CEUYEHOBCKUH YHUBEPCUTET

deoxpomoumTomMa: TPYAHOCTU
ONAarHOCTUKN U NEYEHNS

BbinonHmna ctygeHTka 6 Kypca 35
rpynnbl PaboBa dapbs




OnpepeneHuns

« deoxpomMoumTOMa - 3TO ONYXOnb U3
XPOMaMPUHHBIX KITETOK MO3roBOro BellecTBa
Haano4Ye4vyHnKka, npogyumpyroulagqa
KatexonaMUHb

 [laparaHrnnoma — 31O ONyXonb, COCTOALLAA U3
BHEHAANOYEYHNKOBOWN XpoMadpPUHHON TKaHU
cuMnaTU4eCcKnx napaBeptedparnbHbIX
raHrnMeB rpyaHon KNeTkn, OproLLIHOW MOSIoCTH
n Tasa.



ANngemMmnonorus

* PacnpocTpaHeHHOCTb eoXPOMOLMTOMBI/
naparaHrnmombl cpegu naymMeHToB C
rmnepTeH3nen cocrtasnset 0,2-0,6%.

* Y NETEN C TUNEPTEHINEN
pacnpocTtpaHeHHocTb OXLI/T BbiLLe —
OoKono 1,7%.

* PacnpocTtpaHeHHOCTb 3roKa4YeCcTBEHHOM
doeoxpomMoLUNTOMbI cocTaBnsaeT 10— 17%.



Y Koro ctout 3anogo3putb G X?




KaTtacTpodbi!

CepaoeyHo-cocyaucTtble
HapyLUEeHUS

mm LlepebpanbHble HapyLleHus

mm KOMMNPECCMOHHbLIN CUHOPOM




BAPUAHTbI IOKa/IN3alUnUU OoONyXon n,%
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NOACHWYHbBIN NaparaxsrnMm
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BEOJIE3Hb
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« MHOrokpaTHble NOMNbITKWU CO34aHUS
MoZenen KNMHUYECKOoro TeyeHund
heoxXpoMOLMTOMbI, B 3aBUCUMOCTU OT
npeobnagatoLlero Tmna ropMoHanbHOW
ceKkpeLumn, He UMer
ycnexa. l’ -




HacnenctBeHHbIe CUHOPOMBI

M3H 2A
M3H 26

BonesHb ¢poH Munnena-JinHpay
(VHL-cuHapom)

Heipodubpomaros | Tuna

MeaynnapHbii pak WUTOBUAHON XeNnesbl, NEPBUYHbIN rmnepnapaTupeos,
KOXHble aMunonaHble nuxeHndukaumm

MeaynnapHbii pak LWUTOBUAHOMN Xenessl, Aedopmanmm ckenera,
raHrNMMoHenpomMaro3

lemaHrnobnacTomMel LeHTpansHoOU HepsHow cuctemsl (LLHC) u cetyatku,
KapuMHOMa NOYKKU, KUCTbl U HEMPOSHAOKPUHHBLIE ONYX0NK NOAXKENYA0YHOM
Xenesbl, 0nyxonb 3HA0NMMMATUHECKOro MEeLLIOYKa CPeAHEero yxa,
nanuNNspHas uMCTafeHoMa npuaaTtka amyka v LWMPOKOM CBA3KU MaTKK
KoxHbli Heipodubpomartos, runepnurmeHTaums NoAMbILLEYHON W/MNK NaxoBOWN
obnactu, NUrMeHTHbIE NATHA UBeTa “kode C MONOKOM”, raMapTOMbl PaayXHOM
obonoyku rnasa (ysenku Jinwa), KocTHole aHomanuu, muomsl LLHC




LndpepeHumnanbHoe

HdopmMmupoBaHHoe cornacue

v

v

v

v

OT? rou.*eHHbm MHOXeCcTBEeHHbIe 3nokadyecrTBeHHas AsycTopoHHee
ceMenHbIn aHamMHe3s onyxonu onyxon nopaxexHuve
unu BospacTt <50 nert HaANoOYe4YHUKOB
VHL
b SDHB SDHB RET
SDHD VHL
SDHB VHL Lk SDHD
SDHD

OudbdepeHumpoBaHHoe HabnogeHue.
MeHeTUYeckune pekomeHgaumm
poACTBEHHUKAM NepBOWN CTENeHU




[laToreHes 1 naTtodun3nonorus

INNokanusauusa pasHbix TUnoB AP B cuHancax

__- Bapukoaxoe
yronuiexue

Cepaue
Cocyapbl

[Moykn
BpoHxu
KuwevyHuk

[MooxkenynoyHas
Xenesa

[MeyeHb
[MToTOBbIE Xene3bl



[laToreHes 1 naTtodn3nonorus
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Kakune xxe apdeKkTbl CTOUT OXKMaaThb?

[MoaTanel
apeHopeuenTopos

DddexTol, BoizbiBAEMbIe CTHMY.ISILHEH 2ApeHOpeLenTopoR

&,

COKpaLeue rL1aaKuX MBI COCYAOB (CVKCILUE KPOBE-
HOCHBIX COCVI0B)

Cokpalueue paaruaibioil ML pady XK (pacuiupe-
HHC 3PaiKOB)

t, BHCCHHAIITH-
HCCKHC

CokpameHue riIaaKuX MBI COCYIOB (CVIKECHHE KPOBE
HOCHBIX COCVA0B)

(ty TPECHHATITH-
HCCK ML

CHWXEHWE BRICICHW S HOPATIPEHATHHA OKOHYAHHSIMH
AUPCHCPIUUCCKHUX BOJIOKOLL

By

YeennueHme:

CHJILI CCPACYIILIX COKPALUICIIMI;
YACTOTLI CEPACHIILIX COKPALUCIIMH;
ATPHOBCHTPUKYISIPHOH NPOBOIHMOCTH

Cexpelus peHuia IKCTANTOMEPVIIAPHLIMH KJIETKAMH
TOICK

[3; BHCCHHAIITH-
HCCKMC

Paccaadacuud raiKux MBI COCYA0B, OPOHX0OB, MATKH:
PACILMPCHUC KPOBCHOCHBLX COCYHOB;

pacmupeHne OPOHXOE;

CHHKCIHHE TOHYCA U COKPATHTC/ILIION aKTHBIIOCTH MHO-
MCTPHA

AKTHBALHAA ITIMKOTEHONH3a B IICYCHH




IameHeHna cepgeyHo-cocyancTou
CUCTEMDI

BHYTpMKNeTo4HoEe HapyLLieHne AeNCTBUS PEPMEHTOB

ToKkcunyeckasa karexonammHoBasi MMokapanogmctTpodus

OCTpaFl fieBoXxenyaodkoBad HEAOCTATOYHOCTb

BHauvarne koHueHTpu4ieckas,, a 3atem aunaraunoHHas KMI




OTHOCUTENbHaA rMNoBOSIEMUSA NPU
doeoxpomMoLnToME

* LleHTpanusauuns
KpoBOOOpaLLeHNS

* Bbixoa xnakoctu ns
COCyaAMUCTOro pycnaB
«TPETbE NPOCTPAHCTBO»

* [loBbllLLEeHHasA
NOT/IIMBOCTb




HeynpaBnaemaa remognHamMmumka

* yacTtas n becnopsagovyHasad cMeHa arnn3ogoB
NOBbILUEHHOIO N NOHWXeHHoro All,
KOTOPOE NpaKTUYEeCKN He KOPPEKTUPYETCH
MeONKaMEeHTO3HO UInn gaet
napagoKkcanbHbIX OTBET HA BBeAEHME
npenaparos.

[1porpeccupytoLias KatexonamMmmHoOBbIV

TMMNOTOHUA LLIOK




KnnHnyeckaa KkapTuHa

* Tpemop
* TowHoOTa
» YHyBCTBO CTpaxa

* «MPaMOPHbIN» KOXHbIV
PUCYHOK

* CHMXeHne ocTpoThl
3peHund

[1BoeHune B rnasax
* HapylwieHue putma

 llloabllKa Ha oHe
Kpu3a




UTO XXe Takoe 3nokadyecTtBeHHas
doeoxpomMmoumToma’?

MeTtacTa3sbl




* [lpoBoOUMpPOBaHME NPUCTYMA KaKNM-
HMOYOb dpakTopoM: N3NYECKOU
Harpy3kou, nanbnauuen onyxonu,
nepemMeHou rnosbl, 0OUNbLHOWM eaoun,
NPOOOIMKNTENbHBIM rofiogaHueM,
HapKO30M, 3MOLIMOHANbHON TPaBMG ./
npuemMom aapeHobrIoKaTopos, -
nedpekaunen n B pegkmx criy4asax (npm
fokanusauymm onyxosiu B MOYEBOM
ny3blpe) MOYENUCTYCKAHNEM.




[loka3aHusA K JuarHOCTUKe
OXLL/TI

o cumntombl ®XLI/TII, ocobeHHO napokcnamanbHOro
TMNa;

* MHUMOEeHTanomMa HagnovyevyHuka (HesaBMcnMmMo oT
Hanun4ymna Al);

e cumnTombl ®XLL/TIT, cnpoBouupoBaHHbLIE
MeOUKaMeHTO3HO UK Npu NoBbILLEHUN OaBNEHNS
B OplOLLIHOW;

* OTAMOLWEHHbIN CEMEUHbLIVN aHAMHES;
e Hannune OXL/T1l" B aHamMHe3e y nauueHTa;

e HanM4yume nbbIX KOMNOHEHTOB HACNeaCTBEHHbIX
cuHapomoB, accouunnpoBaHHbix ¢ OXL/TIT



[lnarHocTtumka

* onpeneneHne cBoboaHbIX METAHEPUHOB
nnasmbl UM PpakuMOHNPOBAHHbIX
MeTaHePPMHOB CYTOYHOUN MOYMN. (A)

ornnyeckad aAnarHOCTmKa TOJ1bKO

nocrie nabopaTopHOro NoATBEPKAEHUS

« KT (A)

« MPT (A)
o CumHTUrpadus (B)

« [TOT(B)

* [eHeTn4Yeckoe obcnegosaHue



3anoao3putb $PX MOXHO nocne
npuema crneaytowmx npenapaTos

lpynna npenaparos

Mpumep

Bnokaropsl AodamuHoBbIX [12-peuenTopos

(BKNIOYAA HEKOTOPLIE NPOTUBOPBOTHLIE Npenaparb

W HeMpoNenTuKK (aHTUNCUXOTUYECKME CPeacTea))
Bnokaropb B-anpeHopeuenTopos

(HecenekTueHble 1 B HONbLLUMX A03aX - CeNeKTUBHbIe)*
CuMnaTtoMUMeTuKu

OnuounaHbie aHanbreTuku

MHrubutopsl 06paTHOro 3axeara HopagpeHanuta
(BKNOYAS TPULMKNUYECKUE aHTUAENPECCAaHTbI)
MHrnbuTopsl 06paTHOro 3axeara CepoTOHMHA
NHruburopsl MAO

[MIoKOKOPTUKOCTEPOUbI

MenTuab
MuopenakcaHTsl

MeTtoknonpamua, Cynsnupua, aMmcynbnupua,
TManupua, XNopnpoMasuH, NPOXNopnepasuH,
aAponepuaon

lNponpaxonon, cotanon, TMMONON,

Haponon, naberanon

Sdenpun, ncesnoadenput, derdnypammn,
metundeHmnaart, GeHTepMmmH, aekcamderamun
MopduH, Tpamanon, neTManH
AMUTPUNTUAKH, UMUNPAMWUH

MapokcetuH, GnyokceTuH

TpaHunumnpomMuH, Moknobemun, deHenamnH
[lexcameTasoH, NpeaHn30NoH, MAPOKOPTU30H,
beramerasoH

ALNPEHOKOPTUKOTPOMNHbLIA FOPMOH, IMIOKAaroH
CyKUMHUNXONUH, TYDOKYpapuH, atpakypuil




oTanbl
ANarHOCTUKNA

Merawedpan 1 Hopaeranedpin

BCYy TOMHOR MOSC HIM B IUIAINe

«Cepay aoman

Naomesrreanno

KT/MPT ckninporanne Spoommnol
NORICTH

¢

Hoxomsrensao Orprarensso

)

Crnsrurpadis
MUBI (0o nokazanmam);

Ilenersmecsoe
TCCTHPORAHME

~

Hekamosesne npenaparor, OXaskpaonmx
WIHANHE 183 yponens serasedipuna,
HopseTaedipiaa

AU CYTOMHOME MOMI 1 MeTRIeDen,

Hopseranehpun vepes 2 wec

v

wCepas woman

Mpoda ¢ xmommammos,
Xpomorpanms s

Cusonrpadien ¢ MABE '™

X,

Honoxureasso

Orpunareasio

|

FeneTieckoe TECTHPORAEKE, P
neobxomoctn, KTIMPT crannposanne

O0RACTH (FPYIHAR KACTRA, MATLI 183 o 7.0.)
BREBICHHEN ONYXOAH

!

I

Omepirrunnioe
NIC9CHIE

Honoaureanso

Mransnayanssedl noxxon #a
YCMOTPCHHE NICHALICTO Bpasn

okTpencsan win 19T ¢
['*F] drropacsoxchrmonasoli

Orpraarensio







JleyeHne

* B bonblwnHCcTBE HAbntogeHnn ycnewHbim
Npu3HaHo onepaTtuBHoe redyeHne!(A)

* Heobxogmmo npoBegeHue
npegonepaunoHHON NOAroTOBKU!




[lpegonepauMoHHas
NoaroToBKa.

a-agpeHobnokaropamm
briokaTopbl KanbLKWEBLIX KAHANOB
B-agpeHobnokaTopbl

Ha3Ha4YeHns1 ANETbI C BbICOKUM coaepKaHUeEM
HaTpus U NpMemMa NoBbILLEHHOIO KONM4ecTBa
xungkoctun(C)

BHyTpuBeHHOE BBeaeHNE PU3N0Iornyeckoro
pacTBopa (1-2 nuTpa) Takke apdPeKTUBHO,
0CODEHHO BEYEPOM HaKaHYHE orepawumn.



IlekapcTBeHHbIE Npenaparthbl
npegonepaunoHHOro nepmoaa

Tabnuua 4. JlekapCTBeHHbIE Npenaparts! NPeaonepaLnoHHoro nepuoaa

Mpenapar Havano npumeHeHus HavanbHas A03npoBKa MakcumansHas 4O3upoBKa
MNpenapartbl NEPBON NUHUK

[lokca303unH 10-14 aHelt no onepauumn 2 MI B CYTKM 32 Mr B CYTKK
Mpenaparbl BTOPO NUHUK

HudeamnuH Hobaensercs 30 Mr B CyTKM 60 Mr B CyTKK

K npenaparam nepeon NNHUK

AmnogunuH npu HEOBX0AUMOCTH 5 Mr B CyTKH 10 Mr B CyTKM
Mpenapartbl TPETLEN NUHUK

Mponpaxonon MuHuMmyMm yepes 3 aHs 20 Mr 3 pa3a B CyTKM 40 mr 3 pa3a B CyTKu

Nocne Ha3Ha4yeHus
AteHonon npenaparos Nepson NMHUK

25 Mr B CYTKM

50 Mr B CyTKK




Kputepun adodpeKTNBHOCTU
npenonepaynoHHOU NOoAroTOBKU

Hopmanusauuna AL

NocTuxkeHne uenesont HCC

JIlnkBnagaumsa
rTMNOBOSIEMUNYECKOIO
CUHApoOMa




Kputepum adoPeKkTMBHOCTU
npegonepaumoHHON NOArOTOBKA

» All- 130/80 MM.pT.CT
4CC -60-70 yg. B MUH

Al 6oree 90 MM.pT.CT ANS
cuctonunyeckoro Al B
NOSIOX)KEHUN CTOS




OnepaTnBHOE reyeHmne

 [laumeHtamc
Haano4Ye4YHUKOBOU
doeoXpoOMOLINTOMON
HeobxoanMo NPOBOAUTL
nanapoCcKONMYecKyo
agpeHanakromuto. [ns
bonbLumx (bonee 8 cMm) U
MHBA3NBHbIX OMYyXOseu
npegnovTuTeneHx
OTKPbITbIN AOCTYN BO
n3dexxaHne nNoBpexaeHus
Kancyrsbl Onyxonu v ee
ancceMmHupoBaHug. (A)




OnepaTnBHOE NevyeHune

 C uenbto
npenoTBpaLleHns
XPOHNYECKOWU
Haano4Ye4YHMKOBOW
HEJOCTaTO4YHOCTU NpU
HacrnegcTBeHHOU
aByctopoHHen O XL/
BO3MOXXHO NnpoBeAdeHne ¢
OQHOW U3 CTOPOH
YyacTU4YHOU
aJpeHan3KToMuun
(NpeanoyTuTenbHee
cnena).(A)

KOPKOBbIV CNOW

MO3roBOW C/ION



[1porHos

» eoxpomMmoumTomMa — 40OpPOKa4YEeCTBEHHOE
3aboneBaHue

 [locne yoaneHna Xxmpyprmyecknum nytem
NPOrHo3 6rnaronpusITHbIN

» YacTtoTta peumnagmeoB 10%



Cnacubo 3a
BHUMaAHNne!



