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[OuHamunka konmyecTtsa NauneHToB < 12 MecsLueB
B HCcTUTyTe Hempoxmnpyprim H.H.bypaeHko (2000-2014)
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OcCHOBHbIE NPOBNEMbI NEYEHUSI TMFAHTCKNX OMyXOremn
rOfIOBHOrO MO3ra Yy rpyaHbIX OeTen

[lo3aHAS AnarHocTuka
- OTCYTCTBUE CI'IeLI,l/ICbI/ILIeCKI/IX cMmMnTomMmoB
- NNACTUYHOCTb MO3roBOW TKaHU
- bonbLume KOMMeHCaTopHble BO3MOXXHOCTU

—> TMraHTCKMUe onyxoJsin

OcobeHHOCT aHaTOMUKU
- HAJ1n4yme pOLI,HI/IL-IKOB
- TOHKNe KOCTHU qepena

crieunalibHble OOCTYbl
—> MAlrkKas CbI/IKCaLI,I/Iﬂ rosioBbl

- OTKPbITbIE LUBbI NOMoXeHne Ha onep. cTone
- BblCcOKasa rmapodunnbHOCTb JETCKOro Mo3ra

Hu3kasa TonepaHTHOCTL K KpoBOMoTepe

- HE3penocTb BCeX OpraHoB U CUCTEM
- HeBonbLwol 06bem OLIK — BbICOKUWN PUCK OCINOXHEHWUN

- HE3PEJNI0CTb CUCTEMbI CBEPTbIBAHNA KPOBU



30 Hepenb

[lpeHaTanbHaga AnarHocTuka
MRI

Onyxosnb NeBov BUCOYHOW O0MN

T2



[lpenaTtanbHas MRI

36 Heaenb

[MraHTCcKas onyxoJsib f1IeBou remucepbl



[lpeHaTanbHaa MRI

Onyxonb cTBOMAa

32 Hegenu



[lpeHaTanbHas MRI

33 Hepenu Onyxonb 3.4.9.
[mopouedanus



CvHapoMonorusg onyxonen LIHC

Henpodwnbpomatos 1 tmna

CuHapoM [fop/ivHa

Tyb6epo3HbIv CK/1EPO3

CuHApoM aHeMN DaHKOHW

CVHAPOM aTaKCUU-TENEaHIrNIKTa3nm

CuvHapoM PybuHLITENHA- Tenbu

CuHapoM JIn-®paymenu (Li-Fraumeni Syndrome )
CvHAPOM Oryxo/M FoJIOBHOro MO3ra-noauno3a 1 tmna
CvHAPOM Oryxo/iM FOJIOBHOro MO3ra-noavno3a 2 Turna



[ peHaTalibHad ONAarHOCTUKa
[eHeTn4yeckoe nccrnegoBaHme

Aberrations of gene NF1 in 170-
chromosome
Neurofibromatosis Type |

Mutation of genes onco-supressors:

TSC1, TSC2 -
Tuberous sclerosis

Gene mutation VHL
Hippel Lindau disease
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HeoHaTanbHag guarHocTuka

Y3

Onyxonb

Npo3payvyHoOn NepPeropoaKm

Onyxonb Il xxenyooyka

VIVID_Q-020444
Ex: 081303

C: \ A
Se: 0000/1 < \ :

Im: 00011 R

Mag: 1.0x *
LOSSY.
)4,‘\
J

1d:DCM / Lin:DCM / Id:ID
W:255 L:127

e

GEMSI - Ultrasound
2

IEA?0
F
2013 Ja
Img Tm: 08:1

[MranTckas
xopuougnanunroma

o 2 -
X Paccrosmwe 8,98 <v w

-
090

[MraHTCckas onyxorb
npason remmcdepbl




[ ncTonorna onyxosnemn ronoBHOroO

MoO3ra y rpyaHbIxX geTeu
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[MpeobnagaHue 3r10Kka4eCTBEHHbIX
onyxosien y rpyaHbix aeten — 55%.

Gliomas

®m Choroid plexus tumors
Ependymomas

B Astrocytomas

® PNEO
Teratomas
ATRT

®m Pineoblastomas
Hystiocytomas

B Hamartomas

m Others



Tonorpadgus

Tumors of the lateraland mt - [ [

ventricle

Tumors of large hemispheres NN 31

Suprasellar tumors NN 24

Tumors of posterior fossa N 21

16%

[MpeobnapaHune
cynpaTteHTopuarnbHbIX ONyxonemn

84%



Pa3mepsl

[MraHTCKMe onyxonu saHMMaroT bonee ogHOM 4ONM rofloBHOrO Mo3ra > 5 cm
(60% BCex onyxonemn rpyaHbixX geTen)

Onyxonb OOKOBbIX XXeENy4o4KoB
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OnepaunoHHas KpoBonoTeps — oowme aaHHble (N=80)

OnepaunoHHas KkpoBonoTteps (B % ot pacyeTtHoro OLIK — 80 mn/kr)
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OnepauuoHHbIe MPU3HAKN HapYyLWWeHUU KoarynsaumoHHOro
remocTta3sa BO3HuKanu npu kposonotepe 250-350% pacuyetHoro OLK,
JlTabopaTopHble NPU3HAKMN BO3HMKAKOT HAMHOIO paHbLue -
npu Kposonotepe Ao 100% pacyetHoro OLIK

pynna A - kpoBonoTtepsi MeHee 100% OLIK — 55 HabnroaeHnn
pynna b - kpoBonoTtepst 6onee 100% OLK — 25 HaGnroaeHun



daKkTopbl pucka

A. Hnskum puck B. BbicOKMM pnck
(kpoBonoTteps < 100% OLK) (KpoBonoTepsa > 100% OLK)

BHe 3aBucumocTyu ot pasmepa: CynpaTteHTopuanbHble ONMyxonu
Onyxonu 3.4.1. N onyxosnun 60KOBbIX Xenyao4YKoB
MuomsbI xnasmbl C NMOTHOM YacTblo > 5 cm:
Xopuoua-nanunmiomsbl (Xoprouna-KapLumMHOMBbI)

KnucrosHble onyxonm (aHannacTUyeckue aneHANMOMbI)
C NJOTHOM YacTblo <5cCcm

Bce a1 rpynnbl onyxosen
MOryT ObITb f1erKko AMarHOCTUPOBAHbI
no MPT




MeToaunkn kpoBocbepexeHus

1. TwaTtenbHas
goonepaunoHHas
AnarHocTuka

2. [loonepauunoHHoe
YMeEHbLUEHNE pUCKa
KpoBOMNoTepwu




3. CneunanbHOE BeeHNE HapKO3a

TwarenbHbI MHTPaonepaunoOHHbLIN MOHUTOPUHT:
- MPAMOE N3MepPeHNE apTepmanbHOro aaBneHns
- LeHTpanbHOe BEHO3HOE AaBrieHne

LleHTpanbHble kaTeTepbl NO3BOMAKOT NepenmeaTb 6onbLLoe
KONM4YECTBO KOMIMOHEHTOB KPOBU U KpOBE3aMEHUTESEN
HenocpeacTBEHHO B NpaBoe cepaLe, nosbiwas 3PdPEeKTUBHOCTb
KpoBe3amMeLllatowmx MeponpuaTmn

NHanemayanbHbIn Nnogdop reMaTonormyecknx KOMNOHEHTOB
(aputpomacca, Tpombomacca, aHTUTpomouH lll) npu coyetaHHOM
NpUMeHeHUn No3BnsieT BocctaHoBUTb OLIK 1 cBepTbiBAEMOCTb KPOBMW.

OnepexatoLliee BBeAEHNE CBEXE3aMOPOXEHHOW nia3mbl!



3. CneunanbHOE BeeHNE HapKO3a

Vicnone3oBaHne NovoSeven (PEKOMOMHAHTHBIN baKTop
cBepTbiBaHMA Vlla) B Hayarne xmpyprny4eckoro BMeLLaTesibCTea.

NHTpaonepaumoHHas penHdysnsa aytoaputpouuntos (Cell saver)
Acnonb3oBaHne NOMMoBbIX MHAY3MOHHbBIX CUCTEM, MO3BONSOLLMNX

BBeaeHne 6orbLIoro oobema KpoBu U KpoBE3aMEHUTENEN 3a
KOpPOTKOE BpPEMS.




4. KomOMHMpoBaHHOE MCNOoNb30BaHWE BCEro JOCTYMHOro
XMpypruyeckoro o6opyaoBaHus

CoyeTaHue;

-MUKPOCKOTT
-QHOCKOI

-HEepoHaBUrauus
-Y3-ckaHep




5. IHTpaonepaLnoHHOE YMEHbLLUEHWE KPOBOMOTEPU

GEMSI - Ultrasaeund
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- MuTpaonepaunoHHoe Y3W:
BM3yanmnaauusi KpyrnHblX apTepun
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AO0oCcKonMyeckas accucTeHums:
- BU3yanunaauusi KpyrnHblX apTepun



6. [1ByxaTanHoe yaaneHue onyxonu

6 mecsues
AHannacTtunyeckas aneHamMmoma

[1o onepaunmn [Tocne 1 aTtana [Tocne 2 atana

Ecnn o6bem kposonotepu > 200% OLIK
TO 0ObEM KPOBOMOTEPU MOXET ObITb KOMMEHCUPOBAH, HO
CBEPTbIBAEMOCTb HE BOCCTAHABIIMBAETCS -> HEKOHTPONMpyeMoe
KpoBOTEYEHNE




/. TexHuKa yoaneHus

[TnnongHaga actpountToma

[MNOTHOKNETOYHOCTb, [paHuLa onyxonu
yMepeHHas atunus saep, C 30HOW rmunosa
OTCYTCTBME MUTO30B



[TunonaHble acTPOLIMTOMBI

1. BOMbLUNCTBO — MNOMbI 3pUTENBbHbIX NyTEN
2. OueHb YyeTKKne Kpas = Hu3kuit prck

3. YoaneHue c nomMmoubio US-aspitator

4. [[emocTas BaTHMKaMun ¢ m3pacTBoOpoOM




/. TexHuKa yoaneHums

Onyxornb € Karncynon unm BuanMoun rpaHuuen



Onyxornb € Karncynon unm BuanMoun rpaHuuen



Onyxornb € Karncynon unm BuanMoun rpaHuuen



T2 T1 - haemorrhage

1. paHMua ¢ MO3roBou TKaHb OTCYTCTBYET.

N

o Ol & W

Ou4eHb boratoe KpoBocHabXeHUE + O4YeHb “rnnoxue”
cocyapbl

BbipaXeHHbIN MIHPUTLTPATUBHBIN POCT

dnbposHasa TkaHb — 0ObIYHLIN OTCOC DecnosneseH
MHoro cocynoB — Y3-0Tcoc 6ecrnoneseH. ..
[emocTas onnnnapHoOn koarynaumen u Taxakomoom

= BblCOKMU pUCK !
cybToTanbHoe/ YaCTU4HoEe

NCTUHHBIE 1 ncesao-po3eTKn



NHpuneTpaTUBHO-pacTyLlasa onyxornb



NHpuneTpaTUBHO-pacTyLlasa onyxornb
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NHpuneTpaTUBHO-pacTyLlasa onyxornb



Pe3ynbraThl XMPYpPrnyeckoro nevyeHus

PagnkanbHOCTb NeTanbHOCTb
" BHETBRS S 48% Biéor200308

25%

5%

total
subtotal



Pe3yr| braTbl XMPYPIrM4eCKoro fie4eHus

Y TPYAHbIX OeTen

Authors NN Radicality Surgical mortality
Tomita. 1985 92 35 % 13 %
Sakamoto,1986 17 24% 24 %
Lapras, 1988 76 58% 13%
Rivera-Luna, 2003 61 33% 26%
Mehrotra, 2009 18 44% 17%
Tang-Her Jaing, 2011 22 50% 13%
Hawe nccnenosaHue 81 61% 12%




Hystology

Pe3ynbsraTbl KOMOVMHMPOBAHHOIO JNIEYEeHUS

Treatment proiocol

O Ymepwwne + Bbikulune

Astrocytomas
Gr I-lI

SIOP-LGG/2000-
2004

HIT-2000/08-LGG

Astrocytomas
Gr-1ll

Baby-POG/99

Choroid plexus
papillomas
Gr I-ll

Choroid plexus
carcinomas
Gr I

SIOP CPT/2000

Ependimomas
Gr I

HIT - 2000/2002-
SKK

{;}++#H+4+i

b

Grade |-1I

Grade ‘III‘-IV

60 80 100 120 140

Bbhx1BaemMocTs (B Mec.)

160 — Grl-ll
Gr -V




