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B cTaTbe onucaH KNMHUYECKUIA Cnyyai ceMeiHoro Helipodubpomartosa | Tuna. JaHHbIi AMarHo3 6bi1 YCTAaHOBMAEH Y NaLMeHTa
[eBATU MeCsLEeB COrMacHO AMArHOCTUYECKUM KPUTEPUSIM, pPeKOMEHA0BaHHbIM MeXAyHapoAHbIM KOMUTETOM 3KCMepTOB MO
HerpodnbpomaTo3y. KnMHMYECKM Obinn BbISIBIEHbI: HA KOXE rMMepnMrMeHTUPOBaHHbIe NATHA LBeTa «kode C MOJIOKOMY», Ha-
JIMYne OAHOM NnekCMPOpMHOM HelpodUbpPOMbI, y OTLA FeHeTUYeCKM NOATBEPXKAEHHbIN AnarHo3 Helipodubpomartosa | Tuna.
Mocne poxaeHus y AaHHOrO MauMeHTa Takxe Obli BbisiBNeH 6ydTanbm.

MyTaumus B rene NF1 (Neurofibromin gene) npuBOAWT K YCUIEHUIO KNETOYHOM nponandepaummn ¢ 6bICTpONporpeccupyowmm
TeYEeHMEM, XapaKTEPU3YIOWMMCH COYETAHHbIM MOPAXKEHMEM KOXM, IN1a3, HEPBHOM CUCTEMbI U HEKOTOPbIX BHYTPEHHWUX Op-
raHoB, NPUBOASLLMM K HEMPO3KTOAEPMaNbHOW M Me3oaepManbHOM Aucnnasuun. HelipodubpoMuH — 3TO BHYTPUKNETOUHbIN
6enok B reHome uyenoBeKa, KOTOPbIA perynupyeT HeCKONbKO MyTel KOHTPONS poCTa M UrpaeT KAOYeBylD pofib B NaTo-
reHese BPOX/[EHHOW rnayKoMbl, aCCOLUMMPOBAHHONM C Helipodumbpomato3om | Tuna u nnekcndopmHoi HelpodrbpoMoN.
MnekcndopMHasa Herpodurbpoma obpasyeTtcsa n3 obonoyek nepndepmuyeckmx HepBOB, 4acTo 3aTparMBaeT HECKObKO HEPBOB,
06UNbHO KpOoBOCHabaeTcs, sBnseTcs f0O6poKayecTBEHHbIM HOBOOOPA30BaHNEM, OLHAKO CYLLECTBYET NMOXU3HEHHbIN PUCK ee
mManuramsaumn. C Apyrow CTOpPOHbI, BPOXK/AEHHAs MayKoMa — OTHOCUTENbHO penkoe 3abonesBaHue, 06bIYHO BO3HMKalOLWee
BC/IeACTBME MHDUNLTPALMM yra nepefHei kamepbl Helpodubpomamu, 3aKpbITUS yrna HelpodMOPOMaTO3HO-YTONLEHHBIM
LUMAMApHBIM TENOM U Xopuouaeei, dubpoBackynapusaunenn. KnnHuueckas kaptuHa HerpodubpomaTtosa | Tuna MoxeT 6bITb
o4yeHb BapuabenbHa Aaxe cpenu 4neHoOB OfHOW ceMbu. [Mon BO3LeWCTBMEM KOMOMHALMM NaToreHHbiX GakTOpOB Yy OJHOrO
MHAMBKMAYYMa onpefenseTcs 6ecCMMNTOMHOE TeyeHue, B TO BpeMS Kak y Apyroro 3aboneBaHue MpoTekaeT B TAXKenon
dopme, BNOTb A0 MHBANMAM3ALUN.

Xvpypruyeckoe neyeHue npu U30NMPOBAHHOM MiekcMdOPMHOW HeMpodrubpoMe opbUTbI MPUMEHSETCS C LEebl AeKoMnpec-
CM OpOUTHI U NPefOTBPALLEHUS MANUTHU3aUMK onyxonu. Cneayet OTMETUTb, UTO B CBSI3M C OCOBEHHOCTbIO CTPOEHUS ony-
XO/M, TOTANbHOTO €€ yAaNeHUs Hepeako AOCTWUYbL He yaaeTcs. B faHHOM ciyyae MCnosib30Basu MUHUGPOHTANbHBIA AOCTYM.

[Nocne BMewaTtenbCcTBa perpeccupoBan 3k3odTanbm, HopManusoBancs odpTanbMoTOHYC. PebeHOK BbinMCaH B yAOBNETBOPU-
T€/IbHOM COCTOSAHUMU.

TakuM 06pa3oMm, OMMUCAHHBIN KIMHUYECKUIA ClyYalt Bbi3biBAaeT 0COObIM MHTEpeC, OCHOBAHHbIM Ha PeLKOM COYETaHUM MNEKCU-
$hopMHON HeMpodMOPOMbI OPOUTLI U BPOXKAEHHOM TNAYKOMBbI, aCCOLMUPOBAHHONM C HelpodunbpomaTo3om | Tuna.

KnioueBblie cnoBa: Helipopubpomartos | Tna; BpoxAeHHas rnaykoma; nnekcudbopmHas Helipodubpoma.
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The article describes a clinical case of familial neurofibromatosis type I. This diagnosis was made in a nine-
month-old patient according to the diagnostic criteria recommended by the International Expert Committee
on Neurofibromatosis. Clinicaly, there were hyperpigmented café-au-lait spot on the skin, the presence of one
plexiform neurofibroma, the father had a genetically confirmed diagnosis of neurofibromatosis type I. Also after
birth, this patient was diagnosed with buphthalmos.

A mutation in the Neurofibromin gene NF/ leads to increased cell proliferation, with a rapidly progressive course,
characterized by combined damage to the skin, eyes, nervous system and some internal organs, leading to neu-
roectodermal and mesodermal dysplasia. Neurofibromin is an intracellular protein in the human genome that
regulates several pathways of growth control and plays a key role in the pathogenesis of congenital glaucoma
associated with neurofibromatosis type | and plexiform neurofibroma. Plexiform neurofibroma originates from
the sheaths of the peripheral nerves, often affects multiple nerves, is abundantly perfused, and is a benign
neoplasm, but there is a lifelong risk of malignancy. On the other hand, congenital glaucoma is a relatively
rare disease, usually due to infiltration of the anterior chamber angle by neurofibromas, closure of the angle by
neurofibromatous-thickened ciliary body and choroid, fibrovascularization. The clinical picture of neurofibromato-
sis type | can be very variable, even among members of the same family. Under the influence of a combination
of pathogenetic factors, an asymptomatic course is determined in one individual, while in another, the disease
proceeds in a severe form, up to disability.

Surgical treatment for isolated orbital plexiform neurofibroma is used to decompress the orbit and prevent
malignancy of the tumor. It should be noted that due to the peculiarity of the structure of the tumor, its total
removal is often not possible. In this case, mini-frontal access was used.

After the intervention, exophthalmos regressed, ophthalmotonus returned to normal. The child was discharged
in a satisfactory condition.

Thus, the described clinical case is of particular interest, based on the combination of orbital plexiform neuro-
fibroma and congenital glaucoma associated with neurofibromatosis type I.
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BBEAEHME
Hetfipopubpomaros | tuna (Gone3nsr PexnmmHrxayse-
Ha) — 3a00JIeBaHUE ayTOCOMHO-IOMHHAHTHOTO THITA

HAcJeNOBaHUs, BBI3BAHHOC MyTanuei B reHe NFI
(Neurofibromin gene), NIpUBOASIICH K YCUICHUIO KIle-
TOYHOH mponudeparyu, ¢ OBICTPOIPOTrPECCHPYIOITUM
TEUYEeHUEM, XapaKTePHU3YIOIIEeecs] COYEeTAHHBIM TIOpaske-
HUEM KOXH, I71a3, HEPBHOU CUCTEMBI 1 HEKOTOPBIX BHY-
TPEHHUX OopraHoB. YacToTa BCTpE4aeMOCTH B MHUpE OT
1:3000 mo 1:4000, B Poccunm — 1 : 1000 yemoBek.
3a0oneBaHUIO OIMHAKOBO ITOJIBEPKEHBI 00a T0Ja, OHO
TaKke HE MMEET W PAcOBBIX ocobeHHoctei [1, 3-5].

Kak w3BecTHO, Miekcudopmuas Helpodudpoma
MPOUCXOAUT U3 000JI0ueK TepuepruuecKux HEPBOB,
KOTOpbIE UMEIOT HEUPOIKTOJCPMATBHOE MPOUCXOXK]IC-
aue [3]. CocraBnser 1,5 % Bcex moOpoKadeCcTBEHHBIX
omyxoyei opOuTh. BO3MOXKHO €€ coueTaHme ¢ OImyXxo-
JSIMU  3pUTENBHOTO HEPBA, MEHUHTHOMOW M HCILIA-
3M€l KJIMHOBUJIHOM KOCTH, HEBPUHOMOM MpPEIJBEP-
HO-YJIUTKOBOTO HEpBa, CYOKAIICYISIPHOW KaTapakTowH,
raMapToMON CETYaTKH, a TaK)Xe BPOXKJICHHOM IayKo-
moit [5, 13].

OTH HOBOOOpPA30BaHUS TMOSIBISIOTCS TOJA  KOXKEH
WK B DIyOMHE MSTKHX TKaHEH, UMEIT 0oraroe Kpo-
BOCHaOKEeHHUE, YacTO 3aTParnBarOT HECKOJIBKO HEPBOB,
MPUOOPETAIOT TOCTATOYHO OOJNBITHE (0 HECKOIBKUX
CaHTUMETPOB) pa3Mepbl M MOTYT OTTECHSATH OKpY-
JKaIOIUE CTPYKTYPHI, BBI3BIBAs 00Jb, KPOBOTECUCHUE,
HEBPOJIOTMYECKUE HApPYIICHUS W BHEIIHHUE YPOJCTBA.
YV 8-13 % nanueHToB HMMEETCsl MOXKU3HECHHBIM pUCK
Pa3BUTHS 3IIOKAYECTBEHHOUN OMYXOJH U3 TUIeKCH(OpM-
HOW HelipoduOpomsr [§].

C gapyroil CTOpOHBI, BpOXKICHHAs IJAyKOMa CUH-
TaeTCs OTHOCHUTEILHO PEIKHM 3a00JIeBaHUEM, KOTO-
poe ceromHs BCTpedaeTrcs ¢ 4acToTod 1 ciyyail Ha
10000-20000 HOBOPOXKICHHBIX H €IE pPEKEe Ccode-
TaeTcsi ¢ HehpopuOpomarozom I Tuma: 1 cioyuail Ha
300 rakux neredt, unu 1-2 % [14, 16].

HetipohnOpoMuH — 3TO BHYTPUKIETOUHBIA OEIOK
B TEHOME YeJIOBEKa, KOTOPHIH PEryaupyeT HECKOIb-
KO MyTeH KOHTPOJIS POCTa W UTPaeT KIOYEBYIO POJb
B IaTOr€HEe3€ BPOXKIACHHOH IJIayKOMBI, acCOIMHPOBaH-
HO#i ¢ HelipopubpomarozoM | Tuna u mekcupopMHon
HelpopuOpOMOiA, B TaHHOM cilydae, OpOHTHI.

IToBbIIeHNE OPTATHFMOTOHYCA Y TIAITUEHTOB C HEH-
podubpomarozom | Tuma sBISETCA PE3yTBTaTOM KOM-
OMHALIMKM HECKOJIbKMX TMaTOTeHETUYSCKUX (PAKTOpOB,
OCHOBHBIC W3 KOTOPBIX: WH(HIBTpAIUs YIja IMepe-
Hel Kamepbl HelpohuOpoMaMu; 3aKphITHE YIJIa HEH-
podpuOPOMATO3HO-YTOIMIICHABIM —MIJIHAPHBIM ~ TEIIOM
U xopuomjeei; (HUOPOBACKYISIpU3ALUS, MTPUBOJISILIASL
K 00pa30BaHMIO TIEPEJHUX CHHEXHIA, 3aKPBITHIO yIja
IepeaHel KaMepbl W HEOBaCKYJSPHOH TiayKoMe.
He TepsioT Taxke 3HAYMMOCTh M aHOMAJIHMH yIiia

MepeHel KaMephl, BOHUKIINE B Pe3yJIbTare 3aJlepiK-
KA B pa3BUTHUH W TUPPEpEeHIHANNHA ITHX CTPYKTYD
2, 7, 17].

Crnemyer OTMETHTh, YTO BpPOXKICHHBIH BBIBOPOT
KalilMbl 3pauka W JIaXe paJyKKH, KOTOPBIA 4YacTo
BCTpeYaeTcs y MalMeHTOB C BPOXKISCHHON TIIayKOMOWM
nmpu HelipopuOpomarose | Tuma, MOXKET OBITH CaMo-
CTOSITEJIBHBIM COCTOSIHHEM, a Takke Kak (aktop ee
pa3BuTHs. B TakoM citydae mpOMCXOAUT «IHAO0TENU3a-
U yria NepefHel KaMepbl U Pajy’KKH, BbI3BaHHAS
Ype3MepHBIM pa3pacTaHWEM JHJIOTEITHAIBHBIX KIIETOK
POTOBHITEI, YTO MPUBOAUT K 0Opa3zoBaHUIO mepudepu-
YEeCKHUX MEePeJHUX CHHEXHH M 3aTPyJHSET OTTOK BHY-
TPUINIA3HON KMJKOCTH 4Yepe3 APEHaKHYI CHUCTEMY
masza [14, 15, 17].

Knmandgeckas kapTHHa BPOXKICHHOW TIIAyKOMBI XO-
pOIIIO0 M3BECTHa W BO MHOTOM COOTBETCTBYET IIpe/l-
CTaBJICHHOMY BBIIIE onucaHuio. OnHAKO MpHU HEHpo-
¢ubpomarosze I Thna oHa HepeaKO Pa3BUBACTCS TOIHKO
mocjie MmepBoro roga xusnHu [2, 6, 7, 12, 13].

Bmecte ¢ Tem yBenmM4eHHIO pa3MEpOB TIIA3HOTO
s0I0Ka y TAUeHToB ¢ Helipodubdpomarosom | tuma
TaKXKe CIIOCOOCTBYET U BBICBOOOXKICHHUE «MECTHBIX)
(akTopoB pocTa, MNPOLYyUUPYEMBIX HeHpopuOpoma-
TO3HOW TKAaHBI. XOTS TOBBINICHUS BHYTPHUIIA3HOTO
JTABJICHUS TIPH 3TOM MOXXET W HE OTMEYaThCs, TaKoe
COCTOSIHME BBI3BIBACT YMJIMHEHHE TEepeIHe3aTHel ocH
r7a3a, OCEBYI0 MMONHMIO M MOXET NPUBOIUTH K OT-
cioiike ceryatku [15].

W3BectHo, uto y 50 % mnanueHToB BpOKICHHAsS
IIayKoMa, acCOIMUPOBAaHHAs C HEUPOoPuOpoOMaTo3oM
I Tuma, coueraercs ¢ miaekcuoOpMHOIl HerpoduoOpo-
MOW BEpXHEro BeKa M reMuruneprpodueil nuia Ha
cTopoHe mopaxenus (cunapom Ppancya) [9, 14].

PanukanpHOTO CrienugpUIecKoro JedeHus MalrueH-
TOB ¢ Helpodubpomaro3zom | THa Ha CETOTHAITHUI
JIeHb HE CyIIeCTBYeT. XUPypruueckoe ynajeHne odara
C «UUCTBIMW» OT OIMYXOJNU KpasiMH OCTaeTcs OCHOB-
HeIM. [lpu 37mOKadecTBeHHBIX (opmMax HOBOOOpPa30OBa-
HUU HWCHOJB3YIOT XUMHOTEPANUI0 W IJIy4eBYIO Tepa-
nuro. KiiMHUYeckne MCTBITaHUSI IPOXOMST TapreTHbIS
npenaparbl, OPHEHTHPOBAaHHBIE HA IUIEKCH()OPMHYIO
Heiipodudpomy [4, 8]. OmHako KOHCEpBaTUBHBIC Me-
TOJBI JICYCHUS B MajiOl CTENEeHW BIHUSIIOT Ha 00BEM
Hetipoduodbpomsr [10].

Xupyprudeckoe JieueHHe TPH HM30JIMPOBAHHOM
riekcuopMHO HepopuOpoOMe IPUMEHSIOT C IEJIBIO
JICKOMIIPECCUU OPOUTHI U NPEAOTBPALICHHUS MaJUTHU-
3anuu onyxonu [11]. Cienyer oTMETUTB, UTO B CBSI3U
C OCOOEHHOCTBIO CTPOEHHUS OMYXOJH, TOTAIBHOTO ee
yIaJIeHUs] HEepPeJIKO JOCTHYb He yHaeTcs.

Camo Xupypruyeckoe BMEIaTeJIbCTBO B TAKHX CITy-
YasiX BBIOJHSIOT pa3IMyHbIMU gocTynamu. [Ipu atom
HauOONBIINIA yToJl aTakul NMPU HAWUMEHBIIEW TPaKIHH
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JOOHOHM [1OJM TOJIOBHOTO MO3Ta IO3BOJISIET JOCTHYb
opburozuromarnaeckuii  noctyn [14]. OmgHako OH
BeChMa TPaBMaTU4YEH, YTO OTPAHUYMBACT €ro IpPHUMe-
HEHUE Yy JETeil.

[lpuBoaMM ommcaHue pPEAKOro ciydas Hehpodu-
Opomartosa | Tuma ¢ muexcudopmHOi HelipopudpoMoit
OpOUTHI 1 BPOXKICHHON TIIAYKOMOW Y peOcHKa TTEPBOTO
roja KHU3HU.

KNMHUYECKUA CNYYAN

[lon HaGmiomeHWEM B OTAENEHUH HEHPOXUPYPTHH
s mereit No 7 HMULL um. B.A. Anmvazosa (dheBpain
2021 r.) maxomwmics peGeHoK, 9 Mec., ¢ JUarHO30M:
«Heitpodudbpomaro3 I Ttuma. OO6vemHOE 0Opa3oBa-
HUe mpaBoil opOuThl (HelpodubOpoma). K30 TanbM.
BpoxneHnHas ekoMIeHCHpOBaHHAs TIayKoMa TPaBoTO
ra3ay.

W3 anamHe3a >KU3HM HM3BECTHO, YTO MAallBYHK PO-
quiicsl Ha 38-i Henene recTalyy, ¢ Maccou Tena Mmpu
poxnenuu 3930 r. HacnenctBeHHbIe 3a00eBaHUS: 110
JUHUU oTia — HedpoduOpomaros | tuma. M3 anam-
He3a 3a00JIeBaHMsI TaKKe H3BECTHO, YTO TPU POXK-
JICHHUM OTMEUEHO OIYIEHHE BEPXHEro BeKa IPaBOro
I1a3a, yBEJMYEHUE IPAaBOro INIA3HOrO sI0JIOKa U po-
TOBUIBI B pasMepax. Ha BTopbie CyTKH KH3HH pa3-
BWJIOCH TIOMyTHEHHE pOTOBHUIIHI (0Tek). JlmarHocTH-
poBaHa BPOXKJCHHAS JIEKOMIICHCHPOBAaHHAS TJIayKoMa,
Oydranbm.

06.07.2020 B BO3pacTe 2 MeC. BBHINOIHEHA OIEepa-
1y — MOMUGUIIMPOBAHHAS CHHYCTPaOEKyIIKTOMHUS
C 3aJHEW TpemaHauueW CKJIEepbl Ha MPaBOM IJIazy.
B mocneonepallioOHHOM TIEpUO/IE OTMEYaeTcs CTadu-
JM3anys BHYTPUIIIa3HOTO JABJICHUS B MpeAesax Toje-
panTHOro. PeOeHOk HaOmromancs ogTanabMOIIOTOM IO
MECTy JKHTEIbCTBA, IOJydaj THIIOTCH3UBHYIO Tepa-
MU0 B BUJIC MHCTHULAIUIA NpenaparoB WHrHOUTOPOB
kapOoaHruapasbl (Tpycont) u OeTa-aapeH0OI0KaTo-
poB (tumonon). B Bo3pacte 3 mec. oTMedeHO Ha-
pacTaHue IPaBOCTOPOHHETO AK30(TaIbMa, AITH30/IbI
CIIOHTAHHOTO O0pPaTHMMOTO BBIBOPOTa BEPXHETO BEKa.
ITo pesynbraram kommbtotepHol Tomorpaduu (KT)
BBISIBJICHO OOpa3oBaHHE BEPXHEro BeKa, MpaBoil op-
OWUTBl C pacIpoCTpaHEHHEM B TEPETHIOI YEPEIHYIO
amKky. [IpomsBenena BpemeHHas Onedapopadus. s
oTIpesieNIeHNs JabHEHIIe TaKTHKH JICUeHUS TalueHT
HarpaBJieH B Helpoxupypruueckoe ornenenne HMUIL]
uMm. B.A. Anmazosa.

[Ipu nepBu4HOM OCMOTpE: peOCHOK B SICHOM CO3Ha-
HUHU, COMAaTHYECKH KOMIEHCHpOBaH. Ha KOXHBIX TO-
KpOBax OTMEYAIOTCS THIEPIUTMEHTHPOBAHHBIE TMSATHA
1BeTa «Koe C MOJOKOMY.

OdTranbmMonornueckuii ctaryc Ha MOMEHT MOCTY-
TUIGHUS: OCTpOTa 3peHus mpasoro riaza (OD) — 3a
TECTOBEIM OOBEKTOM HE CICIUT W He (QUKCHPYET;

octpoTa 3penust JeBoro rmasza (OS) — mnpenmeTHOe
3penue. Ox3odrampmomerpus: OD — 21 mm, OS —
13 mMm.

IIpaBblil ma3: B HapyXKHOM YIIy IVIa3HOM wieyn
BBl (Hajlo)kKeHa BpeMeHHas Onedapopadust) YUCTHIE,
cocrosiTeNibHbIe. BepxHee Beko TunepTpopupoBaHo.
[Ipu yBenuueHMHM BHYTPUIPYAHOTO M BHYTPUOPIOII-
HOTO JaBjieHHsA (NPHU TIUIade) TPOUCXOTUT BBIBOPOT
BEpXHEro Beka. [J1a3Hoe s0J0KO YBEJIMYEHO B pa3Me-
pe, BBICTOMT W3 opOuThL. PoroBuma oreyHa, yBenu-
yeHa B pasMmepe, nuamerp 14 mM. Ilepenssist xamepa
rryOokas. 3padok 4 MM, pEakIMud Ha CBET (mpsamas,
coipy’KecTBeHHas) ociadneHsl. Pamgyxka arpoduynas.
XpycTallUK B NPAaBUIBHOM IIOJIOKEHUH, ITPO3PAUHBbI.
B cTeknoBHIHOM Tele MHOXKECTBEHHBIE IUTABAIOIIE
MOMYTHEHHMS. [1a3H0e IHO 1of «(IIepoM»: IUCK 3pH-
TEJIbHOIO HEepBa C YETKMMHU KOHTypaMmu, cepblil. Kpae-
Bas okckapanusa. Cocynpl y3kue. B MakymsipHO#l 30He
1 Ha nepudepun cetyarka 0e3 O4aroBOM MaTONOTHH.
Buytpurnasnoe napnenue 7,.

Ha xommbroTepHBIX TOMOIrpamMMax OTMEYEHa BBI-
pakeHHast JeopMaIys MpaBod OpOUTHI: YBEITUUCHHE
B pa3Mepax, CMEIIeHHEe JlaTepaJbHO U BHU3, pacllu-
peHue BepxHel rmasHuyHoW menu. [Ipu BHyTpuBeH-
HOM KOHTPAcCTUPOBAHWH OTMEYACTCS yMEPEHHOE Ha-
KOIUICHHE KOHTPACTa B MATKHMX TKaHSIX BEPXHErO BEKa
npaBoit opoutsl (puc. 1).

[Ipu MarHUTHO-pE30HAHCHOH TOMOrpadMH BBISB-
JeHo oObeMHOe 00pa3oBaHME BEPXHEro BeKa MpaBoi
OpOUTHI ¢ PaCIPOCTPAHEHUEM B MEPEIHIOI YEPEIHYIO
aMKy (puc. 2).

OnepaTBHOE BMENIATEILCTBO TPOBEIECHO U3 MH-
HU(PPOHTATBHOTO JOCTYIA: Yepe3 pazpe3 AITUHOH 4 cM
BBINOJHEHA KOCTHO-TIJIACTUYECKash TPeraHalus yeperna
C pe3eximeit GpparMeHTa CKyJIOBOTO OTPOCTKA JIOOHOM
KocTH. Yepe3 KpaHHMOTOMHIO BH3yalU3WPOBAHO OO0B-
eMHOe 00pa3oBaHUE CEPO-PO30BOTO I[BETA, YMEPEHHO
CHassHHOE C OKpPY)KaIOLUMH TKaHSIMM, paclpocTpa-
HSIOIIEECs 10 BepXHEW TMasHWYHOW mmienu (puc. 3).
BusyanusupoBaHHas HaTonoruyeckas TKaHb yAajeHa
B TIpefenax JOCTyNa, IPHU 3TOM JOCTHTHYTa 3HA4YH-
TeNbHAsl BHYTPEHHSSI JIEKOMIIpeccust OpOUTHI, CHaB-
JICHHE TIa3HOro sI0I0Ka M OTaIbMOTOHYC PErpeccH-
poBanu. MHTpakpaHuaiabHas 4acTh HOBOOOPa30BaHMS
pe3eKIUM He IOABEprajach H3-3a €€ JIOKaJIHW3aluH,
oOpasyromieir My(QpTy BOKpPYr cH(OHa BHYTpPECHHEH
COHHOW apTepuHu.

B mocrneonepaiioHHOM NepuoOsie OTMEYEH PEaKTHB-
HBII OTEK BEK, HAPOCIINH K TPETBUM CYTKaM C PErpeccoM
Ha narele cyTku. BBl cocrositenbHble, YnucThie. [Ipo-
JOJDKeHa O TaIbMOTHIIOTEH3UBHAS Tepartist (MHCTHILIS-
LMK MHrHOUTOpa KapOoaHTuapasbl, OeTa-aapeHo0IoKaTo-
pa 0,25 %). Coxpansiercst rUnepTpo(usi BEpXHEro Beka.
Ox3odpTamemomerpust: OD — 16 mm, OS — 13 Mm.
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Puc. 1. KomnblotepHas ToMmorpamMma pe6eHKka ¢ 06beMHOM PeKOHCTPYKLUMEN U KOHTPACTHbIM YCUIEHUEM: ONUCaHUE B TEKCTE
Fig. 1. Computed tomography of the child with volumetric reconstruction and contrast enhancement: description in the text

s
18.04.2020 M

FGU FCTOE

L04.03

- HEAD IN
\ - LN t2_tse_tra_512
2 . & e \

/ s e/ \\\
( A,

18.04.2020 M
FGU FCTOE
L04.03

TR: 5000.0 ; NW: 1 D] TR: 5000
21.01.2021 a = 21.01.202

18.04.2020 M
FGU FCTOE

L04.03
HEAD~BRAIN
¥pace_sag_p2_iso

TR: 600.0 TE -
21.01.2021 10:27:16

Puc. 2. MarHuTHO-pe30oHaHCHasi ToMorpaMma naumeHTa. 06beMHoe 06pa3oBaHMe BepXHEro BeKa npaBoi op6UTbI C pacnpocTpaHe-

HUEM B NepeHIo YepenHyo IMKY (CTpenkm)
Fig. 2. Magnetic resonance imaging of patient. Volumetric formation of the upper eyelid right orbit with extension into the

anterior cranial fossa (arrows)

IIpaBblil I1a3: poroBHIa IPO3padyHasi, JUAMETPOM  IIOJIOKEHHH, TPO3PAYHBINA. B CTEKIOBUIHOM Telle MHO-
14 mm. Tlepenuss kamepa nryOokas. 3padok 4 MM, pe- JKECTBEHHBIE IUIABAIOIIUE TMOMYTHEHHs. [7asHoe IHO
aKIMU Ha CBeT (TpsMasi, COAPYKECTBEHHAs) ociadiie- 1o (uiepoM: AUCK 3pUTEIBHOTO HEPBa C YSTKHUMH KOH-
HBI. Pagyxxka arpoduunas. XpycTaauk B IpaBUIBHOM  Typamu, cepblif. KpaeBas skckaBammsa. Cocynbl y3KHe.
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Puc. 3.

MuHUPPOHTaNbHbIN JOCTYN: @ — NIMHUA paspesa; b — pe3euMpOoBaHHbIM YYACTOK CKY/IOBOFO OTPOCTKA JIOGHOM KOCTH;

¢ — BUA onepaumMoHHOro nongd nocne ¢MKC3IJMM pe3eumMpoBaHHON0 y4yactKa 6uop.erpan.upyeMb|MM MUHUNNIACTUHAMU

Fig. 3.

Minifrontal approach: a - incisio line; b - resected area of the zygomatic process of the frontal bone; ¢ - view of the

operating field after fixation of the resected area with biodegradable miniplates

a
06wuii BUA, naumeHTa Ao (a) u nocne (b) onepauun. OTMeuaeTcs 3HauMTEIbHOE YMEHbLUEHWE 3K3o0(dTanbMa
General view of the patient before (a) and after (b) surgery. There is a significant decrease of exophthalmos

Puc. 4.
Fig. 4.

B maxynspHOl 30HEe m Ha mepudepun 0e3 09aroBOM
naroyioruu. BHyTpumasHoe nasienue 7y.

[MonoxuTenbHass JUHAMUKa OTMEYEHa B BHJE
YMEHbIIIEHUS dK30()TadbMa Ha 5 MM, perpecca oreka
POTOBHIIBI, CHIKEHUS BHYTPHUIVIA3HOTO IaBIICHUS JI0
ToJIepaHTHOTO (pHUC. 4), YTO B 3HAYUTEIHHON CTETICHU
CBSI3aHO C XUPYPIUYECKUM yJalleHHeM 00BEeMHOTO 00-
pasoBaHus U Jekomrpeccueil opoutsl. Co CIIOB MaMbl,
peOeHOK cTaj MeHee Kallpu3eH, BOCCTAHOBWIIMCH COH
W arlmeTHT.

[To 1aHHBIM TUCTOIOTHYECKOTO MCCIICIOBAHUS JIa-
THOCTUpOBaHa IuiekcudopmHas Helipodudpoma.

PeOGenok Bbimmcan Ha 12-¢ CyTKHM B YHOBIETBOPH-
TEJEHOM COCTOSTHHH. PeKOMEH/IOBaHO MPOIOIDKUATH HH-
CTIILIIIAA WHTHOWTOpa KapOOoaHTUpa3kl, OeTa-aipeHo-
Ookartopa ¢ JajbHEeHIIel KOppeKIueil rMImoTeH3UBHOM
Tepanuy, HaOmoneHne orarbpMonora U HEBPOJIOra.

OBCYXAOEHUE

B npuBeaeHHOM KIMHHUYECKOM CITydae 0COOBIN MH-
Tepec MPENCTaBIseT COYeTaHHe TIeKCU()OPMHOM Heil-
pouOpOMBI OPOUTHI C BPOXKICHHOW IIIAyKOMOW, YTO
BCTpeYaeTcs KpalHe peako. Y TakuxX MalMEHTOB Yallle
MOpakaroTCsd BEKH, KOHBIOHKTHBA, OpPOWTA, POTOBHUIIA,

cocyaucTas 000JI0uKa, CKIIepa, CeTdaTKa, 3pUTEeTbHBINA
HepB. [T1aykoma ke pa3BUBaeTCs penko, OOBIYHO cove-
TaeTcs ¢ MOpaKEHUEM BEPXHEro BeKa M, KaK MPaBUIIO
(xoTs 1 He Bcerga), ObIBaeT OJHOCTOPOHHEH.

B nanHOM HaOmroneHWH WCMOIB30BaH MUHHUGDPOH-
TaJBHBIA JIOCTYI, TIPU KOTOPOM 0O0ECIIeUnBACTCS MH-
HUMallbHasi TPAaKIHs MO3TOBBIX CTPYKTyp. IIpm sTom
ObUIO CO31aHO YCJIOBHE JUIA aJeKBaTHOTO oObeMa
pe3eKnuu OmyXoiu. B wrore Obula TpPaKTUYECKH
MIOJTHOCTBIO  yJIaIeHa WHTPAaopOUTAlIbHAS €€ YacTh.
DTO cmocoOCTBOBAIO KYIHPOBAHHUIO HW3HAYATILHO Je-
KOMIIEHCUPOBAaHHOM MIIayKOMbI. TpaBMarMuHOCTb Ma-
HUMYJSIIUNA CYIIECTBEHHO CHU3MIIACK.

3AK/NIOYEHME

VYuuThiBas codeTaHHe IIayKOMbl B OOBEMHOTO 00-
pa3oBaHus OpOUTHI, B paBHOH CTENeHU 00yCIOBINBAIO-
oMe TSHKECTh 3a0oJieBaHusl, 1eecoo0pa3sHo COBMECT-
HOE JIeYCHHE MalMeHTa C YYacTHeM HeHpoxXupypra
1 odTaIbMOJIOra.

Heo0xomuM nepcoHann3upoBaHHbIA TOIXOJ U Ha-
CTOPOXXCHHOCTh MPH TUCIIAHCEPHOM HaONIOfEeHNH Jie-
Tell ¢ HelpoduOpOMaTo30M B TIAaHE CBOECBPEMEHHOM
JUArHOCTUKH IVIAyKOMBI.
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OOMONHNTENbHAA NHO®OPMALUMUS

Bxiax aBTopoB. Bee aBTOpBI BHECHH CyNIECTBEHHBIN
BKJIaJ B Pa3pabOTKy KOHIEHIMU, MPOBEICHHE HMCCIEI0Ba-
HUSI ¥ TTIOATOTOBKY CTaThb, IIPOWIN U 0100pmin (PUHATBHYIO
BEPCHIO Tepe]] MyOnuKamuei.

Kongummkr nmHTepecoB. ABTOPBI JIEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX W IOTEHHIHUAIBHBIX KOH(JIMKTOB HMHTEPECOB,
CBSI3aHHBIX C MTyONUKaIMeld HaCTOSIICH CTaTbu.

HUcrouynnk ¢unancupoBanmus. Pabora BBINIONTHEHA
B paMKaxX TOCYJapCTBEHHOro 3ajaHust mno teme: «Paspa-
060TKa MaJOMHBA3MBHOW CHUCTEMBI HETPEPHIBHOM OICHKH
0MOMEXaHNYECKNX CBOMCTB KPAHMOCIHHAIBHOW CHCTEMBI
JIMKBOPOOOpAIIEHHsST 1 KOPKOBOH Tnephy3num».
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