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AHrmomMaTo3 ceT4yaTKu npu 6one3Hu
'Mnnensa-JinHpay

B 1904 roay N'mnnenb onucan HOBoe 3aborneBaHne ceTyaTKu:
XKEenToBaTO-KpacHYH Onyxorsb Ha nepudepuu rnasHoro gHa, K
KOTOPOU CO CTOPOHbLI AMUCKa 3pUTENBLHOro HepBa noaxoaunu aea
pacliMpeHHbIX cocyaa. B ceoem nepBom coobuieHun aBTop
BbICKa3an npearnonoXeHne o ToM, 4TO peyb UAeT O
BOCnanuTernoHOM npouecce. [o3xe ObIf1o ycTaHOBMNEHO, YTO 3TO
naTonorM4eckuin NpoLecec B cocyaax cetvyaTku, NonyynsLLNK
Ha3BaHWe aHrmomarosa cetyatku. Bnocnegcreum JinHgay (1926)
Hallen, YTO aHarnorM4HbI€ NPOoLECChl BCTpeYarTCa B MO3Ty,
KOMOUHUPYSACb MHOrAa € pasnuUYHbIMMU ONYXONAMU APYrMx opraHos,
N YTO aHMMOMATO3 CETYATKU ABNAETCA YaCTbO CUCTEMHOIO
3aboneBaHus, nopaxatoLwlero B pas3fimyHbiX KOMOMHaALMAX
MO3XEYOK, pexe — npoaosniroBaTtbin U CMIMHHOW MO3r. B oTAENbHbIX
cryyasix Hapagy ¢ aHrmomaTo3oM LeHTpanbHOW HEPBHOM CUCTEMDI
aHrMomMaTo3Hble KUCTbl UMENUCb B NOAXKENYO04YHOM XKenese, no4dkax,
MO4Y€EBOM My3bIpe, KOCTAX



OnpepenexHune

AHrmomMarTo3 cetyaTku u 6onesHb [unnens
0003Ha4aloT TYyMOpPOOOpa3sHy peTUHarbHYHO
aHrmomy. Korga aHrmoma cetyaTku coveTaeTcs
C remaHrmobrnacTomMmon Mo3euka unm CNMHHOro

MoO3ra, CUHAPOM Ha3biBaeTcAa 00Ne3HbIo
[ unnenga-JinHaay.

CunHapom nepenaeTtca no ayToCOMHO-
OOMUHAHTHOMY TUNY C HEMNONTHOU NeHeTpauunen.



OTUONOrus

AHMMOMbI ceT4yaTKu CyweCTByKOT C poxXaeHunda B Buae TrHe3OHbIX
CKONSIEHUN aHr1MobnacTu4Yecknx U acTtpornmarnbHbIX KIETOK

A0 BTOPOIro Uinn Tpetbero aecAatTuneTuna >XKN3H1, noka poct aHrmombl
HE OOCTUrHet 3Ha4vuTtesibHOro, OHWU KIMMHUYECKN HEe TMNPOoABNAOTCA.
HeKOTOpre dHITMOMbI OCTaAKTCA JNaTEHTHbIMU BCHO KU3Hb U BbIABJITAKOTCA
TOJ1IbKO Ha BCKPbITUMN.

AHrnoma copmupyeTcsl BO BHYTPEHHEW 4acTu ceTdyaTku U Mo Mepe
pocTa 3aHUMaeT BCIO €€ TOSLLUHY.

Mpn 3HAYNTENBHOM POCTE aHrMOMbl MUTaKLWME apTeEPUN U BEHbDI
YBENUYNBAIOTCA U pacnonaralTca Ha BCEM MPOTSKEHUU OT aHMMOMbI 00
OUCKa 3puTenbHoro Hepea. LyHTupylowmMn MexaHu3M aHrmomMbl U
BCMNEACTBME 3TOr0 HapylleHMe UUPKynaumMm MnpuBOOAT K OMnaTauumu,
N3BUTOCTU U CKITEPO3NPOBAHMUIO KPYMHbIX MUTAKOLLUX COCY0B.

Mwemus npuBoauT K WUHTPapeTMHanbHOMY OTEKy, KUCTO3HOW
LOEereHepaunmn, remopparuam n gaxe K Cepo3HoON OTCNonKe ceTvaTKu.



KnnHuyeckoe tTevyeHune

 OCHOBHbIE NPU3HaKKN 3aboneBaHusA
BKITHOYAIOT:

* - dHTIMOMATO3 CETHATKN,

reMmaHrmodnacTomMbl MO3XKe4kKa, rofIoBHOMO
N CMMUMHHOIO MO3ra

- MO4Ye4Hbl€ KapLUMNHOMBI.



OOwwue npoaBneHus.

[loBpexaeHua ueHTparnbHOM HEPBHOU CUCTEMDbI
npakTU4eCcKn Bceraa nokanuayrTcs HUXKe HaMeTa
Mo3Xe4dKka. Hanbonee pacnpocTtpaHeHa
remaHrmobnacrtoma Mmo3xe4ka, BCcTpevatoLlasacsa
yactoton okono 20 %.

AHanornyHble NoBpeXxXaeHUsa BO3HUKAIOT B rOSIOBHOM
N CNMHHOM MO3re, Ho bonee peako.

[Noykn BOBNEKalTCs B NaTONOrM4eCckuii NnpoLecc C
obpa3oBaHMEM KapLMHOM UMN reMaHrMobnacTtom 13
NapeHXMMaTo3HbIX KIETOK.

Pexe BO3HUKaeT remaHrmoma nogxkenyaovyHou
Xeneasbl.



DIAGNOSTIC CRITERIA FOR THE DIAGNOSIS OF
VO HIPPEL LINDAU DISEASE

Family history  Feature

Positive Any one of the following:
« Retinal hemangioblastoma
+ Brain hemangioblastoma
» Visceral lesion

Negative Any one of the following:
» Two or more retinal hemangioblastomas
« Two or more brain hemangioblastomas
* Single retinal or brain
hemangioblastoma with a visceral lesion




AHrMomMaTo3 ceT4yaTKu npu
[ unnenga-Jlnnpay

Knaccu4yeckaa KapTuHa COCTOUT U3 TpUaabl:
- aHrmoma

- pacLUMpEeHHbIE NUTaoLne cocyabl

- cyOpeTuHanbHbIW 3Kccyaar.

AHrMomaTo3 ceT4yaTKM NosABNAeTCA B NMooOoMm
BO3pacTe — OT paHHero getcrtea Ao 60 net. Hanbonee
4yacTo 3aboneBaHne NposBNAETCs B Bo3pacTte 25 ner,
Korga y 60nbHOro passmBaeTcs NOHMXEHUE OCTPOThI
3peHust n3-3a cyopeTuHanbHOro akccyaarta,
npepeTuHarnbHbIX remopparui B Mmakyne unm
remopparmm B CTEKNOBUOHOE TENO.



KnnHuyeckas amarHocTuka

[1pn paHHEen KNMHUYEeCKOU ANarHOCTUKE aHrMoOMbl y3en
MOXET ObITb HE ODHapYXeH, B MecTe ero obpasoBaHus
OoTMeYaloTCs rpo3agn Kanunnapos, MUKpOaHEBPU3MbI UMK
HebonbLUME remopparum.

AHrmoma Hambonee 4acto nokanusyeTcs Ha
TeMmnopansHou nepudepun

AHrmoma obbl4YHO pacTeT MeasfieHHo, A0Nroe BpeMs
ocTaBasiCb HEOONbLUIUM KpaCHbIM U Crnerka
NPOMUHUPYIOLLIUM Y3IIOM.

KpacHbI y3en BbICTOUT OT NOBEPXHOCTU ceTyaTku. B
ee 30He BUOHbI HeOONbLUWE pacCLUUPEHHbIE U LLNPOKUE
nuTaroLLne cocyabl, apTepun U BEHLI.



CybpeTuHanbHOE KPOBOU3NUAHMUE,
OTEK N MUKPOAHEBPU3MbI




[1lporpeccupoBaHne KNMHUYECKOU
KapTUHDI

[loaBnaeTca MHTpapeTUHarbHbIU U
cybpeTuHanbHbIn NUNUAHBIN 3kceyaaT. OH MoxXeT
NnoKanmaoBaTbCA B MaKkye U CHUXaTb OCTPOTY 3PEHUS.

[NoaBnaAlTCA NpepeTuHanbHbie remopparuu,
pacnpocTpaHALMECA B MaKyIe Unn B CTEKINOBUAHOE
TEeno

O6bI4HO B NpoLEecc BOBNEKaeTca Mmakyna.

[loaBnaeTcAa KUCTOBUOHbLIU OTEK U SKCCyadauna B Buae
«purypbl 3Be3abli».

[1lpn panbHenwem ysenmy4eHn aHrmomMbl Ha
aHrmorpamme BUAHbI MUKPOAHEBPU3MbI U paCLUUPEHHbIE
Kanunnapeol.



MukpoaHeBpU3Mbl C NoKanbHbIM KPOBOU3NUSHUEM







CTtagum aHrmomarTto3a ceTyaTKu

Cragus 1. ,D,OKJ'IVIHVNGCKaFl; Ha4dallbHbl€ CKOMJ1EHUA Kannuimspos,
HE3HA4YUTEJIbHOE UX pacCLllUpeHne.

Crapuna 2. Knaccudeckas; obpasoBaHue TUNUYHbLIX aHIMOM
ceTyaTku. Cnerka NpOMUHUPYIOLLIUIA KpacHbIA y3en.

Cragua 3. OkccyaoaTuBHas; 06ycnoBreHa noBbILLEHHOMN
NPOHULAEMOCTbIO COCYAUCTbIX CTEHOK aHMMOMAaTO3HbIX Y310B.
[TpomMUHUpPYOLLKA ceprndecKni y3ern, akccyaaT Ha aHrMome U B
Makyre, remopparuu, BolpaXkeHHble nuTatoLine cocyasbl,
MWUKPOAHEBPU3MbI B OKpYXKatoLLiIen ceTHaTKe.

Cragua 4. Otcnonka ceT4yaTKu 9KCcCcyaaTUBHOIO UIu
TPaKLIMOHHOIo Xapakrepa.

Crapguna 5. TepMmuHanbHasa ctagus; oTCrnonka cet4aTku, YBeuT,
KaTapakTa, rnaykoma, dTmM3nc rnasHoro sénoka.



JleyeHue

- CoBpemMeHHaa paguaunoHHas Tepanusi B BUae
dokycupoBaHHOM pagmaunm NPOTOHHBLIM NYYKOM Ha
NnepBOM 3Tare ee NpUMeHeHnsa Npm paHHnx doopmax
nopaxeHusa gana obHagexusarouwme pesynbrarhl.

OaHako 60onbLLIOK PUCK pa3BUTUSA pagnaLNOHHON
peTuHonaTum.

K xupypruyeckum metonam neveHus
aHrmomaro3a ceT4aTku OTHOCATCA:

- auartepmMokoarynauus
- KPUOMEKCUS
- nasepkoarynauus.



OunaTtepmMmokoarynayua

[lo3BoONAET NONy4YnUTb 4OCTAaTOYHO
xopowuune pesynbTtaTtbl npu 1-3 ctagnax
nopaxeHus.

[loka3aTenem 0eNCTBEHHOCTMU
Koarynauum cumtaeTtcs nobnegHeHue
aHMOMBbI.



Kpuonekcusa

[aeTt Xopowune pe3dyrnbTaTbl NPU HaYalibHbIX CTaauUAX
dHMMOMBbI, KOrga OoHa ewe He oTAaesieHa 3KCCyadaTOM OT CKIiepbl.

B no3aHux ctagusix aHrMombl NpU HaNnU4YuKM aKkccyaaTa
KpUonekcus He co3gaeT agekBaTHOro TepMmUHanbHoro bapbepa.

[Mpn HaYanbHbIX CTaAMUSAX aHIMOM, pacnonararLmxcs 0bbIYHO Ha
nepudepun cetTyaTku, Yalle B TeMnopanbHOM KBaapaHTe, YaobHo
NPOBOAUTb TPAHCKOHBIOHKTUBANBHYIO KPUOMEKCUIO.

TpaHccKknepanbHasa Kpuonekcua Heobxoauma npu 6onbLUon
BENUYNHE aHTUOMBI.

PekomeHayeTca HaunHaTb C TemnepaTypbl 3amopakmsaHua 50-
60 rpagycos, Tak Kak npuMeHeHne bonee HU3KNX Temnepartyp
MOXXET NPUBOAUTL K KPOBOU3ITUAHUAM.

[dencTtBue Kpnonekcumn npoBepsaeTca No JOCTUXKEHUN
nobnegHeHUs onyxonu.



JlazepHana Koarynayua

OnTumanbHa Ansa paspyleHus aHrmom 1-3 craguum.

[Mpn aHrMomax 4 cTagumM ¢ 3KccyaaTom LenecoobpasHo NPUMEHATb
nasepkoarynsiiuio, BO34eMnCTBYHOLLYIO Ha BHYTPEHHIOK YacTb aHMMOMbI, B
KOMOUHaLUUM ¢ guaTtepMo- Unu Kpuokoarynsaumen, ansa 4ecTpykummn ee
HapY>XHOW YacTu.

KanyJ'IFILI,I/II-O aHrMombl 1 ctagumn nNPon3BOOAT MO KpasM aHMMOMBbI.

Pe3synbTaTt oueHuBaloT Yepe3 4 Hegenu. MurmeHTauus B 30He
KoarynsiLMum nokasbiBaeT, YTO aHrMomMa oonuTepupoBaHa.

Mpu aHrMome 2 cTaAauKn KoarynupyoT BCHO 30HY NOPaXeHus u
OKpY>KaloLLyto ceTyaTky. Pe3ynbTaTt oLeHUBaloT Yepes 2 Mmecsla.

yn,OB.ﬂeTBOpMTeanbIMM noKa3aTtTensamm ABNAKOTCA NUrMeHTauus
N yMeéHblleHne BbICTOAHUA aHITMOMBDI.

MNpu aHrMome 3 cTagum (aHrMoma, aKkccyaaT, NuTaloLLmMe cocyabl U
OTEeK MaKynbl) NPOU3BOAAT KoarynsumMm aHrmoMbl. Ecnmn Ha noBepxHOCTH
aHMMOMbI HET reMopparuii, To METOAIOM BblOOpa ABNSETCA aproHoBas
nasepkoarynsauus.



CKPUHUHI DONbHbLIX CUHAPOMOM
[ unnenga-Jlnnpay

- eXerogHblll OCMOTP C peructpaunen NosTyYeHHbIX AaHHbIX;

- obTanbmonoruvyeckoe obecnenoBaHme Kaxable 6-12
MecaleB, Ha4YnHaga ¢ 6-u neTHero Bo3pacrTa;

- M0 MEeHbLUEN Mepe OAHOKpaTHOE uccregosaHme Moy Ha
Halnn4yme CbeOXpOMOLI,I/ITOMbI N NOBTOPEHUE UCCrieaoBaHUA Npu
NOBbILLEHUN UNTN HECTAOUNBHOCTU KPOBAHOIO AaBJ1€HUA,

- OBYCTOPHHSASA CenekTuBHas aHrmorpagusa novex no
AoCTumxXeHun 6onbHbiM 15-20-neTHero Bo3pacTa, C NOBTOPEHNEM
npoueaypb! kKaxable 1-5 ner;

- MPT 3agHeu yepenHou AMKu;

- KT nogxenygo4Houn xxenesbl U NoYeKk No AOCTUXKEHUN
bonbHbIM 15-20-neTHero Bo3pacTa, € NOBTOpEHUEM Mpoueaypbl

Kaxkgble 1-5 neTt unu BHennaHoBO Npu COOTBETCTBYIOLLIEN
cMMNTOMATUKE.



CKPUHUHI AeTen OT NopaeHHbIX
CUHOPOMOM poauTenen

- OCMOTPp C perucrpaumen nonyveHHbIX JaHHbIX N0 AOCTUXEHUU
pebeHkom 10-neTHero Bo3pacrTa;

- eXerogHoe odTanbmMororniyeckoe obcnegoBsaHue HavyMHas ¢ 6-
neTHero - Bo3pacTta Unm npy NosBNeHUn Noao3puUTerbHON
CUMMNTOMATUKU;

- N0 MEeHbLLEN Mepe OAHOKpaTHOe npoBeaeHmne nccnegoBaHma MOo4u
Ha Haln4yune (beOXpOMOLI,I/ITOMbI N NOBTOPEHUE nccrnegoBaHnAa npu
NOBbILLEHUN NN HECTABUNBHOCTH KPpOBAHOIO AaBr1eHUA,

- MPT 3agHen yepenHon amku; KT nomxenyao4yHou Xenesbl U Nnodek
no goctmxeHun 20-neTHero Bo3pacTa;

- 9xorpadusa nogxenyno4HoM Xxenesbl 1 novek nocrne 15-20-neTHero
BO3pacTa;

- Npn BO3MOXHOCTU, UccriegoBaHUe CEMEUNHOro aHamHe3sa ans
BbIACHEHNA, KTO U3 YJ1EHOB CEMbU ABJIAETCA HOCUTEIIEM OTBETCTBEHHOIO
3ad BO3BHUMKHOBEHUE CUHOPOMA NeHa.



