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Heipodbnbpomatos tuna | (H®I) — opnH 13 Hanbornee pacnpocTpaHeHHbIX CHHAPOMOB NpPeapacmono-
YKEHHOCTM K OMyXOSisiM rofioBHOro Mo3ra. Y aetet ¢ H®l Hanbonee 4acTo BO3HMKAIOT FIMOMbI HU3-
KOW CTEMeHu 3M0KauYeCTBEHHOCTM, KOTOPblE MOMYT JI0Kann30BaTbCA B pasfnyHbIX 06nacTsx ronos-
HOMO MO3ra, OfHaKo BOMbLUMHCTBO M3 HUX BO3HUKAET B CTPYKTYpaxX 3pUTENbHOMO MyTU: 3pUTESIbHbIX
HepBax, XvMa3Me, TpaKTax W 3pUTESIbHOM JTyYUCTOCTM, TO eCTb SBMSAIOTCA FMMOMaMU 3pUTESIBHOTO MyTK
(T3M). B paHHOe peTpoCneKTMBHOe UCCMEefoBaHUe BOLLUMW JETU C BrepBble BbICTABMEHHbIM AMarHo-
30M <«TTIMOMa HU3KOW CTEMEeHU 3110KaYeCTBEHHOCTW 3pUTENbHOro NyTh> B Bo3pacTe oT 0 no 18 mer
¢ H®I, npoxoamewmne obcrneposanne u/vnu neverve B HMULL Hellpoxmpyprum M. akapemuka
H.H. Bypaetko B nepvof ¢ 1 aneaps 2003 no 31 nekabps 2015 ropna. Beero us 264 naumentos y 42 (16%)
Bbinu kKNMHKYeckune nposeneHns HPI. CooTHoleHne Manbumkos 1 aesoyek — 1:1. Megunana Bo3pac-
Ta— 4,25 rona (o1 4,5 Mec. 0o 17 net). B MoMeHT MaHudbecTaumm 3aboneBaHns 3puTenbHble HapyLe-
HUS BbINK CaMbIM YaCTbIM KIIMHUYECKUM NPOSABIIEHNEM OMYyX0SIU. XMPYPruyeckoe yaaneHve BbiMnofIHeHO
y 18 naumeHTOB; Ha OCHOBaHWMMN KIIMHUKO-PEHTIEHOMOMMYECKNX aHHbIX AWArHo3 «rmnoMa 3puTenb-
HOro MyTW» BbICTaBMIEH Yy 24, B TOM yncne 9 nauMeHTOB HaXOAMIMCh Ha AVHAMMYECKOM HabrioneHuw;
XuMmnoTepanua nposefeHa y 11, nyyesasi Tepanusi —y 3 NaUMEHTOB; Y OAHOIO NaLMeHTa 3aperncTpu-
poBaH CMOHTaHHbIN perpecc onyxonu. [poAocMKeHHbIM PoCcT onyxonu Habniopaancs y 14 nauneHTos.
ObLas 5-neTHAs BbIKMBaeMOCTb Y nauneHToB ¢ HPI coctaBuna 98 + 2%; beccobbiTuitHast 5-neT-
HASA BbKMBaeMocTb — 68 + 7%. [laHHoe uccnepnosaHue onobpeHo He3aBUCKMMBIM 3TUYECKMM KOMUTE-
TOM M YTBEPKLEHO peLleHneM YueHoro coBeTa HMULL Helpoxupypruv uM. akagemuka H.H. BypaoeHko
MwuH3sppasa Poccun.
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Optic pathway gliomas associated with neurofibromatosis
type | in children
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Neurofibromatosis type | (NFI) is one of the most common brain tumor predisposition syndromes. Children with NFI are prone to
develop a low grade gliomas, which can be localized in various areas of the brain, however, most of them occur in the structures of
the optic pathway: optic nerves, chiasm, tracts and optic radiations — that is, are optic pathway gliomas (OPG). This retrospective
study included children with newly diagnosied low grade glioma of the optic pathway at the age from 0 to 18 years with NFI, who
underwent medical examination and / or treatment at the Burdenko Neurosurgery Institute from January 1, 2003 till December 31,
2015. A total from 264 patients 42 (16%) had clinical manifestations of NFI. The ratio of boys and girls was 1:1. The median age
was 4.25 years (range 4.5 months — 17 years). Visual disturbances were the most frequent clinical manifestation of the tumor.
Surgical resection was performed in 18 patients. The remaining 24 patients OPG were diagnosed based on clinical and radiological
findings: 9 patients were in observation group, 11 patients chemotherapy was carried out, three were given radiation therapy,
and spontaneous regression of the tumor was recorded in 1 patient. Progression of the disease was observed in 14 patients in
our cohort. The overall survival rate in patients with NFI was 98 + 2% at 5 years. Event free survival rate was 68 = 7% at 5 years.
The study was approved by the Independent Ethics Committee of N.N. Burdenko National Medical Research Center of neurosurgery
Ministry of healthcare of Russian Federation.
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OPUTUHANbHBIE CTATbU

nuoma 3putensHoro nytu (I3M) — Hanbonee

YyacTasi ONyxoSib FOMOBHONO MO3ra, BO3HMKalo-

Lasa y nauMeHToB ¢ HenpodmbpomaTosoM | Tvna
(Hol). Hanmuue aToit onyxonu y naumerta ¢ HOI srep-
Bble ynomuHaeTcs V. Michel B 1873 roay [1]. C Tex nop
HeMano paboT bbio MOCBALLEHO pa3nuMuMsaM B MaTo-
reHese, KNMHMYECKOM TEYEHWU, NPOrHO3e, OTBETE Ha
neyenue I3[, accoummpoBaHHbIx ¢ HPI, no cpaBHeHwio
co crnopaauyeckumu [2, 31, HO TOUHbIE NMPUYMHBI STUX
pa3nnunin HEM3BECTHBI.

HewpodubpomaTos | TMna — ayTOCOMHO-AOMM-
HaHTHOe 3abofeBaHuMe, BO3HMKAalOLLEe C YaCTOTOM
1:3500 HOBOPOXAEHHbBIX FOf, OAMHAKOBO YaCTO Y MY3K-
YMH M KeHWwwH [4]. MonosuHa naumeHTos ¢ HOI umeloT
HaCnenCTBEHHbI xapakTep 3aboneBaHusi, y OCTanbHON
yacTu geteit HOIl He cBA3aH C OTArOLLEHHbIM Hacnea-
CTBEHHbIM aHaMHE30M W MPeAnoNIoKNTENIbHO ABAETCS
pesynbTaToM de novo MyTauuii B reHe-cynpeccope
onyxonen NFI1. Y naumeHtoB ¢ H®| BCcTpeyalTca Kak
L0DpOKayecTBEHHbIE, TaK M 3N10KAYECTBEHHbIE OMYyXOMnu
nepudepnuyeckoi U LEeHTPanbHOMW HEePBHbIX CUCTEM,
B TOM UMCrie OMyXOSin U3 LLBAHHOBCKUX KNeTok (Hanpu-
Mep, HerMpoMBpPOMbI) M OMYXONU M3 KIMETOK rnn
(Hanpumep, acTPOLMTOMbI).

HelpodubpomaTtos | Tuna cBA3aH C NOBbILIEH-
HbIM PUCKOM Pa3BUTWS OMyXONeW FONIOBHOIO MO3ra,
BONBLUMHCTBO M3 HUX — FNIMOMbI HU3KOW CTEMeHW 3510-
Ka4yeCTBEHHOCTW, MMCTONOrMYECKN — MUIONAHbIE acTPO-
untombl (MA), koTopbie npu HOI MoryT nokanusosaTbCs
B ntoboin 0bracTn rofloBHONO MO3ra, HO valle ux obHa-
PYKMBaIOT B CTPYKTypax 3pUTENbHOr0 MyTW W CTBOJIE
rofloBHOro Mo3ra. Passutue I3[ xapakTepHo Ans gaH-
Horo 3abonesanua: y 15-20% peten ¢ HOI nmelotcs
["3M1, HO TOMbKO y MOMOBUHbI M3 HUX €CTb CUMMTOMbI
3aboneBaHunA, BKIIOYasA 3pUTENbHbIE HApYLUEHUS K
npesxkaespeMeHHoe nonosoe passutue (MP), koTopble
MoryT noTpebosatb nevenus [5]. U HaobopoT, BcTpeya-
eMocTb HPI cpeau naumenTos ¢ I3[ konebneTcs B npe-
penax ot 20 no 40% [6—10], xoTa B HeKoTopbIX paboTax
onucaHa Boree yacTas BcTpedaeMocTb (58%) M3M npu
Hol [11].

HecmoTpsi Ha TO uTOo H®I — caMoe pacnpocTpaHeH-
HOe HacneacTBeHHoe 3aboneBaHue, npefpacnonarao-
LLiee K BO3HWKHOBEHWIO OMNyxonen y vernoseka, B Poccun
He CyLLEeCTBYET OTAENbHOro perncTpa nauneHTos ¢ HPI,
ofHako naumeHTbl ¢ [3M1, B ToM uncne Ha doHe HDI,
MCTOPUYECKN CKOHUeHTpupoBaHbl B HMULL Hevipoxu-
pyprum um. akapgemuka H.H. bypneHko. B naHHon cTa-
Tbe MpefcTaBfieH Hall OnbIT HabMoAeHNsa N pesynbTaThl
neyeHnsa 3Ton kaTeropuu BombHbIX. Mbl LONOAHUAM
CyLLEeCTBYyIOLLYI0 ToMmorpadouyeckyio Krnaccudmkaumio
["3M1, yunTbiBas 0cOBEHHOCTU pacnpoOCTPaHEHUS 3TUX
onyxonew y neten ¢ HOI.

Llenb uccnenoBaHuaA: aHann3 KOropTbl NaUUeHTOB
¢ '3[ B koHTekcTe HPI.

MATEPUAIbI U METO[1bl NCCNEOBAHUA

B maHHOe peTpocnekTuBHOE MccrnefoBaHne BOLUM
pnetu B BospacTe ot 0 po 18 neT c BnepBble BbICTaB-
MEeHHbIM, TUCTOMOrMYECKN NNBO KITMHUKO-PEHTIEHO-
NOrMYeCKN MOATBEPKAEHHBIM JMArHO30M <«rnvMoMa
HWU3KOM CTEMEHMN 371I0KAYECTBEHHOCTU 3PUTENBHOMO MY TK
C HenpodgubpomaToszom | Tmna», npoxogmeLumne obcne-
poBaHve u/unu nedyexme B HMUL Helpoxupyprum
uM. akapemuka H.H. bypoeHko B nepuop ¢ 1 AHBaps
2003 no 31 pekabpsa 2015 roga npu Hanmuuum nHdop-
MUPOBAHHOIO cornacus nauueHTa u/unu poputenei/
OMeKyHOB Ha NPOBEAEHNE AAHHOIO UCCNEeNOBaHWS.

MarHMTHO-pe30HaHCHbIE XapaKTepUCTUKKU, COOT-
BeTcTBylowme auarHosy [3[1: puddysHoe pac-
NPOCTPaHeHne Onyxonu BAOMb 3PUTENbHOrO NyTU ¢
nopaeHneM 3puTenbHoOro Hepea(os), 3puUTenbHOro
nepekpecTa u/wnu 3puTensHoro TpakTa(os) runoumH-
TEHCUBHOMO MO0 M3OMHTEHCUBHOIO M30bpaskeHns Ha
T1-B3BELUEHHbIX CHUMKAX; TMNEPUHTEHCUBHOIO M30-
BpaxkeHna Ha T2-B3BELUEHHbIX CHMMKax MO AaHHbIM
MarHUMTHO-pe3oHaHcHoi Tomorpadun (MPT). Honon-
HUTENbHbIA KPUTEPUA — MOBBILIEHHOE HaKoMMeHue
KOHTPaCTHOr0 BELLeCcTBa OMyxosibio. aLuneHToB ¢ 130-
NMPOBaHHbLIM MOPa)KeHWeM 3puTenbHbIX HepBoB be3
NPU3HaKOB PacnpoCTPaHeHWUs Ha 3pUTEeSbHbIN nepe-
KPecT, a TakXe C OMyXOonfMMW, pacTyLMMKU U3 3pu-
TenbHOro Byrpa, B UccrnefoBaHue He BKIOYanM 1M3-3a
OTNINYMI B KIIMHUYECKOM MOBELEHUN, TaKTUKe feve-
HMA M ucxopax. bbinn nepecMoTpeHbl U OLEHEHDI
pacnpepfeneHve NauveHToB Mo Nosy U BO3pacTy, KINHU-
YECKMI CTaTyC Ha MOMEHT MOCTaHOBKW AMarHo3a, faH-
Hble HelpoBM3yann3aLUMOHHbIX UCCIefoBaHUA, AaHHble
O NPOBEAEHHOM JTeYeHUN U ero NOCNeRoBaTENbHOCTH,
pesynbTaThbl TeYEHNS.

[na nocTaHOBKM AmMarHosa <«Herpochubpomartos
| TnNa» Mbl NONb30BaNMCh AMArHOCTUYECKUMU KpUTe-
pYSIMU, PeKOMEHAO0BaHHbIMU MeaoyHapOoLHbIM KOMU-
TETOM 3KCMepTOoB Mo HenpodunbpomaTosy, NPUHATLIMK
B 1988 romy. B cooTBeTCTBUM C fA@HHBIMU KPUTEPUAMM
onarHo3 H®I MoxeT BbITb YCTAHOBMIEH NPU HANMuMK Yy
nauMeHTa MUHUMYM ABYX npusHakos [12] u3 nepeumc-
NEHHbIX HUKE!
® nATb 1 bonee NUIMEHTHbIX NATEH UBeTa «Kode

C MONnokoM» puameTpom b6onee 5 MM

y Lneten ponybepTaTHOro BO3pacTa M He MeHee

LecTu nNsATeH onameTpom bonee 15 MM B nocTny-

BepTaTHOM Bo3pacTe;
® He MeHee [OByXx HeWpodmbpoM noboro TMna mnm

ofHa nnekcudopmHas Herpodnbpoma;
® BeCHYLYaTOCTb B MOAMBILLIEYHbIX U/ NaX0BbIX

cknafkax (cumntom Kpoysa);
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® He MeHee [ByX y3enkos Jluwa (ramapTombl
pafyKu), BbISBISEMbIX MPU UCCMEeA0BaHUM C NOMO-

LLbIO LLIeN1eBON NaMnbl;
©® r7IMOMa 3pUTESIbHOro NyTH;
® [MCnnasva Kpbila KIWMHOBUAHOW KOCTU WK

BPOXXAEHHOE WCTOHYEHUE KOPTWUKANbHOro crnos

BJIMHHBIX KOCTEN C NCeBO0apTPO30M Ui Bes Hero;
® Hanmuve HPl y poacTBEHHUKOB MepBOM CTEMEHM

poacTBa.

BHeceHne uHdopmauum B 6a3dy paHHbIX Bbino
3aBepLueHo 31 nekabps 2016 ropa.

INokanusauus onyxonu. B 2000 ropy npodoec-
cop C.K. lNopensbites paspabotan Tonorpaduyeckyio
knaccudpmkaumio 3M1, oCHOBbIBAACH Ha UCXOLHOM
MecTe pocTa OMyXxoJiv B OAHOM U3 OTAENI0B 3pUTENIHOMO
ny™1 [13]. B paHHoit paboTe C yueToM crieumdonmyeckmnx
ocobeHHocTen 311y nauneHToB ¢ H®I knaccudmkaums
Bbina pononHeHa: nobasneHbl auysHbIA NepenHui,
O ddy3HbIN 3aaHUA U AMAPAdY3HBIN TOTaNbHbIA TUMbI.

Tabnuua 1

INMokanusaumio onyxonu onpepenssM nNo LaHHbIM
MPT 10 v nocre KoHTpacTHoro ycunenus (KY) Ha MoMeHT
MOCTaHOBKM AMarHo3a corfnacHo gopaboTaHHoOM Tomo-
rpachuueckon knaccudomkauum 3N npodp. C.K. Nope-
neiwesa (tabnuya 1).

AHTexnasmasibHble rJIMOMbI. MECTO UCXOLHOrO
pocTa — B 0bnacTu MHTpakpaHWanbHOM YacTu 3pu-
TEeNbHOro HepBa v nepefHero yrna xuasmoel. Ha MPT
OMyxosnn 3TOro TUNa UMeIOT NPeuMyLLEeCTBEHHOE pac-
NPOCTPaHEeHWe Knepeamn OT XMa3Mbl, 0COBEHHO HarnsnHo
3TO BMIHO Ha caruTTanbHOM u3obpaskeHun. B pexume
T1 onyxonb UMeeT FMMOMHTEHCUBHbLIN XapakTep,
a B pexuMe T2 — rMnepuHTEHCUBHBIN.

WHTpaxna3manibHbie rIMoMbl: MECTO WUCXOLHOI0O
poCTa — CPefHsAsi YaCTb XMa3Mbl; OMyXOSIM 3TOro TWMa,
paspylas xuasMmy, npoHukaloT B nonocTb Il skeny-
[ouKa. B npouecce cBoero aK30hMTHOrO pocTa OMyXorb,
BCTpeYasi Ha CBOEM NyTu nepeaHue mMosrosbie (MMA)
Y NepenHiolo coeaunHuTesnbHyo aptepum (MCA), obpasyet

Tonorpachmueckas knaccudumkaumua rnmom sputenbHoro nytu C.K. Mopenviwesa

(IMMA — nepeqHue Mo3roBble apTepun)
Table 1

Gorelyshev classification of the optic pathway gliomas (ACA — anterior cerebral arteries)

Il TMn — peTpoxuasManbHble IV TMn — rnMoMbl 3puTenbHOro

| TN — aHTexnma3ManbHble FIMOMbI:
MeCTO UCXOLQHOro pocta — B obnactu
NepenHero yrna xuasmbl; pacnpo-
CTpaHAOTCA Knepean oT Xna3mbl
Type | — Antechiasmal gliomas.

The place of initial growth is in the region
of the anterior angle of the chiasm.

It spreads to anterior to chiasm

Il TUN — MHTpaxmasmanbHbie
FAINOMBI: MECTO MCXOAHOro pocTa —
CpeaHAs YacTb xuasMbl. [MepeaHuii
y3en pacnonaraetcs Knepemu

ot MMMA-TCA, 3apHuii — NpoHWKaeT

B Il skenynouek

Type Il - intrachiasmal gliomas.

The place of initial growth is in the middle
part of the chiasm. The anterior part of the
tumor is located in anterior to the ACA, the
posterior part penetrates in the Il ventricle

FJIMOMbI: MECTO UCXOQHOIr0

poCTa — 3afHAA YaCTb XMa3Mbl;
onyxosb pacnofaraercs B

nonocTu Il enynouka, xmasma
MHPUNLTPUPOBaHa

Type Il - retrochiasmal gliomas.

The place of initial growth is in the back
of the chiasm. The tumor is located in the
cavity of the third ventricle, the chiasm

is infiltrated

TPaKTa: MecTo UCXOAHOro pocta

— B obnactu TPaKTa; onyxosib
npopactaet B nonocts |l )kenynouka
w/vnv B 0bnacTb 3puTenbHoro byrpa
Type IV — gliomas of the optic tract.
The place of initial growth is in the area of
the tract. The tumor grows in the cavity of
the third ventricle and / or in the region of
the thalamus.

V tun - rnuomsl aHa Il xeny-
AOYKaA: MECTO UCXOAHOr0 pocTa

— runoTasiaMmyeckas 4acTb OHa,
0nyxoJsb 3anosiHAEeT NoJlIoCTb
Kenyaoyka, xmasma 6e3 MNpU3HaKoB
MHUIbTPaLMK

Type V - gliomas of the third ventricle.
The place of initial growth is in the
hypothalamus. A tumor fills the cavity of
the Il ventricle, chiasm without signs of
infiltration

VI — pudbcby3Hbiii nepeaHuin Tun:
OnyXosnn pacrnpocTpaHsIoTCA

no 3puUTeSIbHbIM HEPBaM U
MHCUIBTPUPYIOT XMasMy; BedyLume
CUMNTOMBbI B KIMHUYECKOW KapTUHe
3ab0/1€BaHNS — CHUKEHME OCTPOTbI
3peHust 1 ak3odTanbM

VI - diffuse anterior type.

Tumors spread along the optic nerves and
infiltrate chiasm. The main symptoms in
the clinical presentation are deterioration
of visual acuity and exophthalmos

VIl — puchcbysHbii 3aaHuit TUn:
OMyXONN UHCOUMLTPUPYA X1asmy,
pacnpocTpaHATCA NO 3pUTESTbHbIM
TPaKTaM [0 MOAYLLUKM 3pUTenibHoro
6yrpa Hapy»HOro KOJIeH4aToro Tena
1 nepepHux byrpos ueTBepoxonMus
VIl - diffuse posterior type.

Tumors infiltrating chiasm, spread along
the optic tracts, to the pulvinar, corpus
geniculatum externum and brachium of
the anterior colliculus

VIII - pucbcpy3Hblii TOTanbHbIN
TUM: OMYXO0JIM PacrnpOCTPaHAI0TCA
OT 3aiHero norsioca rrasHoro
ABMOKa 10 HOXKM MO3ra W NOLyLLKK
3puTenbHoro byrpa

VIII - diffuse total type.

Tumors spread from the posterior pole of
the eyeball to the pedicle and pulvinar

BOI‘IpOCbI I’eMaTOJ‘IOI’MV]/OHKOﬂOFVM M MMMyHONaTos1ormMmn B neanaTpum
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nBa y3na. Mo paHHbiM MPT, onyxonu obbluHO paioT
FOMOreHHO HU3KWI curHan B pexume T1 n roMoreHHo
MOBbILEHHbI — B peskume T2; B pexume T1 c KY,
Kak MpaBuiio, rOMOreHHO HakanvBalT KOHTpacTHoe
BeLLecTBo (KB).

PeTpoxnasmaribHble riiMoMbl; MECTO UCXOLHOIO
pocTa — 3a[HAS YaCTb XWa3Mbl;, OMyXOSfb MOJIHOCTbIO
pacnonaraetcsi B nonioctu lll )enynouka, nHpmnbTpu-
pyeT ero CTeHKM W paxe Kpbiwy. B npouecce pocTa
OMyxosb AO0BOSIbHO ObICTPO TaMMNOHMPYET OAHO WK
oba oTBepcTusi MoHpO, BbI3bIBasA Yalle CUMMETPUYHYIO
OKKJI03MOHHYI0 rugpouedanuio. B pexume T1 ony-
XOfb MMeEeT FMMOUHTEHCUBHBIA XapaKTep, B pexunMme
T2 — runepuHTEHCMBHbINA, HakanueaeT KB. Ewle value,
4yeM B MpepbiAyLLMX Fpynnax, BCTpeyaeTcs ruppoue-
tanua: Ha MPT HabniogaeTca paclunpeHme BoKoBbIX
)KEMY[OYKOB, Yalle CUMMETPUYHOE, MEPUBEHTPUKYIAP-
HbI OTeK.

nomel obnactu Il skenynoyka: MeCTO UCXOLHOMO
pocTa — B fHe Il )enynouka; 3puTenbHble YHKLNM
MopasKalnTCs BTOPUYHO 3a CYET CHABMEHWUSA 3pUTESb-
HbIX MyTen. 3TK ONyXonn pacTyT NEPBUYHO B NOMOCTU
[l senynouka, 3anofHAIOT ero NPOCBET; NepBbIM CUM-
NTOMOM 06bIYHO BbIBAIOT MPU3HAKU BHYTPUYEPEMNHON
runepTeHsmn. Ha MPT xapakTepHbl cMMMeTpuyHas
nokanuaauus B npegenax lll skenynouka n Hanmume pac-
LUMPEHHBIX BOKOBbBIX KEMyLOYKOB.

[mombl TpakTa: uCXxopHoe MecTo pocTa — B obna-
CTV 3pUTENIBHOIO TPaKTa; OMyXO0Jib MOXKET NpopacTaTth B
BokoBylo cTeHky Il )enynouka n pacnonaraTtbCsi B €ro
MOM0CTU, @ TaKXKe MHAPUIBTPUPOBATL ipSi-naTepanbHyio
MOJSI0BMHY XMa3Mbl M 0Bpa30BbIBaTb Napaxma3marsibHble
KuCTbI. VicxopHas TouYKa pocTa HaxoaMTCA Ha Meamarb-
HOWM noBepxHocTu TpakTa. o gaHHbIM MPT, BO dpoH-
TanbHOW MPOEKUMM BCeraa 0TMevaeTca acuMMeTpus
OMyXO0JIM OTHOCUTENbHO CPENHEN NIMHUM N aCUMMETPUY-
Has rugpouedanus.

Lncbaby3Hbiii nepenHmii TMn: ONyxonu pacnpo-
CTPaHATCS N0 3pUTeSIbHBIM HEepBaM W UHCPUILTPUPYIOT
Xna3My. Bepylume CUMNTOMbI B KIIMHUYECKOW KapTuHe
3ab0M1eBaHNA — CHUMKEHME OCTPOThI 3pEeHUs U K30~
TanbM.

[Ancpcby3Hbii 3agHMil TN ONyXonu, UHUNb-
TPUPYS XMa3My, PacnpoCTPaHAITCS N0 3pUTENbHbIM
TpaKTaM [0 NOAYLUKM 3pUTENBHOrO Byrpa, HapysHoro
KoneH4yaToro Tena u nepepHux 6yrpoB YETBEPOXOSIMUS.

Lncbpy3Hbii TOTanbHbIN TUM. ONYXONU pacnpo-
CTPaHAITCA OT 3afHEero nonioca rnasHoro Abnoka po
HOXXKM MO3ra ¥ MOAYLLUKM 3puTenbHOro byrpa.

Xupypruueckoe neveHue. lokasaHusaMu ans one-
paTWBHOrO ypaneHus onyxonu Bbinu: paspelueHue
ruppouedanuu ¢ OEKOMMNPECCHEN 3PUTENMBHOIO NyTH,
00yCMNOBMNEHHOW COMWMAHON MM KUCTO3HOM YacTAMuU
onyxonu; BepudmKaums anarHosa npu «aTUnNUYHom>

ons 3N kaptuHe Ha MPT; umtopepykums ony-

X0/IM ANA nocriefylowero agbloBaHTHOrO NeyYeHns —

nonuxumotepanun (MXT) n nyyeson Tepanuu (J1T).

OueHKa papnKanbHOCTU YAAaIeHUs] OMyXosn:

® nonHoe ynanenue (MY): ynaneH Becb 0bbeM ony-
xonu; Ha cepusix MPT ¢ KY HeT npu3HakoB onyxonw;

® cy6roTanbHoe ynanenue (CY): ynaneHo > 70%
obbema onyxonu;

® uacTuyHoe yoanenve (YY): ynaneHo < 70% obbema
onyxosnu;

® 6Guoncus.

AnbloBaHTHOE JleyeHne. XnMMOTepanusa BKITIO-
yana: 10-HefenbHyl0 MHAYKUMOHHYI a3y — BHY-
TPVYBEHHOE CTPYNHOe BBeLEeHWE BUHKPUCTUHA B [03e
1,5 Mr/m? (makcumyMm — 2,0 mr), 1 pa3 B Hegeslio,
¢ 1-# no 10-10 Hepento, BBeneHne kapbonnatuHa —
550 Mr/m?, BHYTpMBEHHbIE MHAY3UM B TeueHne 1 Y
B 1; 4, 7 n 10-10 Hepenu. Bo BpeMsi KOHCoNMaaumm
(13-53-5 Hepenwu) oba npenapaTa BBOAWIIM OfHOBPE-
MEHHO B YKa3aHHOM BblLLe LO3MPOBKE Kaxible 4 Hejenu.
[Jetam mnagwe 6 mec. n Maccon Tena Mexee 10 kr pac-
4eT BCEX XMMMOMpenapaToB NPOBOAMIIM B pacyeTe He Ha
nroLlanb NOBEPXHOCTM TEMa, a Ha Maccy: kapbonnaTnH —
18,3 mr/kr/oexb; BuHkpucTtuH — 0,05 Mr/kr/neHsb.
PenyKumio 003 LMTOCTATUYECKMX MPENapaToB PEKOMEH-
LOBanu B Cry4vasix remMaTosiorMyeckon Unu opraHHowm
TOKCUMYHOCTU. CTeneHb reMaTonlorMyeckom TOKCUY-
HOCTM OMpERENANN CornacHo Kputepuam BcemupHon
OpraH13auvn 30paBOOXPaHEHWs MO LUKane TOKCUYHO-
ctv Common Toxicity Criteria (CTC) [17]. MpuMeHsnu
TaKke MOHOTEpanuio NpenapaToM TeMO30/10MUA B J0O3€
150-200 Mr/m? B 1-5-i1 IHW UMKNa, NPOAOMMKUTENb-
HoCTb — 12 Mec.

JlokanbHyto J1T npoBOAMAM ¢ COOTBETCTBUM C KIU-
HUUecKnM obbeMoM MuLienn (clinical target volume
— CTV), kotopbit cocTasnan +1,0 ¢cM 0oT OCHOB-
Horo obbeMa onyxonu (gross tumor volume — GTV),
onpegenssweroca no MPT B pexumax T2 un T1
¢ KY; nnanupyembiit 06beM mMuwienn (planning target
volume — PTV), coctaenan +0,5 cm k CTV. Paso-
Basi ouyaroBas posa — 1,8 ['p; cymMMapHasi oyaroBas
posa—54Ip.

OueHka oTBeTa. OLeHKy OTBETa OMyX0JIM Ha XMMUNO-
Tepanuio MeTogoM MPT npoBoaunu yepes onpenesnex-
Hble NMPOMEesKYTKW BpeMeHu (NogpobHO 3TO onucaHo B
Haweit pabote [14]). AHanus pe3ynbTaToB fleyeHUs
B OAHHOM UCCefoBaHUMKN OCHOBaH Ha oueHke MPT Ha
24- Hepene xvMuoTepanuu n Bcex uMetolmxcs MPT
no v nocne JT.

Kputepun HelipoBu3ayann3aynoHHON OLEHKU
oTBeTa onyxonu Ha cepusix MPT ¢ KY npu xumuote-
panum n T:
® nonHbin oteeT (MM0): HeT NpuU3HaKOB OMyXonu Ha

cepuax MPT c KY;
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® 6Gonbloi yacTuuHblit oteeT (BY0): yMeHblueHue
obbema onyxonu bonee yeM Ha 50%;

® Marblit YyacTuuHbIit oTeT (MY0): yMeHbLeHKe 06b-
ema onyxonu ot 25 no 50%;

® crabunusaumna 3abonesaHus (C3): yMmeHblueHue/
yBenuyeHne obbeMa onyxonu MeHee yeM Ha 25%;

® npoponxeHHbiit pocT (MP): yBenuuenne obbema
onyxonu bonee YeM Ha 25% wnu NosiBNEHUE HOBbIX
OMyX0J1eBbIX 0Yaros.

CtaTtuctuyeckui aHanus. CTaTUCTUUECKUA aHa-
NM3 [aHHbIX BbIMOSHAM C UCMOMb30BaHWEM MakeTa
nporpamMm R-statistics, Bepcusa 3.4.2, B COOTBET-
CTBUM C pekoMeHfauusiMu. AHanus obLiei BbixkMBae-
mocTn (OB) u BeccobbiTuitHoi Bbikmeaemoctn (ECB)
NpoBOAMIM C MUCNOnb3oBaHMeM MeToaa KannaHa—Maii-
epa: OB paccunTbiBanu oT faTbl MOCTAHOBKM AMarHosa
L0 [aTbl CMEPTM MaLMeHTa, HE3aBUCUMO OT ee MPUUMH;
BCB — oT maTbl NOCTaHOBKM MarHo3a Ao AaTbl cobbi-
T1a. CobbiTeM nocne NOCTAHOBKM MarHo3a cuutanu:
NMPOAOJIKEHHbIA POCT OCTATOYHOM OMyXONM, peuu-
OMB MocCfle OOCTUXKEHUS NOMHOr0 OTBETA, MOsABNEHne
HOBbIX WM YBENMYEHWE B pa3Mepax YKe CyLLEeCTBYIO-
LLMX MeTacTaTUYeCKMX 04aroB, CMepPTb HE3aBUCKUMO OT
ee npuunH. CpaBHeHue BpeMeHu 1o cobbitus (OB, BCB)
B [BYX rpynnax BbIMOMHANM C Ucnonb3oBaHueM log-
rank tecTa. [1oporoBblM YpPOBHEM CTATUCTUYECKOW
pocrtoBepHocTu cumtanum p = 0,05.

PE3YJIbTATbI UCCINEJOBAHUSA

KnuHuueckne xapakKTepucTUKU NaLMEHTOB.
B nepuop ¢ 1 aHeaps 2003 no 31 pekabpsa 2015 ropa
B HMWUL| HeWpoxupypruv um. akagemuka H.H. bByp-
neHko MuHsgpaBa Poccun obecnepnoBaHune u nevexune
Mo NOBOJY FIIMOM HU3KOW CTEMEHU 3/T0KAYEeCTBEHHOCTU
3pUTENBHOIO NyTW NpoLLNy 296 NauMeHTOB; B COOTBET-
CTBUW C BbILLEOMUCAHHBIMU KPUTEPUSIMU BKITIOYEHUS B
aHanus Bownun 264 naumeHta. KnuHuueckue nposiene-
Hus HO! Bbinn BbisBreHsl y 42 (16%) 6onbHbix. CooTHO-
LLEHVEe ManbumKoB 1 feBoyek — 1:1. MeagnaHa Bo3pacTa
- 51 mec., unu 4,25 roga (ot 4,5 mec. no 17 ner).
Ha MOMeHT nocTaHOBKM iMarHo3a ToJSIbKO 3 naumMeHTam
bbino MeHee 12 Mec. Hambonbluee KonnyecTso nauu-
eHtoB (30 uenosek) 6binn B Bo3pacTe oT 1 roma Ao
7 net; 9 naunenToB — oT 7 fo 17 net. [lnarHos I3[
Ha OCHOBAHWUW KITMHWUKO-PEHTIEHONOrMYECKMX JaHHbIX
Bb1n BbICTaBMNeH 24 nauveHTaM. YoaneHue onyxonum c
OLLEHKON IMCTONOrMYeCcKoro mMatepuana BbIMOHEHO
18 naumeHTam: y 17 13 Hux Bbina nunongHas acTpoum-
TOMa U TOMbKO Y OBHOIr0 — MUIOMUKCOWUAHbIA TUCTOM0-
FMYECKMIM BapUaHT OMyXosu.

MaHudectaums saboneBaHus. Ha MoMeHT nocTa-
HOBKM MarHo3a y 60MblUMHCTBA NaUMEHTOB UMENNCH
3pUTENbHbIE HAPYLLEHUSI — CHUKEHUE OCTPOThl 3pEHUA

Bonpoch! reMaTonori/OHKOMOM M 11 MMMYHONATONOM MM B NeAMaTpIK
2019 | Tom 18 | Ne 4 | 29-38

(90,5%), nedpekTbl nons spexus (47,6%), nsMeHeHus
Ha rMasHOM [He, BKIIIOYaBLUME YACTUUHYIO MU MOSI-
HYI0 aTPOCOMI0 3PUTENBHOrO HepBa, 3aCTOMHble AMCKU
aputenbHoro Hepsa (73,8%) (rabrmua 2). Huctarm Ha
MOMEHT MOCTaHOBKM AMarHosa Habnopanca y 5 (12%)
peteit; kocornasme —y 9 (21%); Tonbko aK3odTanbM
6es Kakux-nubo gpyrux cumntomos —y 7 (16,7%).
MepBMYHO 3HAOKPUHOMOMMYECKME HapyLUeHUs BCTpe-
yanuch Hevacto: y 1 (2,4%) naumeHTa 3abonesaHue
MaHWPECTMPOBAsIO TOSMbKO MPEeXAeBPEMeHHbIM MoJio-
BbiM passuTueM (MMNP); y 1 (2,4%) — TonbKo oxupe-
HueM; y 3 (7%) Bbina ansHuedanbHaa kaxekcusa (OK);

Tabnuua 2

KnuHuueckas MaHudecTauus rnMoM 3puTesibHOro
nyTU y NauneHToB ¢ Heipocubpomatosom | Tuna
Table 2

Clinical manifestation of optic pathway gliomas

in patients with neurofibromatosis type |

Konuuyectso
naumeHToB o
Number of patients
n

KnuHuyeckne cMMNTOMBbI
Clinical symptoms

Bcero

Total g2 e
HeripoodTanbMonormyeckme CUMNTOMbI
Neuroophthalmological symptoms
CHWXeHWe o0CTPOTbI 3peHMs
‘ SOEIERE 38 90,5
Deterioration of visual acuity
[edbekTbl nonei 3peHus
Visual field defects 2 Rz
M3MeHeHns Ha rmasHoM aH
3MeHe! a rMasHoM fiHe 31 73.8
Changes in the ocular fundus
Huctarm 5 12
Nystagmus
3k3ochTanbm
Exophthalmos v a7
Kocornasu
ocornasve 9 21
Strabismus
3HJJ.0KPVIHHbIe CUMMNTOMBbI
Endocrine symptoms
lpexxneBpeMeHHOe NooBoe passuThe 1 24
Premature sexual development :
OxupeHue
Obesity 1 24
[naHuedanbHas Kaxekcus
. ) 3 7
Diencephalic cachexia
HeBpOﬂOI’VI‘-IeCKVIe CUMNTOMBbI
Neurological symptoms
['MnepTeH3MoHHas CUMNTOMAaTUKa
16 38
Symptoms of hydrocephalus
lemunapes
P 6 143
Hemiparesis
["3M BbIsiBNEHa Npu npod. ocMoTpe 1 24

OPG revealed on routine examination




OPUTUHAIJIbBHBIE CTATbMU

y 16 (38%) nauueHToB 3abonieBaHne MaHUECTMPO-
Basio CMMNTOMaMU BHYTPUYEPENHON FMNepTEH3NN.

Y 6 (14,3%) naumeHToB Habnioganucb HeBPOmo-
rMyecKue HapylieHust B Buae remunapesa. Y 1 (2,4%)
MauMeHTa CHUKEHUe 3peHns oBHapyKunm B xone npo-
PMNakTUYeCcKOro 0oCMOTpa, eMy PeKOMeHoBanu
MPOWTW PEHTreHOIOrMYeCKOoe UCCefoBaHve, B pe3yrb-
TaTe KOToporo Obin BbIBMEH OMyXONneBbIVi MpoLecc.
Y 1 (2,4%) naumeHTa Ha MOMeHT obHapyskeHus 311 He
BbIno Hukakmnx cumntomos; MPT BbIMOMHUM B CBA3K C
Hanuunem HOI.

Xupypruueckoe neuyeHue. Ha MOMEHT NepBUYHOWM
omarHocTuku 24 (57%) us 42 naumerTos ¢ HOI gnarHos
ObiN BbICTABMEH Ha OCHOBAHUWN KITMHWUKO-PEHTIEHOM0-
FMUYECKUX [aHHbIX, oCTanbHbIM 18 (43%) BbiNONHeHO
ynanexve onyxonu (pucyHok 1). Y 7 nauneHTos Habrio-
[arncs aHTexmasMarbHblii POCT onyxonu (opgHOMy naum-
eHTy BbinonHeHo MY; aeyM — CY; yeTbipeM — YY). [IBym
nauMeHTaM C UHTPaxmMasMasnbHON FIMOMOM BbIMOSTHUIM
YyacTMYHOe ypafeHue onyxonu. PeTpoxua3smanbHas
rnvoMa bbina 'y 4 neteit (ogHoMmy BbinonHunm CY; Tpem —
4Y). Fmu1oMa TpakTa 6bina y 5 60rbHbIX — BCEM BbINOs-
Hunm YY onyxonu.

Cpenn nauuMeHTOB, y KOTOPbIX AMarHos 6bin
BbICTaBJIEH HA OCHOBAHUW KITMHUKO-aHAMHECTUYECKUX

PucyHok 1
TaKTuKa neyeHns NauMeHToB C rMMOMaMmn 3pUTENbHOIro NyTH, accouumMpoBaHHbiMu ¢ HPI
Figure 1

Treatment strategy of patients with OPG associated with NFI

YnaneHue
Surgery

LaHHbIX, TPOMM MOCSIe BbISIBIEHUA MPOLOSIKEHHOI 0
pocTa BbIMOSIHEHO XMPYPruyeckoe BMeLlaTenbCTBO
(onHomy — Buoncus; neouM — UY); Bo Bcex Tpex cryyasx
omarHocTupoBaHa [MA.

[vHamMnueckoe Habniopenue. V13 24 nauveHTOB
C KITMHUKO-PEHTIeHONOrMYECKNM AMarHo3oM 9 Haxo-
AUNKUCH Nof, AUHaMUyeckoM HabiogeHvem (OH) nocne
BbisieneHus 3N (pucyHok 1): uHTpaxuasManbHas rnum-
oMa bbina y 2 nauneHToB; AMddY3HbIN NepenHin Tmn
-y 2; andpdysHbin 3agHuii TN —y 1 1 anddysHbii
TOTanbHbIA TUN — Y 4 naumeHToB. Y 5 13 24 geten 6bin
3adhMKCHMPOBaH NPOJOJSIKEHHBIN POCT: y 3 — vepes 1 rog
OH;y 2 — yepes 3 roga. BceM petaM ¢ NpoAoSIKEHHBIM
POCTOM OMyXxo/n bbifia Ha3HaueHa BYXKOMMOHEHTHas
MXT — coueTaHne kapbonnaTuHa U BUHKPUCTUHA.

N3 18 nmauneHTOB, KOTOPbIM yAanumn OnyXosb,
13 nocne onepauuu 6binm Ha [IH. Y 4 naumeHToB 3ape-
FMCTPMPOBANM NMPOAOIIKEHHbIA POCT OMyX0/n. XMMMWO-
Tepanuio B pexxuMe kapbonnaTuH 1 BUHKPUCTWH HasHa-
Ynnn 3 naumeHTaMm; OfMH NOyYns NyYeByIlo Tepanuio.

XumuoTtepanua (coueTaHue KapbonnaTnHa v BUH-
KpucTuHa) Bbina HasHaueHa 11 nauveHTam B 1-i NUHUK
Tepanuu nocrnie NoCTaHOBKM AMarHo3a Ha OCHOBa-
HUWN KIIMHWKO-PEHTIeHOMOMMYECKUX OAHHbIX MPU HU3-
KO OCTPOTE 3pEHUs UMM CYsKeHWW/BbiNageHuu nosei

KJ1VIHVIKO'peHTFeHOHOFVI'«-IeCKVIVI AnarHos

Clinical/radiological diagnosis

CnoHTaHHbIN perpecc
Spontaneous regression

MpoposKeHHbIN pocT
Continues growth

YpaneHue/6uoncus
Surgery/biopsy

lMpumeyanne: XT — xumnotepanus, JIT — ny4yesas Tepanus, [JH — amHammnyeckoe HabriogeHun.

Notes: CT — chemotherapy, RT — radiation therapy, DO — dynamic observation.
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3pEHNs Ha BTOPOM a3y, eCc/iM y)Xe MMefnach crenoTa
Ha O[HOM rfasy; npy HamMuum HUCTarMa (y ManeHbKmx
AeTei 9TO MPU3HAK HU3KOrO 3peHus). Y oaHOro naum-
eHTa 6bin 3aperunctpuposaH 10; y 4 — BYO; y 4 — MYO0;
y 2 naumeHtoB — C3. MHTpaxuasmanbHas rimmoma beina
Y 2 naumeHToB; oM dpy3HbIN TOTanbHbIN TUN — Y 4; andd-
doy3HbIN 3apHWiA TUN — y 4; rMnoMa TpakTa — Yy OfHOro.
Y 2 nauvMeHToB OTMEYEeH MPOLOJIKEHHbIN POCT yepes
4 n 6 neT nocne 3aBepLUEHUA NeYeHUs: OOHOMY U3 HUX
Bblna HasHaueHa nokanbHas J1T; BTopon nonyumn XT
2-1n nvHuM npenapaToM Temo3onomug. locne onepa-
umm 3 6onbHbIM cpasy HasHaunmm XT — coyeTaHue Kap-
BonnaTvHa WM BMHKPUCTUHA; Ha MOMEHT 3aBepLUEHUs
MCCefoBaHNS HU Y KOFO M3 HUX MPOAOSIKEHHbIA POCT
He OTMeuyeH: y Boux 3adomkcmpoBaHa C3; y ofHoro —
MYo0.

INyueBas Tepanua. JlokanbHyio JIT HasHaummm
3 netaM crapuwe 3 net (y ogHoro — aHTexnasMarsbHas
rnuoma, y ogHoro — rivoma lll xenypoyka 'y ofHoro
— [MYOMa 3PUTENBHOrO TPaKTa), KOTopbIM AnarHo3 311
BbICTaB/IEH MO PELUEHUI0 KOHCUIIMYMa Ha OCHOBaHMU
KIMHUKO-PEHTreHOMOrnyecknx AaHHbIX. lposeneHve
OnepaTMBHOIO BMELLATENbCTBA ObINO COMPSMKEHO Y HUX
C PUCKOM CHWXKEHUSI 3PEHUS WU Pa3BUTUA SHOOKPUH-
HbIX HapyLUeHW. Y Bcex Tpex nauueHToB bbin 3admk-
CMPOBaH MPOAOJIKEHHbIN POCT: Y ABYX — yepes rof;
y 0fHOro — yepes 2 roja oT MOMeHTa 3aBepLueHus J1T.
Mocne BbIiBNEHUA NPOAOIIKEHHOr0 pocTa 2 naumueHTam
BbIMOSTHWNM yAAneHne onyxonu; oaHoMy pebeHky npo-
BESIM PafMOXMpPYpruio Ha annapate Kubep-Hoxk. lNocne
onepauumn 2 605bHbIM HazHaunnwm J1T; Ha MOMeHT 3aBep-
LUEHWSI UCCNEAOBaHUS NPOAOIIKEHHOrO POCTa Y HUX He
3aperncTpMpoBaHoO: Y OOHOrO NauMeHTa 3aperucTpupo-
BaH bY0; y ogHoro — MYO.

PucyHok 2

BeccobbiTuitHas BbixuaeMocTb (BCB) nauneHToB ¢ rnvomMamm
3pUTENIbHOro NyTW B 3aBUCUMOCTM OT Hanuuusa Hermpodunbpo-
MaTo3a | Tuna

Figure 2

Event free survival (EFS) of patients with OPG depending on the presence
of neurofibromatosis type |

100 16-neTHsas BCB

16-years EFS

707 HOI ga; n = 42; 26 — 6es cobbIThit; 64 + 8%
NFl yes; n = 42; 26 — without event; 64 + 8%
H®I HeT; n = 222; 102 — 6e3 cobbiTuin; 46 + 4%

NFI no; n = 222; 102 — without event; 46 + 4%
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p=0,0589
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CnoHTaHHaA perpeccus. Y OOQHOrO nauueHTa B
HalLel KOropTe C MHTpaxua3MasibHOW OMyxonblo, Haka-
nnuBaiowen KY, uepes 3 roga no gaHHbiM MPT 3ape-
FMCTPMPOBAHO MOJSIHOE MCYe3HOBEeHMe 06BEMHOro
obpa3zoBaHusi.

O6wasn u 6eccobbiTuitHas BbIXXUBAEMOCTb. 5-1eT-
HAs OB y naunentoB ¢ H®I Tvna coctasuna 98 = 2%
(y nauneHToB 6e3 HOI — 91 + 2%). YMep oauH pebeHok,
KOTOPOMY AMarHo3 Bbin BbICTABMEH HA OCHOBAHUW K-
HWKO-aHaMHECTUYECKMX OaHHbIX U MPOBEfeHa Nokasb-
Has J1T; uepes 13 mec. nocne 3asepLuexus J1T BbiSBUIK
MPOQOJSIKEHHbIA POCT OMYXONM U BbIMOSHUIIN €€ XUPYP-
rmyeckoe ynaneHue. Bepudmumnposara MA. PebeHok
nornb uepes 2,5 Mec. oT OCTPOM HaAMOYEUYHUKOBOW
HELOCTaTOYHOCTMK.

Y peteit ¢ H®I 5-netHas n 16-neTtHas BCB cocTta-
BUIM 68 + 7% 1 64 + 8% cooTBeTCTBEHHO (y NauneHToB
6e3 H®l — 55 + 3% un 46 + 4%; p = 0,0589; pucyHok 2).

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUSA

HeiipodnbpomaTos | Tuna — caMoe pacnpocTpaHeH-
HOe HacnencTBeHHoe 3aboneBaHve, npeppacnonarato-
LLee K BO3HMKHOBEHMIO OMyxoreit y yenoseka. [n1oma
3pUTENBHOIO MyTU — Hanbosee YacTast OMyXosib rofioB-
HOrO MO3ra, BO3HMKaloLWasa y 3Tux naumeHToB. OcHo-
BaHMEM [/1A HanucaHus 3Ton paboTbl cTano, ¢ OQHOM
CTOPOHbI, HanMMuMe [OCTAaTOYHOrO KONMYECTBa MaTepu-
ana o nauueHTax ¢ '3l B koHTekcTe HPI 1 popaboTtaH-
Has Tonorpaduyeckas knaccudukaums 3Toro penkoro
BMOA OMyXO0Jiei, a C Apyron CTOPOHbl — OTCYTCTBUE aHa-
N13a [aHHOM KOropThbl NaumeHToB B Poccuu.

Halwe nccnepoBaHve NOATBEPLMIIO CYLLECTBYIO-
LUMe 3NMOEMMUONIOrMYeCcKMe AaHHble 0 YacToTe BCTpe-
yaemoctTn HOI y naumnenToB ¢ 3 — ot 15 po 20%;
B Haluei koropTe — 16% [15—17]. CooTHoLEHME MaSib-
UMKOB M [1EBOYEK B HalleM mccnefoBaHun — 1:1; aHano-
rMuYHble JaHHble npeacTasneHsl G. Blanchard v coasrT.,
ofHako MMeloTcA paboTbl, rae nokasaHo npeobnapa-
HWe [eBoYeK cpeam naumeHToB ¢ HOI v 3N [16, 18].
[[IMOMbI 3pUTENBHOMO NMYTHU, accouMUpoBaHHble ¢ HPI,
yauwe HabnwopaloTca y geteit Mnagwe 7 net (Meau-
aHa BospacTa — 4,5 roga) [19]; pexe BO3HUKHOBEHME
"3, accounmnpoBaHHbIx ¢ HPI, onucaHo B NoApOCTKO-
BOM BO3pacTe U y B3pocsibix [16]. B Halwem uccneposa-
HUM 3TU faHHble noaTeepskaalTea: 33 13 42 naumeHToB
6binu Mriagwe 7 net (MeamaHa BospacTta — 4,25 ropa);
y 9 neteit '3[ 0bHapyskunu B NOLPOCTKOBOM BO3pacTe.

Y HaluMx NaumeHTOB, Kak W B ApYrux uccrepnosa-
HUSIX, 3pUTENbHbIe HapyLUeHUs BbiM caMbiM YacTbiM
KINUHWYeckuM npossnennem 311 [17, 20]. OTMeTUM, uTo
Ha MOMEHT MOCTaHOBKM AMarHo3a SHLOKPWUHHbIE Hapy-
LUEHUST Y HalmxX BonbHbIX He BbINKM YacTOW HaxOOKOM:
MNP soisieneHo y 1 (2,4%) 6onbHOro; eLle y 0oHOro —
oxvpenne. OpgHako Apyrve aBTopbl onuckiBaloT bonee
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4yacToe pasBUTME 3HAOKPUHHBLIX HapyweHun. Tak,
A. King v coaBT. 0BHapyXunn NpexneBpeMeHHoe
nonosoe passutue y 20% neten; G. Blanchard v coasT.
-y 9% [17, 20]. Hanuuve nonaHuedpanbHON Kaxek-
cun y peteit ¢ 31 n HOI onuceisaioT penko. B paboTte
J.P. Kilday v coaBTt. n3 9 peteri ¢ 1K y neomx 6611 HOI
[21]. B Hawwen pabote y meteit ¢ HOI onsHuedanbHan
KaxeKCHs TaKKe OMarHoCTMpOBaHa MuLlb Y 3 nauueH-
TOB. B 0oT/iMune oT Apyrux uccrnenoBaHuwii, roe yactoTa
BCTpeyaeMocTu rugpouedanuun y naumeHtos ¢ HOI
BapbupyeT oT 2 [0 12% [2, 22, 23], y Halumx NaumeHToB
rMNepTeH3MoHHas CMMNTOMAaTUKa Ha MOMEHT mocTa-
HOBKM [IMarHo3a 3aperucTpupoBaHa B 38% cryvaes.

Y 18 nauuneHToB BbinK BbiSiBNEHbI onepabenbHbie
onyxonu. OnepaTWBHOe BMeLLATE/IbCTBO B KayecTBe
€OMHCTBEHHOW TepaneBTUYECKON ONUUM AN LOCTUKE-
HWS1 MTOKaNbHOrO U CUMCTEMHOr0 KOHTPONs Hap 3abo-
neBaHueM bbINIO LOCTATOYHbIM Yy 9 MauMeHToB. 3Tn
OaHHble CXOXMW C 0TYeTaMu OPyrux rpynn uccrenosa-
Tenein [7, 24, 25].

Moutn y 2/3 NaumeHTOB AMArHO3 U pelleHue o
HeobxoAMMOCTU Tepanuu OCHOBbLIBANIUCb Ha KIAWHU-
YeCKMX [aHHbIX U pesynbTaTtax HelpoBu3yanusauuu,
aHanormyHble faHHble NpeAcTaBneHbl B Apyrux pabo-
Tax [25, 26]. B Haweit rpynne u3 9 meteit, KoTopble
M3HayanbHO Haxoounucbh Ha [1H, B 5 cnyuasx Habnio-
Lancs NpOLOSIKEeHHbIW poCT onyxonu, noTpebosas-
WM panbHenwero neveHue; 4 pebeHka ocTaBanuchb
Ha [1H Ha MOMeHT OKOHuYaHusi uccnepoBaHus. [ipyrue
aBTOPbI TaKKe NOoAYEePKMBANW, YTO TOMbKO Y MOSOBUHDI
naumeHToB ¢ 31 B KoHTekcTe HPI Bbinn cMMOTOMBI
3abonesaHuns n TpeboBanoch fanbHellee neveHune
[5, 25]. Bcero MXT (coueTaHne kapBonnatnHa 1 BUH-
KpucTuHa) nonyunnu 14 yenosek. OTBET Ha XMMWUO-
Tepanuio B KoropTte nauuneHToB ¢ H®I conoctaBuM ¢
pesynbTaTamMu OpPyrux uccrenosaHuin [25, 27-29].
MHTepecHO 0TMeTUTb, YTO B HaLLEM WUCCMEAoBaHUM 13
5 nauueHToB, nonyumsmx J1T B NepBoW NMHWUK neve-
HUS, Y TPOUX UMeN MeCcTO MPOJOSIKEHHbIA POCT ony-
xonu. B npocnekTtuBHoM uccnenosanun HIT-LGG-1996
n3 109 petert c HOl y 10 6bina nposeneHa J1T; npogon-
MEHHbI POCT OTMeueH B 3 cnydasax [25]. Ha ceron-
HALWHWIA OEHb MHOMME WMCClefoBaTefIbCKNe rpynmbl He
pekoMeHaytoT JIT y neten ¢ HOI n ¢ rnmoMamm HU3Kom
CTEMEeHM 3M10KaYeCTBEHHOCTU M3-3a PUCKa pasBUTUSA
BTOPUYHbIX OMYyXOJiei B YCOBUAX CMHAPOMa npeapac-
MOJSIOKEHHOCTU K OMYyXOSAM, a Takke Bonee BbICOKOrO
p1CKa pa3BuTHA BONesHn MOMSA-MOMSE MO CPaBHEHUIO C
obLLer nonynsaumen, KOTOpbIA ycunuaeTcs npu obny-
yeHuu cocypnoB Bunnusmesa kpyra, npuneraioLlero K
aputenbHomy nytu [3, 15, 30].

N HakoHeu, y OgHOro Hawero nauueHTa bbina
3aperncTpvpoBaHa CroHTaHHasa perpeccus omnyxosnm
WHTpaxmMa3ManbHOM nokanusauuu. opobHele cny-
4yan HeOAHOKpPaTHO onucaHbl y nauueHtoB c [ 31,

accouumpoBaHHbix ¢ HOI. C.F. Parsa v coaBT. onucanu
13 cnyuyaeB Kak YaCTUUYHOM, Tak W MOSIHOM perpeccuu
3N [31]; M. Piccirilli v coasT. coobwmnu o 3 cny-
yasix MOJIHOM CroHTaHHOM perpeccuu [32]; L. Sellmer
n coaBT. onucanu 4 cnyuyas yactuuHom perpeccum 3M1
y nauueHtos ¢ H®I [23]. Perpeccus, no-suaoMMomMy,
MPOMCXOAMT rnaBHbIM 06pa3oM B OMyXomnsX, CBA3aH-
HbIX CO 3PUTENbHLIM MEPEeKPecTOM, HO MHOTAA MOXKET
NPOUCXOAMTb M B APYrUX yYacTKax 3pUTESIbHOro nyTu
[23, 31, 32].

OTMEeTUM, UTO B HalleM UCCIIefOBaHNM COrNacHo
knaccudpukauum npodp. C.K. MNopenbiwesa npu bonee
«JlI0Kanun3oBaHHbIx>» hopMmax 31, a UMeHHO aHTe-,
WHTpa-, PETPOXMa3MalsibHbIX FMOMax, raMoMax TpakTa
n rnmomax obnactu Il enypouka, yalle BbINOSHANM
nmbo xupypruyeckoe yaanenue, nubo J1T. B cnyyasx
oMdhpy3HOro pacnpocTpaHeHUst OMyXOonu valle npo-
BOOMMM XMMMOTEpanuio, NMMBo NauneHT Haxoouncs nog
HabniopneHnem. Takum obpasoM, Tonorpadous onyxonm
BNMsiNa Ha BbIbOP TaKTUKKM Tepanuu.

3a pybexoM Tonorpadimyeckas knaccudukaums
ons 31 beina paspabortara B 1958 rony H. Dodge v
OCHOBbIBasiacb Ha HelpoaHaToMum [33]. Mocne nosiene-
Hua MPT knaccudmkaumio H. Dodge mopmdbuumposany,
YTO MO3BOSIMJIO TOYHEE OMWUCHIBATb JTOKANMU3aUmio ony-
xo5u no 3putensHomy nyTu [34]. B 2011 ropy aTa knac-
cudmkaumsa beina popaboTaHa C y4eTOM XMPYPruyeckmx
N KMUHWYECKMX 0COBEHHOCTEN C Lenblo CTaHaapTM3a-
LMW XMPYPrUYECKMX OOCTYMOB K OMYXONAM 3pUTENb-
HOro nyTW. 3Ta KnaccudmKaums, B OTIMUME OT Hallen,
YUMTbIBAET CTOPOHY MopaskeHus (nesyio unu npasyio),
CUMMETPUYHOCTb MM aCUMMETPUYHOCTb MOPAaNKEHUS
X1a3Mbl U 3pUTESIBHOMO TPaKTa, a Takke MeTacTaTunye-
CKWI cTaTyc, Hanuume HOI, BoBneyeHne runotanamm-
ueckoit obniactu [35].

Oblwan 5-neTHAA BbIXXMBAEMOCTb Y MALMEHTOB C
H®I coctaBuna 98 + 2%, uto conocTaBnMO C AaHHbIMU
MPOCMeKTUBHOro uccneposanua HIT-LGG-1996 [25].
B HalwweM uccnepnosaHum ansa Bcen koropTbl geten ¢ [3[1
n HOI 5-netHas n 16-netHas BCB coctaBwnu 68 £ 7% u
64 + 8% cooTBeTCTBEHHO. B NpocnekTMBHOM mnccneno-
BaHuM HIT-LGG-1996 5-neTHsia BCB nns Bcel KoropTsl
nauveHToB ¢ HOI coctaBuna 24%; aBTopbl 06bACHWUN
Hu3kylo BCB npeobnapanvem nauvenTos ¢ ['3M1. MHo-
rochakTopHbii aHanu3 BCB B paHHOM nNpocnekTMBHOM
MCCNefoBaHMN BbISBUI TakXe, YTO Y MaLMEHTOB, KOTO-
PbIM BbIMOMHWMAM BMOMCKIO UNN XMPYpPruyeckoe yaa-
neHwue, bbinn 6onee BbICOKME PUCKKU MPOAOIIKEHHOIO
poCTa Mo CPaBHEHMWIO C MauMeHTaMu, y KOTOpbIX Ava-
FHO3 BbICTaBJIEH TONbKO Ha OCHOBAHWMMU KITMHUYECKOrO
obcnenoBaHusa v HerpoBM3yanusaumun. B Hawen paboTe
13 18 nauneHToB, KOTOPbIM BbIMOSTHUN XUPYPrUYECKyIo
peseKumio, TOMbKO B 4 criyyasx 3adpMKcupoBaH Mpo-
LOJIKEHHBIV POCT, U 3TO, BO3MOXHO, 0bbsicHseT bonee
BbICOKME nokasaTtenu bCB.
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3AKJTIOYEHUE

B Hawen paboTe BnepBbie B 0TEUYECTBEHHOW NnTe-
paType 0600LleHbl KNMHUYECKNE AaHHble BOMbHbIX C
"3 Ha choHe HeWpodhmbpomaTtosa | Tuna. MNpueeneHa
Tonorpaduyeckas knaccudukauus riavom 3putesnb-
Horo nyTv npu H®I, KoTopasa uMeeT BaxHoe Mpak-
TUYeckoe 3HauyeHwue. [lokasaHo, yTo Hanuume HOI
y naumeHToB ¢ ['3[1 — nporHocTnyeckn BnaronpusTHbIN
chakTtop, v MNXT B neyeHun BbicokoadhdekTnaHa. Hen-
pochmbpomaTtos | Tvna — cucTemMHoe 3aboneBaHue, OauH
“3 Haubonee pacnpocTpaHeHHbIX CMHAPOMOB Mpef-
PacrosIOKEHHOCTM K OMYyX0JIsIM FOSIOBHOFO MO3ra, 4To

TpebyeT HabnogeHWs 1 neyeHus Kaxporo pebeHka kKBa-
NMPMUMPOBaHHOM KOMaHLOW CNeunanucToB — HEMPO-
OHKOJI0roB, HEMPOXMPYProB, HEMpoOddTaNbMOOros,
HEVPO3HOOKPWMHONOr 0B 1 HEVPOPaaNOIIOroB.

UCTOYHUK ®PUHAHCUPOBAHUSA
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KOH®JTUKT UHTEPECOB
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