/IAITCA YITPa3ByKOBOE
MCCIIENIOBAHME HA/ITIOYEYHMKOB Y MATHUTHO-PE30HAHCHAA TO-
Morpaduis, He OKa3bIBaOLMe HETATUBHOTO BIIMAHMA Ha IUION,

Jleuenue

PeoxpomorToMa Ipy 6epeMeHHOCTI B HACTOsIIIlee Bpe-
M He SIB/ISIETCSI IOKa3aHMeM K IIPepPbIBAHNUI0 OepeMEHHOCTI,
OJJHAKO BCE 3aBMCUT OT KOHKPETHOTO KIMHIYIECKOTO Cydas,
COCTOSIHUSA GepeMeHHOI >KeHIMHbL 1 pebenka. ITpu Beipa-
>KeHHOJ aKTUMBHOCTU (beoxp0MouMT0Mbl 1711 JaabHEeNIIero
MIPOIOHTMPOBAHNUS OepeMEHHOCTM BO3MOXKHO IIPOBefeHIe
9HJOCKONMYECKON af[peHasKTOMUN TIOPaKeHHOTO HaJIIo-
4yeyHMKa. /1714 mpoBefieHNA oNepaTUBHOTO I€YeHN A, KaK Ipa-
BIJIO, BBIOMpaeTcsi BTOPOIt TpuMecTp 6epeMeHHOCTI. B f1py-
IMX CTY9asiX HAI[MEeHTKY MOTY T OBITh IIPOOIIEePIPOBAHBI IIOCTIE
pornopaspellleHNs B IJIaHOBOM mopsApke. ITanmenTam ¢ nogo-
3peHueM Ha (PeOXpOMOLUTOMY PeKOMEHJOBAHO IPOBEJeHIe
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[PENONEPALVIOHHON  IIOATOTOBKYM  Q-aipeHOOI0KaTOpaMu
U — 10 HOKa3aHWsAM — IIOC/IEOBATENIBHOTO [OOAB/IEHIs
B-ampeHO6/I0KaTOPOB 1O JOCTIDKEHMS 1Ie/IEBBIX YPOBHEN! ap-
Tepmaanoro OaB/JICHVA M 9YaCTOThI cepnequIX coxpamel—mﬁ[.
ITpu aToM B-aipeHO6IOKATOPbI He JO/DKHBI UCIOIb30BATbCA
6e3 IpeBapUTEIBHOTO HA3HAYEHUs (-afIPeHOOTOKATOPOB,
TaK KaK 9TO MOXKET HPUBECTY K KPUTUIECKUM COCTOSTHIAM
HeyInpassieMoli remopyHaMyKiu. C Ie/1bl0 KOHTPOJIS TUIIO-
BOJIEMIYECKOTO CHHJIPOMA, BO3SHMKAIOLIETO M3-3a M30bITKA
KaT€XO0/TaMINHOB, PEKOMEHIOBAaHO BHyTpI/IBeHHOC BBEICHIE
(UBMOIOrMYecKoOro pacTeopa.’

IIpornos

ITpu cBOeBpeMeHHOM O0OHAPY>KEHNH ¥ OTIePATUBHOM yJia-
neHny GpeoxpoMOLUTOMBI IPOrHo3 OmaronpusareH. Heo6xo-
MO TeHeTIYeCKOe TeCTMPOBaHNUe NALMEHTOB C PeoXpOoMO-
LMTOMOIA, TaK KakK OO/IbIIOe YMCIO OIyXOJIell 00YCIOB/IeHbI
HAC/Ie[ICTBEHHBIMI MYTALMAMI, YTO MO3BONUT OCTAaBATbCA
HaCTOPO>KEHHBIM B II/TaHe BO3HMKHOBEHIA OITyXOJIelt APYTUX
JIOKa/IM3aLuil, KaK y CaMOro IalMeHTa, TaK U Y WICHOB Ce-
MBI, HAIIpUMep, B CTy9asix CeMeITHBIX IIaparaHI/IOM.

Knunmyecknii cryyaii

IManuenTxa H., 39 e, B ¢peBpase 2020 r. moctymnma B [Te-
puHaranbubii nentp IAY3 «PKb M3 PT» ¢ guarnosom «be-
pemennocts III, 38 Hemenp. lecTanyoHHBIN caXapHbIl Aua-
OeT, MHCy/MMHONOTpeOHDbIT». Kamobbl mpu IOCTYIIEHNN
Ha 0o0IIYI0 cTaboCTb, TOMOBHYIO 00/Ib U HEPBHYIO BO3OYNN-
MOCTb, TPEMOP PYK.

VI3 anamHe3a 3abomeBaHys: mensis ¢ 13 jeT, peryspHble.
BepeMeHHOCTelT — TpuU, POfOB — ABOE, ADOPTOB, BBIKU/IbI-
weii HeT. IlepBble jBe GepeMeHHOCTN IpOTeKamu 6e3 aKy-
IIEPCKMX OCTIOKHEHMIT. TpeThbst 6epeMeHHOCTb — HACTOS-
Ijasi, TeCTAlMOHHDBII AyabeT BBISB/IEH HAa CPOKe B 15 Hemenb
(nasHaueHa puerorepamusi), ¢ 19-i1 Hefenu GepeMeHHOCTH
HasHa4YeHa MHCYIMHOTEPAINsA B BIJe MOAKOKHBIX MHBEKIINIA
YIBTPAKOPOTKOTO MHCY/IMHA acmapT mepep epoit. Ilo maH-
HBIM JHEBHUKA CAMOKOHTPOJIA GepeMeHHOII, YPOBHU TIINKe-
mun Ha pone VHCY/IMHOTEPAINA 10 €fIbl COCTaBIAMN 4,5-4,8
MMOJIB/JI, 4epes 2 yaca MocCIe efpl — He Bbille 7,0 MMOJIb/TI,
YTO CBUJIETE/IbCTBYET O KOMIIEHCALINH YITIEBOJHOTO OOMeHa.

CremiyeT OTMETHUTb, YTO HMALMEHTKA PEry/LAPHO HaOMOaIach
y aKyllepa-r’MHeKO/Iora U SHIOKPUHOJIOTra, TPOU3BOMIICA Pery-
JIIPHBLI KOHTPO/Ib BCEX HEOOXOMMMBIX /TAO0PaTOPHBIX MCCTIE0-
BAHMIA, YPOBHEN apTepuanbHOrO JaBjeHns u Oenka B Mode. [1pn
9TOM HabOP Beca 3a BCI0 6epeMEHHOCTb COCTABIII BCero 5 KT. Jlo
MOMEHTA TOCINTA/IN3ALNY Y TIALMEHTKN 32 BeCh Iepuop bepe-
MEHHOCTH He 3aMKCHpOBaHa MOYeBas SKCKpeuys Oeka 1 I11o-
BoieHne AJl. JlnamasoH apTepuasbHOTO JIaB/IeHNA BO BCEX TPEX
TPUMECTPAX B cpefiHeM cocTasu oT 108/72 mo 130/80 MM pT.CT.

I3 nepenecénubix 3aboneBannit — OP3, nuenonedpurt,
LVICTUT, yAaIeHre propoaseHOMBI MOJIOYHOI >Kerressl B 2011
I. AJI/Iepro/IorndecKuit aHaMHe3: Ha Iie(p TPUAKCOH B BIJe HO-
ABJIEHUA CBIIM U ONBIMIKY. VIMeeT OTATOLIEeHHbI Hacnlef-
CTBeHHbIIT aHaMHe3: y 6abymku — CJJ 2 Tuma.

OOBEKTUBHBI CTaTyC — COCTOSHNE YIOBIETBOPUTEID-
Hoe. Co3HaHUe fACHOe, peyb afiekBaTHasd, t Tema — 36,4°C.
Poct — 166 cM, Bec — 60 xr. Ko)XHble NMOKPOBbI YMCTBHIE,

1 Jemos V.J., Menbanyenko ILA. u gp. VIHnujeHTanoMa Haamnoyey-
Huka. Kmmanyeckue pexomenpanum PA9, 2015, 16 c.
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¢dusnonornyeckoir okpacku. IllntoBuaHas >kenesa He yBe-
JIMYeHa, MATKO3TTACTUYHON KOHCUCTEeHINY, 6e360/1e3HeHHas
Ipy manbnauyn. Jbixanue BesUKynapHoe, purmirdnoe, 1071
— 18 B muH. CeppedHble TOHBI sICHbIE, pUTMUYHbIE. All —
150/95 mm pr. cr., YCC — 84 yx. B Mun. JKusor ysennden
3a cuéT bepeMeHHOIT MaTKI. IledeHb y Kpas pebepHOI AYTHL.
Cryn 1 uypes He HapyLIEHBL.

Pe3ynbTaThl 1a60paTOPHBIX UCCTIE[OBAHMIL: B 00IIIeM aHa-
7V3e KpOBM OOHAPY>KEHO CHIDKEHVE YPOBHS IeMOITIOOMHA
mo 110 r/n, remorokpura — A0 32,8% (36-46%), moBsiie-
HIte TPOMOOLUTOB 70 598%10°/11. PyTuHHBIe aHAMM3bI 061Ie-
TO aHa/M3a MouH, Oe/IKa B CYTOYHOI MOYe, 610XUMIIecKe
006cIeloBaHNA KPOBM He BBIABMIN KaKUX-TNOO0 KIMHIYECKN
3HaYMMBbIX oTK/IoHeHuI1. [Tpn nposenenun Y3W nouex, Haz-
[TOYEYHVKOB B IIPOEKI{MY JIEBOTO HAJIIOYETHNKA 0OHapyKe-
HO OKpyI/Ioe 06pa3oBaHue HelpaBUIbHON (GOPMbI HEOIHO-
POIHOI 9XO-CTPYKTYPhI pasmepom 28 X 30 Mm.

ITpu mocTymnneHNM NManyeHTKa OCMOTPeHa KapAyoIoroM,
BbICTaB/IeH AnarHo3 «bepemennocts I11, 38 Hepens. Tectann-
OHHasl apTepuasbHas TUIlEPTeH3UA. lecTallMOHHBIN caxap-
HBIIT uabeT. AHeMust erkoit crerenn. Tpombormros». Ha-
3HaYeHNe Npenapara MeTunomna mo 250 Mr 3 pasa B JIeHb He
OKa3aJIo I'MIOTeH3UBHOro 3¢ deKTa, ypoBeHb All ocraBancs
Ha ypoBHe 150/90 MM PT. CT.

KoHcmmymoM Bpadel IPUHATO pellleHne O pofiopaspellie-
HIM IAIVEHTKY Ha CpOKe 39 Helenb Iy TeM KecapeBOro cedeHms
B CBS3M C HAMYMEM DE3VICTEHTHOI apTepya/bHOI IMIepTO-
HIY, 0OBEMHOrO 06pasoBaHys JIEBOTO HAAMOYEYHMKA. Pomu-
JIach IeBOYKa, BecoM B 3540 T, mymHoI B 51 cM, 110 1IKasie Anrap
— 7-8 6amoB, rmkemnst — 3,8 MMorb/71. IlociepomoBelit mme-
puop, IpoTekain Ha ¢oHe Kpy3oBoro mosbimeHya AJl go 150
160/90 MM PT. CT, CONPOBOXK/JAIOIIETOCA TOIOBHBIMY OOILAMY 1
06111eit c11aboCTHI0. YPOBEHD [IIMKEMIUN Y TALVIEHTKY HOPMaJIVi-
30BaJICS, B CBAI3Y C YeM MHCY/IMHOTEPAIysi ObUTa OTMEHEHa.

UYepes 10 pHel1 mocie pogopaspellents NanyeHTKa ¢ jua-
rHo3oM «Pofpl TpeTbu, cpouHble, onepaTuBHbIe, B 39 HefleNb
6epemennoctn. KecapeBo cedenne no [lepdnepy. Tecranm-
OHHasl apTepuasbHas I'UIIepTeH3M:A. lecTallMOHHBIN caxap-
HbI1 uabetr. Ob6pasoBaHe IeBOrO HAJIIOYEIHIKA. AHEMIISI
JIETKOM CcTemeHn. TpoMOonnTO3» 1MepeBOAUTCs B OT/E/ICHIE
SH/JOKPMHOJIOTUY C LIe/IbI0 YTOYHEHM S TeHe3a apTepUaIbHOI
runepToHun 1 guddepeHnnanTbHOro MoucKa ropMOHATbHOI
aKTMBHOCTY 0Opa3oBaHUA HAMIOYEYHNKA.

TopMOHanbHOE MCCIEOBaHNe, HAIpaBlIeHHOE Ha BbIAB-
JIeHVe AKTMBHOCTM MHIVJIEHTA/JIOMbl HaJIIOYeYHNKa, II0-
Ka3ajio OTCYTCTBYE IIOBBIIICHN KOPTM30a KPOBU B XOfe
IIPOBEJEHIS eKCAMEeTa30HOBOII IIPo6BI ¢ 1 Mr — 8,9 MKr/an
(6,2-19,4), HOpMa/bHBII YPOBEHb KOPTM30/a B CYTOYHOI
moue — 121 umonb/n (<485,6). Taxoke BbIABIEHBI HUINOTIO-
TUYecKue YpOBHU anbfocTepoHa (5,1 ur/mn (1,88-25,6)), pe-
HuHa (5,8 MKME/mn (2,8-39,9)) 1 anbgocTepOH-peHNHOBOTO
coorrourernst (APC) (8,79 ur/MxME (<12)). IIpn ompepe-
JIEHNN MeTa- I HOpMeTaHe(PPUHOB CYTOYHOI MOYN BbISIBIIE-
HO IIATUKPATHOE IOBBIIIEHUE YPOBHs HOpMeTaHeppUHA 1O
3177,60 MKr/cyT. mpu HopMe <600 MKTI/CyT. ¥ HOPMa/bHBIil
ypoBeHb MeTaHepnHOB (136,3 MKr/cyT (<350)).

Ha PKT 6prorHoii ooty 1 3a0pIOIIMHHOTO IIPOCTPAHCTBA
C KOHTPACTUPOBAHNEM BU3YAIM3MPOBAHO OKPYyI/Ioe 06pa3oBa-
H1e pasMepoM 32 X 36 MM B JIaTePa/IbHON HOXKKe TIEBOTO HAZIIO-
YeYHIKA, C HATMBHOII INIOTHOCTEI0 47 HU 11 HaKoIIeHeM KOH-
Tpacra fo 70 HU B mospHIomo apTepnanbhyto ¢asy (puc.1).
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Pucynok 1. PKT xapTuna 06pa3oBaHu: 1aTepaabHO
HOXKKI JIeBOTO HAJ[TIOYeYHIKA.
Figure 1. RCT image of the formation of the lateral pedicle
of the left adrenal gland.

Ha ocHOBaHMM IONTYy4YeHHBIX [IaHHBIX BBICTABJIEH OMa-
rHo3 «DeoxpomonyroMa. ApTepuanbHasA TUIIEPTEH3US 2
CT., pUCK 3. AHeMus JIeTKON cTeneHM. lecTallMOHHBII caxap-
HbIT Anaber B aHaMHe3de. COCTOsIHME IIOC/IE OIIEPATUBHOTO
pomopaspeleHns».

Hasnauena mnpegonepanmoHHas IOATOTOBKA C IIPUMEHe-
HIEM [JOKCa303MHA U MH(Y3MOHHOI Tepammu, MpernapaTos
xkenesa. Ha ¢one mokcasosuHa ypoeHb AJl cTabummsupo-
Bajics B mpefienax 100/80-125/80 mm pr. cT. IImanoBo mpo-
BeJleHa aJIpeHaIdKTOMUSA JIEBOTO HAJIIOYeUHNKa, I10CIeole-
PALIMOHHBII IEPUOZ, IIPOLIET 6e3 OCTIOKHEHWIT. 3aK/TI0YeHe
TUCTOJIOTMYECKOTO MaTepyana yAanéHHOro 06pasoBaHms —
3pernble xpomadunHbie K1eTKn. PeoxpomMonnToMa.

Yepes Mecs1] IOC/Ie IEBOCTOPOHHET aipeHaI9KTOMUM Ca-
MOYYBCTBME IAIMEHTKU XOpollee, Xanob He IpeqbABIA-
eT, OIpefieiéH HOPMaJIbHBI ypoBeHb MeTaHepuHoB (37,7
MKTI/CyT.) 1 HopMeTaHe(puHOB (105,6 MKI/CYT.) B CyTOUHOI
MoO4e, TPYyIHO€ BCKapM/IMBAHME COXPAHEHO.

O6c¢cyxaeHne

Takum 06pasoM, Ha OCHOBAHMM NTPOBEEHHBIX MICCIEN0BA-
HIIL (IIOBBIIIEHNsI apTEPUAIbHOIO [aBIeHNUs, OOHAPY KEHs
00pasoBaHysl JIEBOTO HAOYEYHNMKA IO faHHBIM Y3V u PKT
HaJIOYeYHIKOB, IIOBBIIIEHN YPOBHEil HOpMeTaHe(PUHOB B
CYTOYHOJ MOYe, OTPULJaTe/IbHbIX TECTOB Ha IIOBbIILIEHEe KOP-
TU30/1a, a/IbJOCTEPOHA M a/IbJOCTEPOH-PEHIMHOBOIO COOTHO-
IIeHNsA) MalMeHTKe ObIIa IMAarHOCTUPOBaHa (HEOXPOMOIINU-
TOMa JIEBOTO HaJIIOYeYHMKa. VI3BeCTHO, YTO KIMHMYECKas
KapTuHa (eoXpOMOLMTOMBI IIpy GepeMeHHOCTH Yallle COOT-
BETCTBYeT IMIIEPTOHMYECKMM Kpu3aM [1] M SKeHIIMHbI Ipefb-
ABJIAIOT JKaJOObl Ha pe3Koe M BHe3alHoe mobbliieHne All,
IIpU 9TOM YPOBEHb CUCTOMTUYECKOTO JABICHUSA MOXET ObITh
6omee 180-200 MM pT. cT. IIprcTymBbl, KaK IpaBUIO, CONPO-
BOXXZIQIOTCSI TOJIOBHOT 60TIBI0, TOTIOBOKPYI)KEHUEM, ITOXYAEHN-
€M, OfIbIIIKOIf, ITyMOM B ylIaX, YyBCTBOM CTpaxa, TOLIHOTOIA
U PBOTOIY, OBBILICHHBIM TOHYCOM MaTKI 1 OOJLIMU B SKUBO-
Te€, YTO MOXXET BOCIIPUMHUMATBCA B aKyLIEPCTBE NPU3HAKAMM
CaMOIIPOM3BOIBHOTO a60pTa MM YTPO3BI IPEXK/IeBPEMEHHBIX
poroB Ha 6o7Iee MO3IHNUX CPOKaX.

VinTepecHo, 4TO JaHHBIN CIy4Yail IEeMOHCTPUPYET HE CO-
BCEM TUINYHYIO KIMHIYECKYIO KapTUHY (HeOXPOMOLIMTOMBIL:
BO BpeMs 0epeMEHHOCTH IalMeHTKa He OTMedYasia HIMKAaKUX
IPUCTYIOB, oKasarenu AJl GMKCUpoBanIuCch MaKCUMaIbHO
Ha ypoBHe 150/80-160/90 MM pT. CT. INIIb B IOCTE[HNUE He-
ey 6epeMeHHOCT, HeCMOTPs Ha IIATHKPAaTHOE yBeIYeHIe
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HOpMeTaHe(PUHOB B CyTOYHOU Mode. [To MHEHMIO HEKOTO-
PBIX aBTOPOB, (PEOXPOMOLIMTOMA MOXKET HpOTeKaTh u 6e3
KPV30BOro moBbieHnst AJl wiy XapakTepru3oBaThCs, HAO-
60poT, SIM30aMI TUIIOTOHNUM, WM XKe TOFbEMbI AJl MOTyT
OBbITh HACTONIBKO KPAaTKOBPEMEHHBIMI, YTO UX HE YCIEBAIOT
¢dukcnposarts [2]. Takas cumnToMaTnKa 60sbliie XapaKTepHa
IS OIYXOJIell C HOpaJpeHaTNHOBBIM TUIIOM CEKPEeLVI, YTO
HaOJII0fIAI0Ch M Y Hallleil MalMeHTKN. Ba)KHbIM MOMEHTOM B
BBIOOpPE TAKTVKI JIEICHNS U POJOBCIIOMOXKEHVISI TTAIIVIEHTKI
6b1a arddepenIaTbHAs AUATHOCTUKA MEXY IIPOsIBIeHN-
MU TPIKIAMIICUK U (PEOXPOMOLIUTOMBI, @ MMEHHO OTCYT-
CTBUe OTEKOB, HapyIIeHNUI CBEePThIBAIOLIET CICTEMbI KPOBH U
HIPOTEMHYPUY, PE3UCTEHTHOCTb K TUIIOTEH3VMBHOI Tepanuu
IperapaTaMi IIeHTPaTbHOTO JIeVICTBIUA.

Tak Kak 13BeCTHO, 4T0 6ortee 30-40% cny4yaes peoxpomo-
LMTOMBI MOTYT MIMETb I€HEeTUYECKYI0 IPUUMHY PasBUTHUS U
ACCOLMUPYIOTCS C TAKMMM TIATOJIOTMSIMY, KaK CUH/POM MHO-
YKeCTBEHHOIT 9HIOKpIHHOI Heomnasunu 2 tuna (RET), Heripo-
¢ubpomaros 1 Tuma (NF1), 6onesun ¢ou Innmnens-J/Inn-ay
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(VHL), cemeitHble maparaHmInoMsl, Mmytanuu reaos EGLN1/
PHD2, KIF1B, SDH5/SDHAF2, IDH1, TMEM127, MAX n
HIF2A [2], manyeHTKe peKOMEH[JOBAaHO IIPOXOX/ICHNE TeHe-
TUYECKOTO 00CTIE[OBAHNA.

3akmo4yeHne

TakuM 00pasoM, NPMBENEHHDI KIMHMYECKMIT CIydai
HOATBEPXK/jaeT HeOOXO[MMOCTh 60Jiee TIIATENIBHOTO KOM-
IUIEKCHOTO 0OC/IeJOBaHNS MTALMEHTOB C TeCTALIOHHON ap-
TepUaIbHOI TUIIEPTEH3MEN, 1 HeoOXopuMocTh anddepeH-
L[Ma]IbHON JMATHOCTUKY IIpe- UM 3KIAMICUN y OepeMeHHBIX
C 3HJOKPMHHBIMM apTepUaNbHbIMM TMIEPTEH3UAMHU, B TOM
4UCTIe OITyXO/IeBOTo reHe3a. TakTMKa BefeHUs OepeMeHHO-
CTU U popfopaspelreHrs Ha GoHe PeoXPOMOINTOMBI JOIKHA
OIPENENATHCA KOHCUIMYMOM SHIOKPMHOJIOTOB, TMHEKOJIO-
T'OB, KapAMOJIOTOB, XM PYProB-3H/JOKPUHOJIOTOB 11 HEOHATOJIO-
r'OB, B K&KIOM KOHKPETHOM C/Iy4ae MHAMBUIYa/IbHO, YTO IO-
3BOJIMT YIYYIUUTD IIPOTHO3 [I/IA )KU3HU U 310POBbsA MaTepu
u pebeHka.

REFERENCES

Kupina A.D., Petrov Y.A., Berezovskaya K.E. Features of
pathogenesis and  diagnostics pheochromacytoms and
paragangliomas during pregnancy. Modern problems of science
and education. 2019;(3):182. (In Russ.). eLIBRARY ID: 38732615

Iukina M.Iu., Troshina E.A., Bel'tsevich D.G., Tiul'pakov A.N.,
Lysenko M.A. Pheochromocytoma/paraganglioma: clinical and
genetic aspects. Problems of endocrinology. 2013;59(3):19-26. (In
Russ.). eLIBRARY ID: 21157264

Information about the authors

Gulnaz R. Gazizova, Cand. Sci. (Med.), Associate
Professor of the Endocrinology Department , Kazan State
Medical University, Kazan, Russia, Gulnaz-med@yandex.ru,
http://orcid.org/0000-0002-5941-385X

Farida V. Valeeva, Dr. Sci. (Med.), Professor, Head
of Endocrinology Department, Kazan State Medical
University, Kazan, Russia, val_farida@mail.ru, https://orcid.
org/0000-0001-6000-8002

Sirina R. Karimullina, resident of the Department of
endocrinology, Kazan State Medical University, Kazan, Russia,
sirinakarimullina@mail.ru

Authors’ contribution
Gazizova G.R. — obtaining and analyzing data, writing the
text of the manuscript;
Valeeva FV. — design development and
of publications on the topic of the article;
Karimullina S.R. — review of publications on the topic of the article.

review

The patient gave written consent to use the photos for printing.

Conflict of interest
Authors declare no conflict of interest.

Ilocmynuna e pedakyuio / Received: 02.07.2021
JHopabomana nocne peyersuposanus / Revised: 05.08.2021
IIpunama k nybnukayuu /Accepted: 27.10.2021

B 10!



