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deoxpomoLunToMa

9TO Knaccu4eckun npeacraBmTenb onyxoneu,
NPONCXOOALLMX N3 KIETOK ANPAPY3HON HEUPOIHAOKPUHHOMN
cuctemsbl (APUD-cucTtemMbl), OCHOBHbLIM OTIIMYUTESbHbIM
NPU3HaKOM KOTOPbIX SABMASIETCA CMOCOOHOCTL 3axBaTa U
nekapbokcnnmMpoBaHUSa aMMHOB, YTO NO3BOMNSET OOBACHUTL
CIOXHbI€ KNUHMKO-MOopPdonornieckne qoeHoMeHbl 3TOro
3aboneBaHus.

Onyxonb pa3BuBaeTcs U3 crneunduyecknx xpoMmaPUHHbLIX
KITETOK cCUMMnaToaapeHanoBou CUCTEMbI, SMOPUOreHETUYECKM
POACTBEHHbIX KNeTKamMm CUMMnaTn4eCcKkom HepBHOWN CUCTEMbI U
OaloLLMX MNONOXNTENBHYIO XpOoMaddPUHHYIO peakuuto, TO eCTb
CNOCOBHOCTL OKpaLIMBaTLCS CONAMM XpOMa B XKeNTo-
KOPUYHEBbLIWN LIBET.



anvgemMmumonorus

deoxpomounTomMa B 06LLEN NONYNALNK BCTPEYAETCS OYEHD

penko — 1 crny4vaun Ha 100 000 B rog. YacToTa BbisiBNEeHUS
dheoxpomoumTomsl y naumeHToB c Al' B cpegHem — 0,1% 6orbHbIX Al

Y NauMeHTOB CO CnyYanHO BbISIBNIEHHOW OMyXOnblo HAaANO4YE4YHNKOB
(MHUMOEHTaNoMoIM) YacToTa BCTpe4aeMocT (EeOoXPOMOLINTOMbI
3HAYUTESbHO Bbille — 4,2—6,5%.

deoxpomoLMTOMa BCTPEYaEeTCs y NaLUeHTOB pa3nNUYHOro Bo3pacTa u
HECKOITbKO Yallle HabrnoaaeTcs y XKEHLLWH, YeM Y MYXKUYMH.

bepemMmeHHOCTb Npy EOXPOMOLIMTOME BCTPEYAETCHA PEAKO U
SBNSETCs NpoTuBonokasaHHoW.[lepnHaTanbHas cCMepPTHOCTb Mpu
OaHHoW naTtonoruu coctasnset 40-50 %, a CMEPTHOCTb
HOBOPOXOEHHbIX — boree 75 %. MaTepuHcKkas netanbHOCTb
aocturaeT 40 %.






IdTUonorus

1 B 80 % cny4yaeB deoXpOMOLMTOMbI BO3HMKAIOT
cnopagmu4yecku, B 10-20 % cny4vyaeB HOCAT CEMEUNHbIN
xapaktep. [pn aToM PeoxpomMoLUnUTOMbI MOTYT BbITb
NPOSIBNEHNEM HECKOSbKMX HAacneaCTBEHHbIX
3aboneBaHuin, NnepegaroLmMXca No ayTOCOMHO-
OOMWHAHTHOMY TUMY, B TOM YUCTIE:

d MHOXEeCTBEHHOWN 3HOOKPUHHOU Heonnasnn (M3H)
2A, nnn cnHapoma Cunnna (B codeTaHum ¢
MeaynnapHbIM pakom wutosngHoun xenesol (LX) u,
OOCTaTOYHO PEOKO, C rmnepnasnen n/mnu
afleHOMaMW OKONOLMTOBUOHbIX XKenes);

d MOH 2B tuna, nnu cnHgpoma l'opnuHa (B codeTaHnu
c meaynnspHeiM pakom LK, mapdpaHonogobHon
BHELLUHOCTbIO, MHOXECTBEHHbLIMW raHNMMOHEBPOMaMM
CITU3UCTOW XKenyaovHo-kmedHoro TpakTta (XKKT));
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bonesHn PoH PeknuHrxayseHa (B coMeTaHUM C
KOXHbIM HENMponbpomaTosom);

cuHgpoma dooH Xunnena — JimHaay (B
coYeTaHuUM C reMaHrMomMaTo30M CETHATKMN,
CMMHHOMOS3roBbIMM reMaHrmoMmamu u
reMaHrmobrnactomamMmu, pexe ¢ pakom NoYKku,
MHOXX€ECTBEHHbLIMU KUCTAaMM NOYEK,
noa)kenyao4vyHou Xenesbl)

[TopaxeHne Haano4Ye4YHMKOB Mpu CUHOPOMaXx
MOH 2 HocuT, Kak npaBuo, 4BYyCTOPOHHUN
xapakrtep,. [lpyu cnHapome poH Xunnens —
Nnnpoay n 6onesHn doH PekrnnHrxay3eHa B 15
% cny4aeB onyxosb 13 XxpoMadoPUHHbIX
KNeToK UMeeT BHeHa4No4Ye4YHUKOBYHO
nokanusauuto.






[laToreHe3 PeoxXpoOMOLIUTOMBI

1 lNaTtoreHe3 dheoxpoOMOLNUTOMbI HEPA3PbIBHO CBSA3aH C
naTou3nonormdeckumMmmn adodekTamu rmnepnpoayKumm
KaTexonamMmnHoB.

d WN30bITo4HaAa cTUMynAUKMS BCEX TUMNOB apeHOPELENTOPOB
onpege-
NseT remognHammdeckme n metabornmyeckne NnposiBNneHns
3abone-

BaHWNSA ¢ NpeobnagaHnem, Kak npaBuno, cepae4Ho-
COCYAUCTbIX

N3meHeHnn.

3 NpnbnusutensHo B 2/3 crnydyaeB heoxpomMoLmnTomMa
CEKpEeTUPYET agpeHanuH n HopagpeHanvH,B 1/3 — TONbKO
HopaapeHanuH. HekoTtopble PeoXpoMOLMTOMbI, B YHACTHOCTM
3nokKavyecTBeHHble, MOryT NpoayumpoBaThb AONaMUH.



A [lMpenmylLecTBEHHasi CEKPELINS OMyXOorbio HOp-aApeHanunHa
onpepnensieT bonee Bblpa)xeHHOE Ba30KOHCTPUKTOPHOE

OENCTBNE, BO3MOXHOCTbL coveTaHua Al ¢ pedneKkTopHOU
bpagukap-

avien, BbICOKOAMMNIINTYOHYIO N 3noKadeCTBEHHYIO NO
KITMHUYECKOMY
TedeHuto Al .

(1 MeHee BbipaxxeHHasa Ba3OKOHCTPUKLIUA B OTBET HA JIENCTBUE

agpeHarnimHa ces3aHa co CTumynsuuen [32-
agpeHopeLenTopos,

ornocpeayLLnX paclumpeHne cocyaos.

d  OueHb pegko BcTpevatoTcs PeoXpoMOoLUTOMbI, KOTOPbIE
CEKPETUPYIOT TONMBbKO AonamMunH. KrnmHn4ecku aTto
NPOSIBNSIETCS «BOCNANUTENbHbIM CUHAPOMOMY»: IMXOPAKON,
notepeu Beca, nosbilleHHon CO3



d OnutenbHasa ctTuMynsuua agpeHopeLenTopoB npu
doeoXxpomo-

LMUTOME COonpoBOXaAaeTCA CHMXKXEHNEM UX HYBCTBUTEJIbHOCTH
K KaTexoJliaMnHaM nytem ymeHblLleHUA nioTHOCTU
peuenTtopoB Ha NOBEPXHOCTU KITETOK N HAPYLUEHUA UX
B3aMMOJENCTBUSA C KaTexonammHamu

Y 60onbHbIX PeoXpoMOLMTOMON HapyLUEH OO CUCTEMHbIN
KOHTPOMb reMoanHaMmnKn, YTo 0COBEHHO 3Ha4YMMO B
COYEeTaHUM C OTHOCUTENBLHOW rTMNOBOSIEMUNEN, KOTOPad
BO3HMKAET B peayrnbraTe LeHTpanms3aunm KposoodpalleHus,
9KCTpaBasauuu nnasmbl NPy N3AMEHEHUN MPOHNLIAEMOCTH
COCYANCTOW CTEHKN U MOBbILLEHHOro NOTOOTAENEHUS.

d [Mpu dbeoxpomMmoLMTOME MMNOBONEMUS CO CKIOHHOCTBIO K
OPTOCTATUYECKMM HapPYLLUEHNSAM SABNSAETCS

OOHUM N3 BeQyLWMX CUHAPOMOB, ONpeaenstoLLmnX TAXKECTb
COCTOSAHUSA DONBbHOIO.



Q TpsamMyto peLenTopHYyH 3aBUCMMOCTb UMEIOT Takue CUMMNTOMb!
heoxpoMOLIMTOMbI, KaK YCUINEHHOE NOTOOTAENEHNE (CTUMYNALMS
O-aJpeHOoPEeLIeNnTOPOB NOTOBbLIX Xene3) U CHUXKEeHWe Macchbl Tena
(nMnonus 3a cyeT CTUMynAUMn 33-agpeHopeLieENToOpoB).

d  KoHTpuHCcynapHbIv 9ddeKT n3bbITOYHOrO YPOBHSA KaTtexoslaMnUHOB B
KpoBUM onpeaensieT passutune y 60onbHbIX eoXpomMoLMTOMON
BTOPMYHOro AnabeTta nnm HapyLeHUsa TONTIEPaHTHOCTU K IMHOKO3E.
XPOHOJ0 rmyeckas CBda3b rmnepTeH3nBHbLIX KPU30B C
rmnepriankeMmen ABnaeTca CaMoCcToATENbHbIM AMarHOCTUYECKUM
CUMMOTOMOM DEOXPOMOLIUTOMBI.

d W30bITOK KaTexorniaMnHOB SIBNSIETCA TaKXe MPUYNHON HENTPOMPUIb-
HOro nenkoumnTosa. CTumynauns agpeHopeLenTopoB KULLEYHMKA
nogaBnseT MOTOPHYHO (OYHKLUNIO 1 NOBbIWAET TOHYC CPUHKTEPOB

MULLIEBOrO KaHana, YTo NPUBOAMUT K BO3HUKHOBEHUIO Y BONbHbIX
heoXpoMOLINTOMOM XPOHNYECKMX 3arOpOB.



1 Hapsaay c katexonammHamm, onyxosrib MOXeET
BblAENATb PAO APYrux Ba3oakTUBHbIX CyOCTaHLUN,
KOTOpble MUMEeKT BasogmnaTtmpyroLlme CBOUCTBa
(Hanpumep, CEPOTOHUH,NpeacepaHbIn
HaTPUNYPETUYECKNN TOPMOH, BA30aKTUBHbLIN
MHTECTUHAanNbHbLIXN NenTua). HenponenTua Y
(CUNbHbIV BAa3OKOHCTPUKTOP)

1 KoHe4YHbIN pe3ynsrat B3aMMoaencTBUA BCEX
KOMIMOHEHTOB OMYX0N1EBOWN CEKPELINM
npegonpenensieT pasHoobpasne KIMHUYECKUX
BapuaHToB 3abonieBaHus.



CxeMa cMHTe3a " MCTHWINPOBAHUA KATCX0IAaMHUHOB
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Knaccupukauus

Mo nokanusaunmn doeoxpomoLnUTOMbIl AENAT:
] Ha Hagno4e4HuKoBble (90 % crny4vaeB):

— OBYCTOPOHHME (10-15 %)

— OJHOCTOPOHHUE;
] BHEHaano4ye4yHUKoBbIEe:

— B napaBepTedpanbHbIX CUMNATUNYECKUX
rAHIMNSAX;

— BHYTPWU- U BHEOPraHHbLIE CKOMMNEHNS
XpomMmadodp1HHON TKaHW;

— XemMopeKToMbl (glomus carotis, BHyTpeHHee
YyXO).






Mo mopdhonornm BoiOenaoT:
1 pobpokavyecTBeHHble HheOoXpPOMOLIUTOMBI;

1 3noka4yecTtBeHHble eoXPOMOLNTOMbDI
(YacToTa nx 10%)

1 MynbTUUEHTPUYECKe reoxXpoMoLMNTOMbI
(ABNAKOTCA pe3ynsTaToM ToTallbHOIo
reHeTUYeCKoro nopaxxeHnsa Mo3roBoro criod
HaanoO4Ye4YHUKOB).




1o KNMHUYECKOMY TeYeHUIO BbIAENAKT TPU OOPMBI
doeOoXpOMOLINTOMBI :

3 ©OeccuMnTOMHasN:

— «HeMasi» popma (rMCToNOrnMYeckn noaTeBepXaeHHas
doeoxpomoLnTomMa npu HopmanbHOM apTepuanbHOM JaBNeHNN
(ALl) n ypoBHE KaTexonamMmmHoB);

— «CKpbITag» doopma (rmcTofiormyeckmn noaTeepKaeHHas
doeoxpomMouunTomMa npu NOBbILLEHHOM YPOBHE KaTexonamMmnHoB 1
HopmanbHoM All);

] KNMHWYeCKU BblpaxeHHas doopma:
— napokcu3marnbHas (kpnsosoe TedeHne Al — y B3pocnbiX B 50 %

crnyyaes); : v
— nepcuctupyrowas (noctogaHHasa Al — y B3pOCrbIX B 6 Enyyaes,
y aeten B 90 %);
— CcMellaHHas; -
d arununyHaga goopma:
— rMNoToHM4Yyeckas popma; :



[1o cTeneHn BbIpaXXeHHOCTU KNMNMHNYECKUX CUMIMTOMOB
pasnuyatoT Tpu ctagmm 3aboneBaHns:

| cTagna — HavanbHas (peakue NPUCTyrnbl C KOPOTKUMUA
rmnepToHU4YeCcKUMn Kpusamm (cmctonundeckoe ALl oo 200
MM PT. CT.);

Il cTagna — komneHcpoBaHHas (MPOAOIKUTENbHbIE
npuctynsbl (40 30 MMH) He Yalle 1 pasa B Hedern C
nosbllLieHneM cuctonunyeckoe ALl 4o 250 MM pPT. CT. C
rmneprivkeMmemn, rmKo3ypuen; B MeXXnpPUCTYNHbIN
nepunoa CoOXpaHAETCA NOCTOAHHAA apTepuanbHag
rMnepTeHs3ns);

lll cTagnsa — gekomneHcnpoBaHHas (exxegHeBHbIE
NPoOOIMKNTENBHbIE TMNEPTOHUYECKMUE KPU3bl C MOABLEMOM
cuctonmyeckoro ALl oo 300 MM PT. CT. U COXpaHeHne
rMNepTeH3nn B MEXNPUCTYMNHbIV Nepuon; CoXpaHseTra
rmneprivkeMunsa N rmokKo3ypus, HapyLlaeTcs 3peH
BONOCSHOW MNOKPOB).




KnuHu4yeckmne npmnsHakm v

CMMNTOMDLI
O MaBHbIM CUMNTOMOM (PEOXPOMOLINTOMbI

CNYXUT noBbilleHne ALl (napokcmamansHoe
NI NOCTOSAHHOE).

1 K gononHutTenbHbLIM CUMATOMaM
OTHOCHATCS:

— opTocTaTnyeckas rmrnoToOHUS;
— MOTNMUBOCTb; N
— MOCTOSIHHbIE rONOBHble 6o ;MMM =\
— OLLYyLLIeHNe BHYTPEHHEN APOXK, .
6ecrnokoucTBo; ghaem! C

— obLwasa cnabocTb, CHUXKEHUEe
TPYAOCNOCODOHOCTMW.




deoxpomMoLMNTOMDI

JAl nocTogHHaga - 15-25%
1 TonbKO KpU3bl - 25%

1l onoBHble bonu - 80-95%
AdlMotnmeBocTb - 60-70 %
1Cepauebunenmne - 60-70 %
_1HepBO3HOCTbL - 20-50 %
AlNoxynaHue - 20-50 %
JTowHoTa - 20-50 %

J1CnabocTtb - 20-50%
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OcnoxHeHus
ce pﬂ-qup |%H£TQTOH Hou‘rM TOMBI

apuTMun, Taxukapguio, Al B pamkax LLoKa nnu
OCTaHOBKY KpOBOODpaLlleHNsi BO BpeMS BBEAEHUSA
B OOLLYIO aHeCTe3nto;

KaTexornamMmmnHOBbLIWU LLUOK;
HapyLleHne MO3roBoro KpoBoobpalleHun: ‘
NOYeYHY0 HEOOCTAaTOYHOCTb B paMKax LL|

rMNepTOHNYECKYIO SHLUEedanonaTuio; ,}
NLLEMUYECKNIN KOSUT;
paccnanBaloLLyo aHEBPU3MY aopThl; (“

y BEpEMEHHbIX: MMXOPAAKY, IKITAaMMCHIO, LLIOK,
CMepTb MaTepu nnun nnoga.




bepeMeHHOCTbL Npwn
dheoxpomouuTome

* BO Bpems bepeMeHHOCTN Npu eoxXpoMoLUTOME
MMEET MECTO CTOMKasA rmnepTeH3unsi C
napokcmamanbHbIMU Kpu3amu. MnepToHn4veckue
KPU3bl YaCTO CMEHSAOTCS LLIOKOMOA00HbIM
COCTOSIHUEM, HEPEOKO C NeTanbHbIM UCXOJ0M.

* [lponcxoaaTt KPOBOU3IUAHUA B MO3T, B TKaHb
HaanoO4Ye4YHMKOB UK B camy onyxosnb. MoxeT
rnopa)aTbCHa cepaeyHo-cocygmcTas cucrtemMa
(«KaTexonamMmmHOBLIN MUOKaAPAUT») C AUCTpOodmen
N HEKPO30oM Mmodpmndpunn. Kpome Toro, Hepeako
NponcxoauT nNpexageBpemMeHHasa oTcrionka
niaueHThbl.



* Y BEPEMEHHbIX KaTEXONTaMUHOBbIN KPU3
MOXET pa3BUTbLCS MNOCIe NepeMeHbI
NONIOXKEHNA Tena, Npu cXxBaTkax B podax, npwu
aKyLLepPCKMUX nccnegoBaHusx, Npu LLEBENEHNN
nroaa.

 BHe3anHas CMepPTb UJIN LLUOK'Y 6epeMeHHbIX
BO3MO>KHbI C MOoABJIIEHUEM MNMEPBbLIX CXBATOK.

* Bbicokasa nepuHaTanbHasad CMEPTHOCTb
OOBACHAETCA CHUXKEHNEM UHTEHCUBHOCTM
MTIK n3-3a 6onbLIoro cogepxaHus
KaTexoslaMUHOB 1 NpexaeBpeMeHHOU
OTCJTOUKU NNaLueHTHI.



OudpdepeHumanbHbin gnarH03 Bo BpeMs 6epeMeHHOCTM NMPOBOASAT C
recto3oM, caxapHbiM anabeTom, rmnepToHnYecKkom 6onesHbto,
TUPEOTOKCUKO3OM.

OuddepeHumanbHbIn AnarHo3 He0HBXoANMO NPOBOANTL C TSXKENbIMU

doopmamu rectosa, NnaMATys O TOM, YTO OTEKU U MPOTENHYPUS HE
CBOWCTBEHHbI heoxpomMmounTome. HacTto Bo BpeMsi bepeMeHHOCTH
OLWMBOYHO CTaBUTCA AMArHO3 TUPEOTOKCMKO3a, HEBPO3a, OCTPOU
aKyLLepCKOW naTonornu - pa3pbiB MaTku, NnpexaesBpemMeHHas
OTCrnonKa HopMarnbHO PacrnosioXXeHHOW NiaueHTbI.

Bbicokasi nepuHaTanbHas CMEPTHOCTb Y OOSbHbIX
doeoxpomMOoLUTOMON CBA3aHA C YyMEHbLUEHNEM MATO4YHO-
nraueHTapHOro KpoBOTOKA M3-3a BONbLLIOro coaepXaHus
KaTexonamMmmnHoOB B MaTEPUHCKOM KPOBU; pe3KOe NOBbILLEHUE
apTepuaribHOro AaBreHnsa BO BPEMS KpmM3a MOXET NMPUBECTU K
npexgeBpeMeHHON OTCIIOMKE NMNaueHThl.

HaKOHeLl, noBpexXaarwnwee Bo3aencteme Ha njiog Moryt oka3artb
KaTexollaMnHbI, KOTOPpbie B NMyNnoBNHHOWN KPOBU BO BPEMA KPN3a
HaxoaATCA B NOBbILLEHHOM KOJTM4EeCTBe.



] B cBs3KM C yrpo3om XXn3Hun n 300poBbI0 NauMeHTKU Npu JaHHOM
3aboneBaHnn LenecoodbpasHo yoeanTb bepeMeHHyo n ee
CeMbI0 B HEOB6X0AMMOCTU NpepbiBaHnst bepemMeHHoCTU. [pu
nobom cpoke bepeMeHHOCTU NoKa3aHO HEMeANEHHOE
yaarneHue onyxonu. lNpepbiBaHne 6epeMeHHOCTN NPOBOASAT
nocrne npeaBapuUTenbHOro yoaneHua onyxonu.( to 24 weeks)

1 B cny4dae nponoHrupoBaHua 6epemeHHocTU BO Il n I
TPUMECTpPaxX BO3MOXXHbI TPU BapuaHTa TaKTUKA
XUPYPruyeCcKoro neveHus:

* KeCapeBO cedeHune C ogHOBpEMEHHbLIM yaarieHNeM OrnyxoJsiu,
* KeCapeBO cedHeHUne C nocnegyrowmnm yganeHmnem onyxosrn,

* pOoAdbl vepel ecTeCTBEHHbIE pOAOoBbIe NYyTWM C noclieayroumnm
yaaleHnem onyxorsnun.

[MpegnoyTeHne oTaaloT NEPBOMY BapUaHTYy.



« PopgopaspelleHne Yepes ecTeCTBEHHbIE POAOBLIE MYTU
npeacTaBrisieT ONacHOCTb B CBA3M C TEM, YTO Npu
COKpaLLeHUX MaTK1 NPOUCXOOUT MexaHn4eckoe caaBrneHmne
OMyXOmnu ¢ yBenuyeHnem BbiIbpoca KaTexornamMmmHOB CO BCEMMU
BblTEKaOLLMMUN HEraTUBHBLIMU NOCHEACTBUSIMUA.

« Ocobyto XMpypruyeckyto npobremy B COCTOSHUU
HeynpaBnsemMomn, remognHaMmnkn nNpeacTaBnsaoT POXKeHULUbI,
MOCKOJIbKY MaTKa C NS1040M SBMNSETCH 3HAYNTENbHbIM
NpenaTCcCTBMEM NS UHTpaonepaumoHHOro obHapyXeHUs
XpomMmapdpnHOMbI, a TEM bonee TEXHNYECKOro
OCYLLECTBIIEHNS BMeELLATENbLCTBA.

« [loaTomMy cHayana B NogoOHbIX CUTYaLIMAX PEKOMEHYETCH
NPOmn3BOaUTb KECAPEBO CEYEHNE, N TONBKO NOCHE
COKpaLLeHUs1 MaTKM BbINOSTHSAETCA NOUCK U yaaneHune
OMNYyXOIMw.
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JlTabopaTopHasa oAnarHoCTUKa

onpepeneHue KOHUEHTpauMn KaTexonamMmHOB (agpeHanuHa,
HOopadpeHanuHa) UM nx MeTadbonnToB (BaHUIUIMUHOATBHOW U
OMOBaHUIMHOBOW KACSIOT) B MOYe, COOpaHHOM 3a CYTKU Unu 3a 3
Yy, NpoLleaLnx nocrie Havyana npuctyna. Meton HegoCcTaTovHO
cneymdunyeH: NoXXHOMNONOXNTENbHbIE pe3ynbTaThl BO3MOXHbI MPU
nprveme HEKOTOPLIX NiekapcTBeHHbIX cpeacts JIC (npenapartos
payBofibdun, METUNAOMLI), NMULLM C BbICOKUM COAEepPXaHUEM
BaHWNMHA, nocne ou3nyeckon 1 SMOLMOHASIbHOW Harpy3ku, a Takke
y 60MbHbIX C MOYEYHOM HEQOCTAaTOYHOCTLIO. BCe Bhillecka3zaHHoe
aenaet Metog manocneymduyHbIM;

onpeaeneHve cBoOOAHLIX KaTexonaMMHOB B nrnasme. [lepen
3ab60pom KpoBU BONLHOM AOMKEH CMOKOWHO fieXaTb Ha CMMHE He
MeHee 30 MnH. MeToa HegocTaToOYHO HageXeH U3-3a BbICTPOro
pa3pyLleHns KaTexonaMmMHoB (B TeyeHue 10-15 c), a TaKkke n3-3a
HMU3KOM crneunduUYHOCTM (NOoBbLILLEHNE YPOBHSA KaTeXonaMmMHOB
BO3MOXHO MPU TPEBOXHOCTU, CHMKEHHOM 0DbeME LMPKYITMPYIOLLIEN
kposu (OLK), aumgose, aptepuarnbHOW rMNOTOHUU, TMNOKCUN,
domanyeckon Harpyske, KypeHum, no4e4HOn He4OCTaTOYHOCTN,
NOBbILLEHHOM BHYTPUYEPENHOM JABIIEHNN, OXUPEHUUN, a TaKXKe NMpu
nprveme neBoaornbl, METUNAONMLI, BBEAEHUN TMCTAaMUHA U
[MoKaroHa);



] onpeaeneHve obLen KOHUEeHTpauuu metaHecpmHOB
(MeTaHed puHa N HOpMeTaHedpunHa) B nfasme n
KOHBIIMpoBaHHbIX MeTaHe(ppUMHOB B MO4Ye. 3TO CaMbii
Ha4eXHbI MeTo AMarHoCTUKN doeoxpomMounTombl. [laxe npu
HEeBbLICOKOM YPOBHE KaTexorlaMUHOB B KPOBU YPOBEHb
MeTaHe(PMHOB B KPOBU NpK heOXPOMOLIMTOME BCErAA NOBbLILLEH.
MeTaHepUHbI YCTONYKMBLI B TEYEHME 24 Y, MOITOMY UX
onpegeneHne He CBA3aHO NO BPEMEHU C MOMEHTOM BbIBpoca
ropMOHOB onyxosnbto. MeTon obnagaeT BbICOKOW
YYBCTBUTESNIbHOCTLIO N CNeUMdPUYHOCTbLIO (4OCTUratoT 98 %);

] npoBOKauUOHHbIe NPOoO6bLI. [11a noaTBepKaeHN ropMOHanLHON
aKTUBHOCTUW OMyXonu AnnTenbHoe BpeMs UCMNosfb30BaincCh
NPOBOKALUMOHHbIE (TMCTaMWH, IMIOKaroH, MeToKrionpammg,
domamnyeckasa Harpyska) n nogasnstouime (KNoHNanH, peHTonamMmmH)
TecTbl. (Hanpumep, npu npobe ¢ ructammHom B/B BBeaeHue 0,05 Mr
rmctammHa 0osibHbIM C PEOXPOMOLIMTOMON Yepes 2—3 MUH Bbi3biBaeT
BblpakeHHOe nosblweHne ALL; npu npobe ¢ peHToNnamMmHoM B/B
BBedeHne 5 Mr peHTonamMmmnHa 4epes 5 MMH NPUBOAUT K CHUXKEHUIO
cuctonuyeckoro Al Ha 35 MM pT.CT. U bonee, agnactonuyeckoro ALl
— Ha 25 MM pPT.CT. 1 bonee.) 3TK Npobbl conpsiKeHbl C 0OSbLLINM
KOSIMYECTBOM OCNOXXHEHWNW, MO3TOMY UCMOSIb3YOTCA KpanHe peako.



XpomorpaHuH A

1 BaxHbIM B gnddepeHumnanbHON gnarHocTuke
doeoXpOMOLINTOMbI U TMMEPTOHUYECKON BONE3Hn
ABNAETCA onpegeneHne cogepXxaHus
cneunduyeckoro eellecTsa XxpomorpaHmHa-A (CgA) B
CbIBOPOTKE KPOBUW. OENOK CEMENCTBA IPAHNHOB,
KOTOPbIN SKCNpeccupyeTcd B HEMPOIHOOKPUHHBLIX
Knetkax APUD—-CUCTEMBI.

[ YpoeeHb xpomozpaHuHa A boree 130 He/MiIT
(Hopma — 00 100 He/mr1) yKas3biBaeT Ha Hanu4dune
HEeNPO3HOOKPUHHOM onyxonun. YyBCTBUTENLHOCTL U
cneundunyHoOCTb TeCcTa cocTaBnsdaeT 83 N 96%
COOTBETCTBEHHO, KOTOPble NpU cneunanbHbIX
ropMOHarsbHbIX NCCNeaoBaHMNAX N TONUYECKUX
MEeTodaXx nccnegoBaHm4a noBbiarnTca A0 100%.



Tonnyeckaa AnarHocTukKa

1 Jlokanusauuio onyxosnn odbIYHO ONPeaensoT C
NOMOLLIbIO YNBTPAa3BYKOBOro nuccnegosanus (Y3U),
KOMMNbloTepHOU ToMorpadpum (KT), MarHUTHoO-
pe3oHaHcHou Tomorpadpumn (MPT). HyBCTBUTENBLHOCTDL
BCEX METOOO0B JOCTAaTOYHO BbICOKA, cocTaBnsdeTr 90—96
%. [1Na TO4MHOW TONNYEeCcKON ANarHOCTUKN
doeoXpoOMOLIMTOMbI HEOHBXOAMMO NOATBEPAUTL €€
nokanusauuto aByma metogamm (Hanpumep, Y3U n KT
nnmn Y3 n MPT).

4 [nsa yctaHoBneHUa BHEHaAANOYe4YHNKOBOW
nokanusaumm onyxonun Uim metactasos
3rnoKa4yecTBeHHON PeoXPOMOLIMTOMbI, a TaKXe npu
peungmnBax 3aboneBaHnsa Nocne onepaTuBHOro
neYyeHnsa NCnosnb3yT CUMHTUrpaduto ¢ meta-1311-
beH3un-ryaHnanHom unm meta-123l-
6eH3nnryaHngmnHom.
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OnepaTtuBHoOe nevyeHue

CambIiM 9 PEKTUBHBIM 1 paauKanbHbIM METOAOM
fievyeHns KatexonammHNpoayLMpyoLWwmx onyxonen
ABNSIETCA Xnpypruyeckumn. Heobxogmmbeim o6beEMOM
ornepauun Nnpm OAHOCTOPOHHEM NOopaXXeHnn
ABNAETCA OQHOCTOPOHHSAS aapeHanakToMusi, npu
OBYCTOPOHHEM — TOTarlbHasi agpeHanakToMus.

rlpI/IMeHFI}OTCFI IHAOOCKOINMnM4yeCKne MmeToaobil.

IlyyeBagq Tepanuns onyxoneun n3 XxpomMagpOUHHbLIX
KNEeToK 40 NocneagHero BpeEMeHM cunTanach
HeadhpekTnBHOW. BCce Bornee MHOrOMNMCNEHHbIMA
CTaHOBATCS cO00LLEHUA 00 yCrneLwwHOM fie4eHnmn
MeTacTa30B 0e0XPOMOLIMTOMbI C MOMOLLIbHO
MeTa-131I-0eH3unryaHmanHa.






Tepanua npu 6epeMeHHOCTH

 Tlpw BbINONMHEHNU aleKBAaTHOW agpeHeprnyeckomn bnokagbl
nepopanbHbiMu J1IC NpornoHrMpoBaHHOro 4ENCTBUSA
(dbeHoKCMBbEH3aMMH, IOKCA3031H), Kak NpaBuUno, oTMeyaroT
HEeOCIIOXXHEHHOeE, briaronony4yHoe TeyeHne DepeMeHHOCTM.

0 Bo03MOXXHOCTb OHOMOMEHTHOIO XMPYPru4ecKoro
BMellaTenbCcTBa y 0epeMeHHbIX 3aBUCUT OT CTabUNbHOCTH
reMoguHaMn4yecKnx nokasarternemn nocne BbIMONMHEHUS Kecapesa
ceyeHus.

d Heobxoonmo yuuTtbiBaTh, 4TO Tepanua b-agpeHobnokaTopamm y
bepeMeHHbIX Nnepen KecapeBbliM CEYEHNEM YBENMYNBAET PUCK
rMMNOTOHNYECKOro MaTO4YHOIo KPOBOTEYEHUS], B CBA3U C YEM
LLINPOKOE NPUMEHEHNE X HENOCPEaACTBEHHO Nepea 1 BO BpeMS
ornepauum He nokasaHo.



1 TMpumeHstoTca pasHoobpasHble cenekTUBHbIE U
HecenekTuBHbIE BroKaTopbl KakK a-, Tak U b-
aJpEHOPELIENTOPOB C pasfnnyHoOun
NPOAOIIKUTENBHOCTbLIO AENCTBUS.

1 HasHaveHune b-6rnokaTtopoB BO3MOXHO rnocne
OOCTWXEHUS a-ornokmpytouiero adpekra.

1 lNpwn HecobnogeHNM 3TOro YCroBUA HE UCKIIOYEHO
napagokcansHoe nosbileHne All, YTo cBs3aHO C
yCTpaHeHneM BasoaunaTtmpytoLero agodoekra
agpeHanunHa, cBA3aHHOIo C ero 4eNCTBUEM Ha b2-
agpeHopeLenTopLI.



B pamMmKax noarotoBku K onepauuu nnm npv HeBO3MOXHOCTU
XUPYPru4yeckoro sie4eHus (B 3Tom crnydae ykasaHHble J1IC
NPUHMMAIOT MOCTOAHHO):

[0 Jdokca3o3uH (CenektuBHbIN al adrenoblock)eHympb 1 me 1-2
p/cym, rpu Heobxooumocmu (coxpaHeHue Kpu3os, AL >
160/90 MM pm.cm.) Oo3y ysenudugarom Ha 1-2 Me Kaxxoble 1-2
Hed. 00 MakcumaribHoU 003bl1 16 ma/cym, neped onepavyueu
Usu roXXu3HeHHO, Unv

0 npa3o3uH (CenekTuBHbIW al adrenoblock) éHympb 1 ma 2-3
p/cym, rnpu Heobxooumocmu (coxpaHeHue Kpu3os, AL >
160/90 mm pm.cm.) 003y yeernu4usarom Ha 1-2 ma 1 p/Hed 00
3-8 M2 2 p/cym, neped onepauueu usu rnoxxu3HeHHo, Nnu

0O d¢eHokcubeH3aMuH (aly a2 adrenoblock) 8Hympb 10 M2 2
p/cym, ripu Heobxooumocmu 003y yeeriudusarom 00 20—40 me
2 p/cym, 0o3upyemcs rno auriomeH3usHoMy achgbekmy, rnepeod
oriepauyueu usnu rnoxxu3HeHHo
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aIMeHOJ10J1 (B1-adrenoblock cardioselectivo)eHympb 12,5—1 00 me 2 p/Cym, I'Iepe@
oriepayueu usnu roxXUu3HeHHo, Ui

6uconp0ﬂ0ﬂ (B1-adrenoblock cardioselectivo ) 6Hympb 5-10 Ma/Cym, I'Iepea
oriepayueu usnu roxXuUu3HeHHOo, Uin

MemonpOﬂo.n (B1-adrenoblock cardioselectivo ) 6Hympb 25-100 me 2 p/Cym, I'Iepea
oriepayueu usnu rnoxXu3HeHHo, i

Hebueosion (KapanocenekTusHbIn 6eTa, -anpeHobnokaTop Iil NokoneHus ¢ BasoannaTmpyoLmmm
ceoncteamn) BHYIMPb 5-10 Ma/cym, nepe@ oriepauyueu usiu rmo>kKU3HeHHo,

rMporipaHOsI0JT (HecenektueHslit Geta-aapeHobnokatop) 8HYMpPb 20—-40 me 4
p/cym, neped onepayueli Unu MoxXU3HEHHO.

Memupo3UH sHympk 250 me 4 p/cym, ripu Heobxooumocmu 003y
yeernu4uearom 00 4 2/cym, neped onepauuel (0o3a peayrupyemcsi
10 YPOBHIO KamexoraMuHOo8 Cymo4yHOU MOYU U 2urnomeH3U8HOMY
aghgbekmy; rneped onepauyuet Heobxooumo ripuHumams JIC He
MeHee 1 HeO.)



KaTexonamMmnHoBbIN KPW3

* denToNMamMuH (peKUTUH) 2-4 Mr uiu Tpornaden 1-2 mi 2% p-pa B/B
710 KyIIMPOBAHUS KPHU3a, 3aTEM KKIbIE 4 yaca B IEPBBIE CYTKHU
* [Tocne BBeneHus anbha-aapeHo0JIOKaTOPOB IIPU apUTMHUM U
Taxukapauu oo3uaaH(propranolol) 1-2 M1, yepe3 CyTKH -
Ta0JIETUPOBAHHBIE (POPMBI

Jypanuani (30panTui) (HOBBIM anb(a-aapeHoO0I0KaTOP C IIEHTPATbHBIM
JIEUCTBUEM U Cc1a0bIM 0€Ta —aApeHOOJOKUpYOIKNM JieiicTBrueM) 10-50
MT B/B CTpyHHO, 11oJ KOHTpoaeM A/l. ITpn He0o0X0aUMOCTH MOBTOPHUTH
yepes 2-5 MUH

npu Bbipa)KeHHOW Taxukapanm HasHavaloT 3CMOJ10J41 8/8 CMpPYyUHO
500 mKe/Ke 3a rnepsyro MUHymy e8e0eHUs, 3ameM 8/8 KariesibHO
50 MKe/Ke/MUH 8 medeHue rnocriedyrouux 4 MUH, rnocrie
docmukeHuUs1 agbghekma (Koppekyus Hacmomabl cepOeYHbIX

COKpauwleHul, ycmpaHeHue apummuu) rnpooosnkarom egedeHue
CO CKOPOCMbIO 25 MKa/Ke/MUH.




MporHos

B 30-60 % HabrnogeHnn gnarHo3 oeoxpoMoLUTOMBI
yCTaHaBIIMBAETCHA NOCMEPTHO. bonbHbIE C
Hepacno3HaHHbLIMW ONYXONAMW YMUPAIOT, Kak NpaBuno,
OT NOCNEACTBUUN TAXKESbIX COCYOAUCTbIX OCIOXXHEHNW B
baccenHe cepaeyHbIX UMM MO3roBbIX apTepuin Ha PoHe
3roKa4yecTBeHHO npotekatoLlen Al

[1pn Xnpyprmyeckom nevyeHun nepuonepaunoHHas
NeTanbHOCTb B cneunann3npoBaHHbIX YYpeXgeHUax
cocTtaBndeT 1-4 %.

B TeueHue 5 neT nocne onepauun BbKUBaOT OObIYHO
bornee 95 % 60nbHbLIX, YHacToTa PeEUNaNBOB HE
aocturaet 10 %. Hanbonee 4yacTto peungms
doeoxpomMoUUTOMbI pa3BmBaeTCcs Yy OOSbHbIX, paHee
onepupoBaHHbIX MO MNOBOAY MHOXECTBEHHbIX
9KTOMMPOBAHHLIX ONyX0newu, u Npn ceMmenHon popme
3aboneBaHus.



Diagnosis with 24h urine collections and MRI
No stimulation tests, no MIBG if preghant
1t & 2" trimester (< 24 weeks):

* Phenoxybenzamine + Bblocker prep
* Resect tumor ASAP laprascopically

3" trimester:

* Phenoxybenzamine + Bblocker prep

* When fetus large enough: cesarian section followed by tumor
resection



1)B oTnn4ymne ot runeptoHnyeckomn 6onesHn ana peoxpomMoumnToMbl TUMNYHO:
a.PasButue y Monoabix NauneHToB,Kpu3bl C MOBbLILLIEHMEM TeMMepaTypbl Tena
b.HacnenceseHHas npenpacnonoXXeHHOCTb

c.PasButne y noxusnoix nogen

d.XopoLuunin apdekT OT rmnepTeH3nBHbLIX NpenapaTos

e. a,b

2)["pn dheoxpomoumnTOoME BO BpEMS MPUCTYNa B KPOBM OTMEYAETCH
a.JlenkouunTo3 1 rMNeprinmkeMmsd

b.M'vMneprnnkemmna, KetoHemus, metabonmyeckuim aumaoos

c.'vnornnkemus

d.M'vneprnnkemuns, Metabonuyecknm aumaos, runeprnakreTeMus

e.c,a

3)[1porHo3 goeoxpomMmounTomMme 6raronpuUATHbLIN NPK:
a.llpy no3gHen AnakHOCTUKE 3aboneBaHUs

b.no3gHeM onepaTMBHOM BMeELLATENbCTBE

c.Pa3BuTnm coctosiHust HeynpasnsieMon reMmoanHamMmnKu
d.PaHHeM onepaTBHOM neyYeHnn onyxonu

e. c,d



4)[NoBbILLEeHNE apTepnanbHOro AaBrneHns npm eoxpomoumTome nmeeT
Xapakrep:

a./30nnpoBaHHOro AMacTonn4eckoro

b.C acumeTtpuen Ha BEPXHUX N HUXKHNUX KOHEYHOCTSIX
C.KpMU30BOro

d.N3onmpoBaHHOro ANacToIMYecKoro

e.a,b

5)PeoxpomoumToMa NpPoAyLUMpYeET crieayoLmne ropMOoHbl
a.AgpeHanuH ,HopagpeHanuH ,JornaMuH

b.OcTporeHsbl

c.[ntokokopTHMKOMAbl

d.AnbaocTepoH

e.AHOQpPOreH:.l

6)YKkaxute Handoree 4acTtyto fiokanmsauntio GeoxpomMouUTOMbI
a.llonocTtb Yyepena

b.Mo4yeBoin Ny3bIpb

c.Hagnovye4yHnku

d.AopTa

e.CpegocTteHune



7)Hanbonee acbdekTneHoe nevyeHne deoxpomMoLmuToMbl
a.beta agpeHobnokaTopbl

b.Anbdra agpeHobnokaTopsl

c.OneparunBHoe rnevyeHmne

d.Hrmbutopsl Al

e.AHTaroHUCTbI Kanbums

8)[Mpenapatbl Ans Ne4YeHnsi rMnepToHNYECKOro Kpusa npu
doeoxpomoumTome

a.HudpegunuH

b.KnoHnauH

c.Bepanamur

d.PeHTONnamuH

e. JurnapanasuvH

9)[JobpokavyecTBEHHOE TedeHne deoxpomMoLMTomMme valle bbiBaeT npu
Hann4yum

a.0Onyxonu ogHoro Hagnove4yHuka

b.Onyxonn obonx Hagno4e4yHNKOB

c.BHeHagno4ye4HMKOBOM nokanuaaymm onyxonu

d.Manbix pasmepoB onyxosnu

e.bonbLmMX pasmepoB onyxonu



10)B cny4ae nponoHrmpoBaHus 6epeMeHHOCTH Bo Il 1 Il TpumecTpax
BO3MOXHbI [TpeanoyTeHne oTaatoT :

a.KecapeBo CeYeHne ¢ OAHOBPEMEHHbIM yaaneHUeM onyxonu;
b.KecapeBo ceyeHune C NocneayLnM yaaneHnem onyxonu;

Cc.poabl Yepe3 eCTECTBEHHbIE POAOBbLIE MYTW C NOCMEAYOLWMM YaaneHnem
OnyXoru.





















