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CNYYAU HENPODPUBEPOMATO3A | TUMNA C ACTPOLIMTOMOU
FONOBHOIO MO3IrA B MPAKTUKE NEOUATPA

T.H. Byykoea', H.WU. 3psiukur’, I'.U. Ye6omapeea’, O.B. TuxHeHkKo’

'oreoy BO «Capamosckull 2ocydapcmeeHHbIlU MedUUUHCKUL yHusepcumem um. B./. Paszymoeckoz0o»
MZUHucmepcmea 30pasooxpaHeHusi Poccutickol ®edepayuu,
I'Y3 «Capamosckasi 2opodckasi demckas 6onbHuya Ne 7»

AKTyanbHOCTb TeMbl 06yCNOBMNEHa HEQOCTAaTOMHOW MHCPOPMMPOBAHHOCTLIO Bpaye o Helipodmbpomarose, YTo NpuBoOaUT
K 3afepXKe NMOCTAHOBKW AMarHo3a M pa3BUTUIO OCNOXHEeHUW. [peacTaBneHbl AMarHOCTUYECKNE KpUTepun xapakTepHble
Ans JaHHoro 3aborneBaHusl, 0COBEHHOCTU KIMHWUYECKOTO TEYEHWS!, BO3MOXHbIE OCIOXHEHWS, METOAbI NEYEHNsl, OCOOEHHOCTM
avcnaHcepHoro HabnoaeHust. OnvcaHo knuHudeckoe HabrnogeHve criydas HelipodubpomaTtosa | Tmna ¢ acTpoumMToMOoNn
rofioBHOro Mo3ra. [inarHo3 Hepodmbpomatosa | Tuna (HPI) 6bin ycTaHoBNEH y nauneHTa B Bo3pacTe 4 neT 3 MecsiLeB.
Oc0b€eHHOCTBIO NPOSABNEHNIA AAHHOTO KIIMHUYECKOTO Cryyas SIBMsSeTCs OTCYTCTBME OTArOWEHHOCTN CEMEWHOro aHaMHesa;
CoYeTaHne KOXHbIX MPOSBMEHNIA, MHOXECTBEHHbIX NMOPaXXEHWA HEPBHOW CUCTEMBI, OCITOXXHUBLLUMXCS XPOHUYECKOW CybayparnsHOn
remMaToMom, SHAOKPUHHBIX HAPYLLEHUIA U BHEKOXHbIX NMPOSBIEHWI (rNasHble CUMNTOMbI, HApYLLEHWE CryXa U peyn); OTCYTCTBUE
CYLLECTBEHHOWN NOMOXMNTENBHON AMHAMMKW, HECMOTPS Ha HEOAHOKPATHO NPOBOAUMOE XMPYPrMYeckoe fedeHne U AnuTernbHYo
nonmoxmmmnoTepanmio. HecmMoTps Ha cTabunu3aumio KNMHUYECKUX MPOABMEHUA BOnesHn, y AaHHOro nauueHTa umeeTcs
HebNaronpuATHLIN NPOrHO3 C BO3MOXHbLIM MPOrpeccUpoBaHNEM MATONOrMYECcKoro npouecca. [Ans paHHero KnMHW4eCKoro
BblsiBNeHUsi 6onbHbix H®I, ¢ ucnonb3oBaHWeM Ansi 3TOM LEeNU [UarHOCTUYECKUX KpUTepUeB, PEeKOMEHAOBaHHbIX
MexayHapoaHbIM KOMUTETOM 3KCNEPTOB N0 HeMpoubpomaTosy, NPeeMCTBEHHOCTU BEAEHNA U NPOBEeAEHNS afeKBaTHbIX
Mep NEepPBUYHOW W BTOPUYHOW MPOMPUNAKTUKN OCNOXHEHMn HP| BaXHO 3HaHMe AaHHOW NaToriorMn Bpadamu NepBUYHOrO
3BeHa 3[paBOOXpaHeHus, BKMOYasd Bpayen-negnaTpoB, YYaCTKOBbLIX W CEMEWNHbLIX Bpayen, HEeBPOSoros, AepMaTorioros,
ohTanbMOonoroB 1 XMpypros.

Knrouesnslie crnosa: HelipochmbpomMaTos, AeTH, AMarHocTumKa.
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CASE OF NEUROFIBROMATOSIS TYPE | WITH ASTROCYTOMA
OF THE BRAIN IN THE PRACTICE OF PEDIATRICIAN
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'FSBEI HE «V.I. Razumovsky Saratov State Medical University»
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The relevance of the topic is due to insufficient awareness of doctors about neurofibromatosis, which leads to a delay
in diagnosis and the development of complications. The diagnostic criteria characteristic of this disease, features of the clinical
course, possible complications, methods of treatment, features of dispensary observation are described. A clinical case
of neurofibromatosis type | with astrocytoma of the brain is described. The diagnosis of neurofibromatosis type | (NFI) was
established in a patient aged 4 years 3 months. The peculiarity of the manifestations of this clinical case is the absence of
family history; the combination of cutaneous manifestations, multiple lesions of the nervous system, complicated by chronic
subdural hematoma, endocrine disorders and extra-cutaneous manifestations (eye symptoms, hearing and speech
disorders); the absence of significant positive dynamics despite repeated surgical treatment and long-term polyochemo-
therapy. Despite the stabilization of clinical manifestations of the disease, this patient has an unfavorable prognosis
with possible progression of the pathological process. For early clinical detection of patients with NFI, using for this purpose
diagnostic criteria recommended by the International Committee of experts on neurofibromatosis, continuity of management
and adequate measures of primary and secondary prevention of complications of NFI is important knowledge of this
pathology by primary health care physicians, including pediatricians, district and family doctors, neurologists, dermatologists,
ophthalmologists and surgeons.

Key words: neurofibromatosis, children, diagnostics.

Henpodpunbpomartos (HP) — Hacneacreen-
HOoe cucTeMHOe 3aboneBaHWe C XapaKTepHbIMU M3Me-
HEHUSIMW Ha KOXe, B HEPBHOW CUCTEME, COYETAIOLLIMMM-
CSl C aHOManuamu B ApyrMx opraHax U cuctemax Makpo-
opraHusMa, W npegpacnonarawloliee K pasBuUTUO
onyxonen y yenoseka [11, 12].

HewnpodunbpomaTos Il tuna (H®II) Bnepsble
onucaH B 1822 r. wotnaHgckum xupyprom Wishart.
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H® | Tuna (H®I) 6bin nsyveH B 1882 r. yyeHunkom Bup-
xoBa von Recklinghausen. B 1916 r. Cushing B cBoen
Hay4HoW paboTe obbeauHun 3Tu 3aborneBaHus NoA
obwum HasaHMem «bonesHb PeknuHrxayseHay.
OpHako nocne MorekynspHO-reHeTUYeCcKUX uccneao-
BaHWU (pe3ynbTaTbl ony6nukosaHbl B 1985 n 1987 rr.)
ObINK BbISIBMEHbI NMPUHUMNMANbHbIE OTNYKUS B MaTo-
reHese HB®I n HPIl n gokasaHo, 4TO 3TO COBEPLLEHHO




pa3Hble 3aboneBaHusi, Tpebyowne anddepeHumnpo-
BaHHOrO KrnnHM4Yeckoro noaxoaa [9].

OnwncaHo Bcero BocemMb TUMMOB Herpodmbpomato-
3a, OfHaKo B nocregHee Bpemsl GOMbLUMHCTBO U3 HUX
(kpome H®II) cumtatotcst abopTmBHbIMKM hopmamun HOI
N B Ka4yecTBE CaMOCTOSITENbHbIX abOpPTUBHBIX (POPM
He BblgenstoTcs [9].

H®I n HDIl aBnsaoTcs ayTOCOMHO-OOMUHAHTHBIMU
reHeTuyeckumun 3abonesaHusMu 0e3  Kakoro-nmoo
pacoBOro unu nornoBoro npeobnaganus. Mx nokycol
HaxoasTCs COOTBETCTBEHHO Ha xpomocomax 17911.2
n 22912.2 [9, 11 12]. PacnonoxeHHble 30eCb reHbl
KOOMPYIOT CUHTE3 CynpeccopoB OMyXOreBoro pocta
(6benkoB HerpodpubpomnHa ¥ MepnuHa), KoTopble
obecneynBaloT ANHAMUYECKUA KOHTPOIb KNETOYHOro
pocta. Haubonbluee 3HavyeHue 3TOT Genok umeet
B perynupoBaHuu nponudepaumm KrneTok Henpo-
aKTogepmMarnbHoro npovcxoxaenus [11, 12].

Mpy reHeTMyeckoM dedekte B COOTBETCTBYHOLLNX
XpOMOCOMax AMHaMWYecKoe paBHOBECUE perynsummn
pocTa cMeLLaeTcs B CTOPOHY nponudepaumm n BO3HW-
KaeT [obpoKaYeCcTBEHHbIN OMyxonesbIn pocT [9, 11].

[nsi yka3aHHbIX 3a6oneBaHui TUNMYHa BbICOKas
yacToTa CMOHTaHHLIX MyTauui, B pesynbTaTe 4ero
50 % KNUHUYECKMX CnyyaeB SABMSOTCS cnopagude-
ckumun. ObBa 3aboneBaHus xapakrepusytotcs 100%-n
NEHEeTPaHTHOCTLI0 M LWIMPOKON (DEHOTUNUYECKON
BapunabenbHoCcTblo. HPl goBONBHO pacnpoCcTpaHeH,
ero yacrota coctasndet npumepHo 1:3000. YacToTa
H®Il paBHsieTca 1:40000. Ona oboux COCTOSIHMM
XapakTepHa reHeTnyeckas Mo3amdHocTs [9, 11].

HenpodumnbpomaTtos | Tuna, unmn 6onesHb
PeknuHrxayseHa, OTHOCUTCS K rpynne gakomaTo3oB
(rpey. phakos — nsaTHO) 1 NpegcTaensiet cobon no-
nucucTtemMHoe 3abornesaHue, NpU KOTOPOM B naTo-
NOrn-4ecknin NpPoLLecc BOBMEKATCHA NEPBUYHO UMK
B pesynbTaTe OCMOXHeHuin nwbas cuctema wunu
opraH [9].

Henpodubpomatos | Tuna xapaktepusyeTcs
NPenMyLLECTBEHHO KOXHbBIMU MPOsIBNEHUsMU (runep-
NUrMEHTUPOBaHHLIMK Makynamu uBeTa kode ¢ Moro-
KOM, KOXHbIMW W MOAKOXHBIMW Henpodmbpomamu),
OnMyXxonsiMM HeBparbHbIX obonoyek (Herpodubpomsl),
rMMoMamMu 3pUTENBLHOro TpakTa 1 OPYrMMN HEMPOOHKO-
niormyeckumMn 3aboneBaHnaAMM, LENbIM PSOOM KOCTHbIX
aHOMarnun, KOTHUTUBHbIM AedULMTOM W MOBbILIEH-
HbIM PWCKOM OMyXONeBOro pocTa 3a npegenamu
HepBHOMN TkaHu [1, 4]. NMo3ToMy He Bbi3blBaeT COMHe-
HUS 3HaYMMOCTb paHHero BbisiBNeHNs 3aboneBaHus,
MCMNonb30BaHUs Afs 3TOM uUenu AnarHOCTUYECKMX
KpUTEpPUEB, pPEKOMEeHOOBaHHbIX MexayHapoaHbIM
KOMUTETOM 3KCNepToB MO HewpodumbpomaTtoasy,
B COOTBETCTBUM C KOTOpbIMM AuarHod H®I (knaccu-
yeckoro, nepudepnyeckoro, Cob6CTBEHHO 6onesHn
PeknuHrxayseHa) MOXeT ObITb NOCTaBMNEH NPU HANM4MK
y BOMbHOrO HEe MeHee AOBYX Creaylowmx MpU3HaKoB:
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He MeHee 5 NUrMEHTHbIX NATEH LIBETa KOhEe C MOSTOKOM
Avametpom Gonee 5 mm y geter oo nybepTaTtHoro
BO3pacTa M He MeHee 6 NsaTeH guameTpom Gonee
15 MM B noctnybeptaTtHoM Bo3pacTe; 2 unm Gonee
Henpodumbpom noboro Tmna unu 1 NNekcngopMHon
Henpodubpombl; Menkne MATHa Tuna BeCHYLUEK
B NOAMbBILLEYHbIX UM NaxoBbIX CKNagkax; agucnnasug
Kpblfia KIMHOBUAHOW KOCTU UMW BPOXOEHHOE MCTOH-
YeHue KOPTUKaNbHOro Cnost ANUHHBIX KOCTEN ¢ NceBao-
apTpo3oM unun 6e3 Hero; rmmomMa 3puUTeNbLHOIO HEPBa;
2 vinu 6onee y3enkoB Jlvwa Ha pagyxke npu uccneno-
BaHMWM C MOMOLLbIO LLENEeBOW Namrbl; Hanu4me y poa-
CTBEHHUKOB MepBon cteneHn pogctea HPI no tem xe
KpuTepusam [5].

CambiM paHHMM nposiBNneHvemM 3abonesaHus
ABNSATCA MUIMEHTHbIE MNSATHA KPYMHLIX pasMepos.
Y 6onblWMHCTBA BONbHBIX OHU MOABASAOTCA C poXae-
HUa, y 17 % pas3BuMBalOTCS K KOHLY NEepBOro roga
XW3HW, Yy ocTanbHblX — K 10 rogam. Menkune naTHa
TMNa BeCHyLLeK nosaBnsaTcs noxe. Camblil paHHUR
BO3pacT Hanuuus aToro npusHaka — 6 net. Ero
HabntogaloT y 42 % GonbHbIX 4o 10-neTHero Bo3pacTa,
a k20 rogam —y 96 % 6onbHbIX [1, 4, 5, 6, 9, 10].

B T0 ke Bpems nposisrieHnem 6onesHun PeknuHr-
xay3eHa MoXeT ObITb conuTapHasi KOXHas Henpo-
dunbpoma. MoaToMy BO BCcex criyqasx Herpodmbpom
HeobXoaAMMO KrMHU4Yeckoe obcnegoBaHWe poacTBeH-
HUKOB. TakoWn BaXKHbIN 4Ns1 OLEHKM TSHXKECTU U NporHo3a
3aboneBaHna NpusHak, kak nrnekcudopMHas Helpo-
pubpoma, otmedanu y 18 % 6onbHbIX. [NepBbiMK
cMMNTOMaMn ManurHuMsaumm asnaTca  BonesHew-
HOCTb 1 BbICTPOE yBENUYEHNE B pasmepax.

CrniyyaeB BO3HMKHOBEHUSI HeMpodubpom y 6ornb-
HbIX B BO3pacTe OO0 roga He 6bino; go 10-neTHero
BO3pacTa OHM BbisiBfeHbl Nuwb Y 30 % GOnbHbIX,
a Kk 20 ropam — y 70 %. Y 6onblnHCTBa 60MBHbIX
HelponbpoMbl MHOXXECTBEHHbIE. OTMeYaeTcsl Heoau-
HaKoBOE COOTHOLLEHMWE Y Pa3HbIX 6OMbHbBIX OCHOBHbLIX
KOXHbIX MpU3HaKkoB 3aboneBaHusi — MUIMEHTHbIX
NATEH LBeTa Koe C MOMOKOM, MEMKUX NUrMeHTaLunn
No TUMYy BECHYLUEK B KPYMHbIX CKragkax WU Henpo-
¢pubpom [1, 4, 5, 6, 9, 10].

BbigensaioT cnegyowmne KNuHUYeckue Bapuax-
Tbl HOI:

— C [OOMMHUpOBaHMEM Herpodumbpom n maro-
YUCIEHHLIMU MUTMEHTHLIMU NATHAMU;

— C NpPenMyLLECTBEHHBIMU MPOSIBIIEHUSIMU B BMAOE
KpynHbix (bonee 15 MM) NUIMEHTHBIX NSATEH U HEMHO-
rOMMCNEeHHbIMW, B OCHOBHOM MOAKOXHbIMWU, HEWpO-
hunbpomamu;

— C NUIMEHTHbIMW 3NIEMEHTaMu B BUAE paccesi-
HHBIX MO BCEMY KOXXHOMY MOKPOBY MENKWUX NSATEH TUNa
BECHYLLUEK B COYETaAHUWU C KPyMHbIMKM NATHaMu, 6e3
UNKn ¢ eANHUYHLIMKN Henpodubpomamu;

— CMeLllaHHbIR, Haubonee pacnpoCTpaHEeHHbIN
KNuHn4yeckuin sapuahr [1, 4, 5, 6, 10].
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C nNporHocTMYecKkon TOYKM 3peHud, Hambonee
GnaronpusATHBIM SIBNSIETCS BapuaHT C reHepanuso-
BaHHOW BecHyLl4aTocTblo. B aTon rpynne 60mbHbIX
HenponbpoMbl Yalle efuHUYHbIe, pa3BMBaOTCH,
Kak npaswno, nosgHo, nocrie 20 net, nnekcudopm-
HbIX Henpodnbpom B 3TOW rpynne He OTMeYaeTcs,
TaKke Kak MU YMCTBEHHOW OTCTaNoCTU U BblPaXKEHHbIX
HEBPOMOrMYECKUX HapyLUEHWA.

B rpynne c OOMWHMPOBAHMEM KPYMHbIX MUr-
MEHTHbIX NsATeH NoyTn y 50 % OGOmnbHbIX BbISIBASIOT
NNekcuopmHble HENPOGMOPOMBI, UMEIOLLNE MNOBbI-
LUEHHbIA PUCK O3roKayecTBrneHusi. MimeroTcs gaHHble
0 TOM, YTO MpuK Hann4umn y 6onbHoro Hempodmnbpoma-
TO30M GOMbLUIOrO MUIMEHTHOTO MATHA, NEpPeCceKatoLLEero
CPEOVHHYI0 NUHWI0 Tena, crnenyeT OblTb HAaCTOPOXEH-
HbIM B OTHOLUEHWUW MapacnuHanbHO PaCrONOXEHHbIX
nnekcngopMHbIX Heripodubpom [1, 4, 6, 9, 10].

Cpean BHEKOXHbBIX U3MEHEeHU Hambornee 4acTo
BCTpeYaloTCcH rnasHble 1 KocTHble. OCHOBHbIMU O~
TanbMOMOrMYECKMMUN NPU3HaKaMu SBNSATCA Y3erKu
JInwa, obHapyxeHHble y 77 % GonbHbIX. VX nosene-
HMe NpPOUCXOOWUT MNO34HEE MUIMEHTHbIX MATEH, HO
3HAYUTENBHO paHbLUe Helipodmbpombl. Y 2,9 % nauw-
€HTOB BbISABMSAIOT MMNMOMY 3PUTENBLHOIO HepBa, y 26 %
MauueHTOB OTMEYalT CHWXKEHWE OCTPOTbl 3pEHUs
pasHou cTteneHn, y 8 % — kocornasue, y 5,8 % — nTos3.

W3 ppyrmx opraHoB 1 cuctem Hambonee nopaxeH-
HON ABMAeTCA HepBHasd cuctema. YacTble ronosHble
6onn pasnMYHON MHTEHCUBHOCTUM OTMeYeHbl Y 37 %
naumneHToB. Y 24 % naumeHTOB BbIABMASAOT rMNepTeH-
3MOHHO-TnapoLedanbHbii cuHgpoMm, y 3 % — cyno-
POXHbIN cMHAPOM. OTMeYeHbl Takke TakMe U3MeHe-
HUS, KaK CHWKEHWE Criyxa, An3apTpusi, KOCHOSA3bIYME,
HapyLlleHHas KOOpAMHALMSA OBWKEHWUNA. Y HEKOTOPbIX
GOnNbHbBIX BbIABNEHO OTCTaBaHWE B YMCTBEHHOM pas-
Butum [1, 4, 6, 9, 10].

Mpu npoBegeHnn anekTpoaHuedanorpacgpumn
naTonornyeckne n3ameHeHust 6oinn obHapyxeHbl B 60 %
crny4vaeB, MUHUManbHble — B 16 %. Npu komnbloTep-
HOM TOMoOrpacum rofioBHOTO MO3ra U 3pUTENbHbIX
HepBoB Y 16 % GonbHbIX 0BHapyeHbl Hecrneumduyec-
kne HapyweHus, y 50 % — natonoruyeckue, BKoYas
rMMomy 3puTENbHOro HepBa.

M3 3HOOKPWMHHBLIX HapylleHuih — yBenu4yeHue
LWNTOBUAHON >xemnes3bl pasHow cTeneHu. Habnto-
[aeTcs Takke MopaxeHue cepaeyHo-cocyaucTon
CUCTEMbI M OPraHoB >XeNyAOYHO-KULLIEYHOro TpakTa
n novek [1, 4, 6, 9, 10].

TskecTb TeyeHuss HOPI onpegensietca Hanwu-
YMem Takux CUMMNTOMOB, Kak nnekcnudopmHas
Henpodubpoma; onyxonm UeHTparbHON HEPBHON
CUCTEMBI, B YAaCTHOCTU [MIMOMbI 3PUTENBHOIO HEPBA;
TshKenbIx hOpM CKOMNMosa, nceBgoapTpo3a, yMCTBEH-
HOM OTCTanoCTM M HEKOTOPbIX APYIMX OCIOXHEHWUN,
ocobeHHo ManurHusauuu. C noBbILLEHHOW 4acTo-
TOW pernctpupytotca eoxpomountomsl. MNpuumHon
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CMepTn BONLHOro MOXET CTaTb HapyLUeHUe NUKBOPO-
obpalleHnst Npy nokanusaumm Hempodubpom B ronos-
HoM moare [13].

Henpodmbpomatos saABnsieTcss nporpeccupyto-
WwmmMm 3abornesaHnem, NO3TOMY CUMMTOMbI NaTONOrMn
CO BpeMeHeM ByayT yxyawatbes. JIMwb y HEKOTOPbIX
nogen nNpusHakn B60nes3Hu ocTalTcAa HEU3MEHHbIMU
Ha MNPOTSXKEHUUM JOMroro BpemMeHu. Xog TeuveHus
GonesHn ONA KOHKPETHOro nauueHTa npenckasatb
TPyOHO, Y 6onblMHCTBA GOMbHBIX C TeYeHWeM Bpe-
MEHW OTMEYalTCs CMMNTOMbI CpegHen unu ymepes-
Hon TsxkecTn. Henpodmbpoma nog wvnu Ha Koxe
CO BpemeHeM MoXeT yBenudmsatbes [10, 11].

MpeHaTtanbHaa puarHoctuka H®PI nposoautcs
B Cryyasix BblABrieHUs 60mMbHbIX (MM 6eccrmnTom-
HbIX / ManoOCUMMTOMHbIX HOCUTENEW NaTonorM4eckoro
reHa) pogutenen. [Ana paHHero KrMHUYECKOro BblisiB-
nexus 6onbHbIX HPI 1 nx gucnaHcepusauumn, npeem-
CTBEHHOCTW BEAEHNSA N NPOBEAEHUSI aeKBaATHbIX Mep
NepBUYHON N BTOPUYHOW MPOUNAKTUKN OCITIOXKHEHUI
H®| BaHO MoOBbLIWEHWE YPOBHSA npodeccnoHanb-
HOWM NOAroTOBKM Bpayewn nepBUYHOro (ambynaTopHo-
NOMUKITMHNYECKOrO) 3BEHa 34paBOOXPaHEHUs, BKITHO-
Yas Bpadven (nNeguaTpoB, YYACTKOBbIX U CEMENHbIX
Bpayen, HeBPOroros, AepMaTonoros, odTarnbMoro-
roB, XMpPyproB, HENPOXMPYProB U Ap.) U CpeaHero
MeAULNHCKOro nepcoHana (MaTpoHaXKHbIX U y4acTKo-
BbIX MeauumHCkMX cectep). Mpy BbiBNeHUn mnobbix
NPU3HAKoB poCTa UMW U3MEHEHUS LBeTa, NNOTHOCTH
HENPOoUOPOM Ha KOXe MNU Npu yBENUYEHUN pasMe-
pOB NekcUOPMHbIX HeMporbpom nunu onyxonewn
LIHC nokasaHa kOHCynbTauWs OHKOMora B YpreHTHOM
nopsgke [13].

OcnoxHeHnsa pasHoobpasHbl NO  XapakTepy
N BKMIOYaOT: CrenoTy BCMeAcTBME OMyxonen 3pu-
TenbHbIX HEPBOB (Yalle OMNTUYECKUX FNUOM); 3nokKa-
YecTBEHHyl TpaHcdopmauunio  (ManurHusauuio)
onyxornen, yawe onyxonen LUHC n nnekcmdpopMHbIx
Henpodnbpom; pa3sutme eoxXpoMOLUTOMbI C CUMII-
TOMaTUYEeCKON 3MOKa4yeCTBEHHOM apTepuanbHown
rmnepTeHsnen [12]; acceHuManbHyl0 apTepuarnbHyo
rMNepTeH3nio (4actoe OCNOXKHEHUE, MOXET pa3BUTbCH
B ntobom Bo3pacTe) [12]; cTeHO3 nodeyHon apTepum
N KoapKTaLuuio aopTbl, CBA3aHHbIE CO ChneLndUYHbIM
ana H®l sBackynutom; HdOIl-accounmnpoBaHHyto Backy-
1ionaTuio C NOPaXXeHWEM KOPOHapHbIX U LiepebpanbHbIX
apTepuii (cepbesHoe Unu gaxe dartanbHOe OCMOXHe-
HUe); CHWKeHue (noTeps) YHKUMM nepudepudeckmnx
HEepBOB 3a CYET AMUTENbHOro cAaBNeHUs onyxons-
MU (KOMNPECCUOHHasa HeBponaTud); KocMeTUyeckme
AedekTol BCNeacTBME pPacnonoXeHus onyxonen
Ha NuUUe M OTKPbITbIX y4YacTKax KOXu, B TOM u4ucne
B MecCTax MOCTOSAHHOW MWKpOTpaBMaTu3aumu; aedop-
Mauuss uW/unu naTtonorndyeckme nepenombl KocTeun
KOHEYHOCTEN; CKOMNMo3 (Kkndgpockonuos) u gedopmaums
rpygHom knetkm [2, 3, 7, 8, 12].




Moatomy B nNpeaynpexaeHun OCMOXHEHUN
3aboneBaHNs O4YeHb BaXXHbl PaHHAS AMarHoCTUKa
HevipodubpomaTtosa, gucnaHcepHoe HabnwogeHue
3a 6onbHbIMK (C NpuBReYeHnem ansa obcnenoBaHUs
B NepBylo odepedb Takux CneuuanunctoB, Kak HEBPO-
naTomnor, OKyNWCT, TpaBMaTonor-opTones, 3HAOKPUHO-
nor, neauaTp), NepuoaudecKUin KOHTpOrnb Haunbornee
nopaxxaemblX OpraHoB U CUCTEM AN CBOEBPEMEHHOIO
0BHapy>XeHUs1 1 NeYyeHns NaTonoruu.

JleyeHne GonbHbIX C Helipodubpomamu, KoTopble
CTanwm 3rnoKa4yecTBEHHbIMU, MOXET BKIOYATb XUPYPIUIO,
ob6ny4deHne n xummotepanuio. Takke AaHHble METOAbI
MOryT MCNOMb30BaTbCs ANA YMEHbLUEHUs pa3mepa
MMOM 3pUTENBHOMO HEPBA M KOHTPONst bonesHn. Heko-
TOpble KOCTHblE aHOMarnuu, TakMe Kak CKOMNuMo3, MOryT
ObITb UCNpaBNeHbl XMPYpPruyeckum nyTem [4].

JleyeHne gpyrmx COCTOSHWN, CBA3AHHLIX C HEMPO-
nbpomato3oM, HanpasfeHO Ha YynpaBneHne wnu
obrnieryeHne cumntomoB. onoBHas 6onb 1 cygoporu
rieyaTtcs ¢ NOMOLLIbIO NekapcTB. [eTu ¢ AaHHOM naTono-
rMer MMeKT BbICOKUA PUCK MOMyYEeHUs VMHBaNWaHO-
CTW, MOSTOMY OHW OOSKHbI MPOXOAWTb T ATENbHOE
HeBponoruyeckoe obcnegoBaHne nepes NocTyneHw-
€M B LLUKOMyY, a Takke TeCTbl Ans OLEeHKN BepbanbHbIX
N MPOCTPAHCTBEHHbIX HaBbIKOB [4].

LENb PABOTbI

Ol'lpep.eJ'IMTb OnarHoCTn4ecKkne Kputepum n Xxapak-
Tep TeYeHusd H® ans paHHero KnnMHM4eckoro BbisABIe-
HUS TaknUX BOMbHbIX.

METOOUWKA UCCITEAOBAHUA

MpoBeneHo KnuHUYeckoe HabnogeHwe. MauneHT
Apmem P. [Jata poxgeHua 19.11.2012 r. PoxgaeH
oT 2- 6epemeHHOCTM (nepBass GepeMeHHOCTb —
MeauUnHckun abopT) Ha poHe yrposbl NpepbiBaHus
n aHemmun. Matb Rh(-), otey, Rh(+) 6e3 Tutpa aHTuten.
Pogbi | cpouHble B 39 Hegenb. B pogax uepebpanbHas
nwemuns | cteneHu, kedanorematoMma npaBon TEMEH-
Hon obnactu. Macca tena npu poxgeHun 3500 r,
anvHa 53 cM. OueHka no wkane Anrap 7—-8 6annos.

PaHHee dm3nveckoe 1 NCUXOMOTOPHOE pasBUTME
COOTBETCTBOBANo Bo3pacTty. BckapmnueaHue rpyoHoe
4o 1 roga, npvkopm no Bo3pacTy. Habnogancsa HeBpo-
FIOrOM C AMarHo3oM: nepuHaTtarnbHas 3Huedanonarms,
CUHAOPOM TOHYCHbIX HapyweHui. NpuBut no Hauuo-
HanbHOMY KaneHgapto. OPBU 2-3 pasa B rog. Cemei-
HbIi aHAMHE3 HE OTHATOLLIEH.

Mocne tpaBmbl 30.01.2017 r. B BO3pacTe 4 net
2 mecsueB pebeHOK yaapuncs rorioBol, CO3HaHUA
He TepsAn, yTpoOM cregyowero AHA BO3HMKMNA OfHO-
KpaTHasi psoTa. K Bpayy He obpalanucb, camouyB-
CTBME He cTpagano. Yepes 2 Hegenu nosiBUNUCH
Xanobbl Ha rofnoBHy 60Mb M TFOMOBOKPYXEHUe.
O6patunuce Kk HeBponaTtonory, Obina npoBefeHa

koMnbloTepHas Tomorpadusa (KT) ronosHoro Moara,
BbISIBNIEHbl MPU3HAKN CynpauennsipHoro oobeMHOoro
obpasoBaHusA cnpasa, rugpouedansHbii CUHAPOM.
02.03.2017 r. npoBegeHa MarHUTHO-pe30OHaHCHas
Tomorpadua ¢ koHtpactom (MPT+KY) ronosHoOro
Mo3ra, obHapy>keHa Oornyxofb XuasMbl U 3pUTENbHbIX
TPaKTOB, OKKITHO3UBHasA rugpouedanus.

07.04.2017 r. rocnutanusuposaH B ®IrAY «HMWAL|
Henpoxupyprum umexHn akagemuka H.H. BypaoeHko»
Munsgpasa Poccuu, r. Mocksa. Npu ocmoTpe guarHo-
CTUPOBaHbl eAMHNYHbIE MATHA LBETa Kode ¢ MOMOKOM
pasvepoM 3-5 MM Ha rpyaum, >XuBOTe, NPUNOAHUMa0-
Lmeca Hag noBepxHocTbio Koxu. MNpu MPT obcneno-
BaHUM ObOHapyxeHbl 06beMHble 0bpa3oBaHusa Hazanb-
HbIX OTAENOB CrpaBa, IeBOro MUHAaneBnaHoro Tena,
3pUTErbHBIX HEPBOB U XMa3Mbl, U CTPYKTYPHbIE M3Me-
HeHUs nonyLwapun Mo3xeyka, BepoATHO, MMNOMbI.

OnepuposaH 12.04.2017 r. B 4 roga 5 mecs-
ueB, NpomsBefeHO YacTUYHOe yaareHue Onyxosnu
npaBoro 3putenbHoro Gyrpa ¢ anekTpodmsnonoru-
YecKkMM KOHTponem. [ucrtonormyeckoe uccnegosa-
Hue ot 19.04.2017 r. — nunougHas acTpoumToma
WHO Grade |. lNocneonepaunoHHbIn nepnog npote-
kan 6e3 oCnoXHeHUn, HapacTaHne HeBPOOrMYECKON
CUMNTOMAaTUKN He Habnganocs.

B 4 roga 9 mecsaueB 0TMEYEHO NporpeccmpoBa-
HMe MblleYHOW cnabocTn Gonblue crneBa, CHUXeHne
OCTPOThl 3pPEHUS, NOSBNEHNE MHOXECTBEHHbIX NATEH
uBeTa koge ¢ monokom. B ceHTs6pe 2017 r. Npu KOH-
Tporie MPT BbISiIBNEH POCT OMyXonu nNpaBoro 3pu-
TenbHoro Gyrpa.

30.10.2017 r. NOBTOPHO rocCNUTaNM3MpPOBaH
B ®rAY «HMWUH nmeHn akagemunka H.H. BypaeHko»
MwuHsgpaBa Poccuu, r. MockBa. KoHcynbTupoBaH
3HOOKpUHoONorom: Bec — 28,8 kr, poct — 122 cm,
TECTUKYNbl — 4 M. FOPMOHbLI KPOBU: NIOTENHU3NPYIO-
wwmi (J1rN) — 0,09 MME/n, chonnukynoctuMynupyoLLunia
(®CIN) — 1,89 MME/n, TectocTtepoH — 0,419 Hmonb/n.
KocTHbIN BO3pacT cooTBeTcTBOBan 5 rogam. [inarHos:
MpexgeBpemMeHHoe nonosoe passuTue. PekomeHOo-
BaHO AuHaMuyeckoe HabnogeHme.

Mpun MPT ronosHoro mosra 6e3 n ¢ KY ot
31.10.2017 r. B obnactu xmasmbl onpenensanunco
2 obpasoBaHusa pasmepoMm 14 x 9.8 n 12 x 8,5 mm,
KOTOpble HEeOoOHOPOOHO HakannuBanu KOHTpacTHoe
BewlecTBo. 1o cpaBHeHnto ¢ MPT ot 02.03.2017 .
pasMepbl obpasoBaHWsi yMeHbluMnucb. B obnactu
GasanbHbIX s4ep cnpaBa onpegensnocb obpasosa-
Hue pasmepamn 23 x 18 x 23,5 MM, B AnHamuke
pasmepbl 06pasoBaHUs yMeHbLMnucb. B npoekunm
npaBoM HOXKW Mo3ra onpegensnocs obpasoBaHue
pasMmepamm 22 x 22 x 23,5 MM, pa3Mmepbl B AUHaAMUKE
yBenuiunuce. B HagrunnokomnansHom obnactu cnesa
onpeaensaAnocb 30Ha MOBLILWEHHOrO CurHana pas-
mepamn 18,5 x 17,5 x 23,3 MM, B AUHAMUKe pas-
Mepbl YBENMUYUIUCH.
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24.10.2017 r. ocmoTpeH okynuctom: OD-0,015,
08S-0,07; yacTnyHas atpodus 3pUTENbHBLIX HEPBOB,
aHu3oKopusl, cxoasleecss COAPYXeCTBEHHOE KOCO-
rnasve, crnabocTb KOHBEPreHumm.

01.11.2017 r. NOBTOPHO KOHCYNbTMPOBaH
HEPOOHKOMNOroM, 3aKkryYeHne: ¢ y4eTOM YCTaHOB-
NEeHHOro AmarHosa v nokanusauumum Onyxonu, CHU-
XKEHUA 3pUTenbHbIX PYHKUMIA peKoMeHA0BaHO Mpo-
BedeHue nonuxumuotepanuun (MXT): kapbonnaTtuH
550 Mr/M* 1 BUHKPUCTUKH 1,5 mr/m® 1 pa3 B 7-10 gHen
ONUTENBHO.

08.11.2017 r. Habnoganoch yxyaLeHne cocTos-
HWs1 B BUAE HapacTaHusi cnabocTu B NeBbIX KOHEY-
HocTAX, obwen cnabocTn, MNOSIBMEHUE TOMNOBHbIX
bonen — gaHHaa cumnTomMaTMKa MosiBUNacb OCTPO
nocne npbbkkoB Ha 6GatyTe, Obina HasHavyeHa
pernapartaumoHHass Tepanus. Ha d¢oHe neveHus
OTMEYEHO yXyAlleHne COCTOsIHUA: ronoBHast 60onb,
CHWXEHWEe YPOBHS CO3HaHWUSA, FEBOCTOPOHHUI
remMunapes, yBenuyeHwe CTeneHu arakcuu, yxya-
WeHne 3peHus, HapyweHune rmotaHua. Ha MPT ot
08.12.2017 r. — yBenu4eHne onyxonu npasoro 3pu-
TenbHoro Oyrpa, HapacTaHue OKKIH3UOHHOW rna-
pouedanuu, € npusHakamn rpybor komnpeccuu
TPETbEero Xenyaouka.

25.12.2017 r. npoBedeHO ypaneHue Onyxonu
NpPaBoO HOXKW CpedHEero mosra ¢ (pr3nonorn4ecknm
MOHWUTOPWHIOM. MCTONOrMYeckn — MUNouaHas acTpo-
umtoma WHO Grade |. B nocneonepauMoHHOM ne-
puoge CoCTodAHWe cTaburnbHoOe, HegoCTaTOYHOCTb
n. oculomotorius cnpasa, napes3 n. facialis cnesa,
ncesnobynebapHasa cumnTomMaTuka.

PekomeHaoBaHO NpogonmXntb
Tepanuio.

B 5 net 4 mecdua coCTosiHME BHOBb YXyALUW-
nock: crann 6onee BblpaXeHbl MPOSABEHUS NEBO-
CTOPOHHEro remunapesa, ogHokpaTHas pBoTa, ycu-
neHue ronosHonM 6onm — paHHaa cuMmnTOMaTMKa
nosiBunacb OCTPO, MOCMe TMpbbKKOB Ha OGaTyTe.
MpoBogunacb koHCepBaTMBHas AervapaTauuoHHas
Tepanus. YnydweHus He otMevanoch. Mpu KoHTpone
MPT ronoBHoro mosra BbiiBNeHa cybaypanbHas
rematoma B npaBoVi NOGHO-BUCOYHO-TEMEHHOM Obna-
CTU C KOMMpEeccuen npunexawimx OTAENnoB Moasra.
KoHCcynbTMpoBaH HEWpOXMpYproM, AuarHo3: XPOHU-
Yyeckas cybgypanbHad rematoma cripaBa, pekoMeH-
A0BaHO onepaTUBHOE fneYeHue.

20.03.2018 r. BbINONHEHa KOCTHO-NNacTnyeckas
TpenaHauus vepena crnpaea, C yaaneHWem XpoHuye-
ckon cybayparnbHoOn remaToMmsl.

Mocne npoBegeHna onepauunm COCTOSIHUE
He ynydwwunocb. OTMevanachk AM3apTpusl, acCUMMET-
pvs nuua (CrnaXkeHHOCTb NEBON HOCOTyBHOW cKnagkw,
onyLlieHve neBoro yrna pra, orpaHnyeHue ero mno-
OBWKHOCTW; NTO3 BEPXHEro Beka cnpasa), Mvapuas,
aHusokopusa (O] > OS), orpaHuveHue ABUXEHUSA
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rnasHbix A6n0k BBepX, BNpaBO, BNEBO; CHWXEHWEe
MbILLEYHON Cunbl Ha (QOHE MOBbLILIEHUS] MbILLEYHOTO
TOHyca creBa; orpaHuyeHune obbemMa aKTUBHbIX
OBWXEHUN B NEBbIX KOHEYHOCTAX, Oonblue B pyKe;
MOBbILLEHNE MEPUOCTASTBHBIX U CYXOXMUIbHBIX pedrek-
coB S > D; koopauHaTopHble npobbl HeyooBNeTBOpu-
TenbHble creBa; atakeusi. KoXHbIe MOKPOBbI CO MHOXe-
CTBEHHbIMW NSATHAMM LiBETa KOhEe C MOJTOKOM.

04.04.2018 r. BbIABNEHO 3HayYUTENbHOE YyBe-
nuM4yeHne nokasatenen ropmMoHarnbHOro npodguns:
Jr — 2,7 mME/n, ®CI — 8,6 MME/n, TectocTepoH —
7,4 umonb/n. KocTHeln Bo3pacT — 7—7,5 net. lNpose-
OeHa npoba ¢ gndepenvHoM, BbiCokMe nogbembl J1IT
cBuageTenbcTBOBannM o nybepTtaTHOM Xxapaktepe
roHagoTPOMHOM CEeKpeLMn; MakcuManbHbIA BblIGpoC
JII = 23 mME/mn, ®CIN — 24 mME/mn. MNonosoe pas-
BUTUE NO TaHHepy: TecTukynbl — 6 mMn. Bec — 29,2 «r,
pocT — 123 cM. AuarHos: E30.1 LieHTpansHoe npexae-
BpEeMEHHOe MNoroBoe pa3BuTHe.

PE3YJIbTATbI UCCIIEAOBAHUA
N NX OBCYXAEHUE

HAunarHo3: OcHoBHom: C71.8. MNunovgHas acTpo-
uuTomMa XxmasMmbl U 3puTenbHbIX TpakToB. CocTosiHMe
Nocrne YacTUYHOro yaarneHus Onyxosu NpaBo HOXKM
cpegHero Mosra (12.04.2017). MNpoaomkeHHbIA pocT
onyxonu. CoctosiHme nocne MXT.

CocTositHne nocne yganeHust onyxonu npaBou
HOXKM CpefHero mMmosra ¢ ou3nonornyecknMm MOHUTO-
puHrom (25.12.2017). CoctosiHne nocne MXT.

CocTosiHME nocre onepaTMBHOIO fneyeHus
Nno MOBOAY XPOHWYecKkon cybaypanbHOW reMaToMmbl
cnpaBa, OCMOXHEHHOW AMCNOKALMOHHBIM CUHAPOMOM
(20.03.2018 r.). CocTosHMe B npouecce INMXT.

OcnoxHeHus: YactuyHaa atpodus OUCKOB 3pu-
TenbHbIX HepBOB. AHM3oKopusi. Cxopslleecs cogpy-
XecTBeHHoe kocornasve. CnabocTb KOHBEPreHUmn.

Mape3 nuueBoro HepBa cnesa. JIeBOCTOPOHHMI
remmnapes. OKkNo3MoHHas ruapouedanms.

ConyTtcTtBylowme 3aboneBaHus: [lpexaespe-
MEHHOE MOroBOe pa3BUTUE, U30CEKCyanbHOe, LieH-
TPanbHOrO reHesa. JK30reHHO-KOHCTUTYLIMOHArNbHOE
oXxupeHve 1 ctenexu.

®doHoBLIN gnarHos: HerpodunbpomaTtos | Tmna
(6onesHb PeknuHrxayseHa).

B 5 net 10 MecaueB Ha (hoHe nedeHns npu npo-
BEEHUM KOHTPOIbHbIX UCCINENOBaHUA BbISIBIIEHO CHU-
XXEHWe nokasartenen ropmoHanbHoro npodcounga JII —
0,4 mME/n (6bino 2,7), TectoctepoH — 1,0 HMonb/J1
(6bIro 7,4). MPT-kapTuHa rornoBHOrO Mo3ra, HECMOTpPS
Ha nocTosiHHO nposogumyto MXT, npeTepnena HesHa-
yYnTENbHbIE W3MEHEHMWS: HEKOTOPOE YMEHbLUEHWe
pa3MepoB obpa3oBaHus B 6asanbHbIX sigpax crpaea,
coxpaHunuce obbemHble obpasoBaHus B obnacTtu
XMa3mbl 3pUTENbHBIX TPaKTOB HagrvnmnokamnanbHON
0obracTui 1 NpaBon HOXKN CPedHero moasra.




B 6 neT B CBA3M C annepruyeckon peakumen Ha
kapbonnacTtuH pekomeHngoBaHo npoeecty 10 LMKNOB
MXT no npotokony SIOP LGG 2004 (epcusi 2010)
npenapaTtamu;

— BUMHKpUCTUH 1,5 MF/MZ;

— umcnnatuH 30 MF/MZ;

— uvmknodocdhamug 1500 mr/m>.

C Hosa6pa 2018 r. nony4yaeT andepenuH 3,75 mr
1 pa3 B 4 Hegenu nubo 11, 25 mr 1 pas B 12 Hepenb,
ONUTENbHO, MOCTOSIHHO.

Ho 7 net 4 mecsaues nonyyun 9 kypcos IMXT
2- nuHuK. MNpu KoMNnekcHoM obcrneaoBaHMM AaH-
HbIX 3@ MNPOAOSMKEHHbIN POCT M AUCCEMEHALMIO
onyxonu He BbigBneHo. AMPT ronosHoro moasra
ot 07.11.2019 r. cBupgeTenbcTByeT 006 yMeHbLUe-
HUM pa3mepoB o6beMHbIX obpasoBaHui B obnacTtu
xuasmbl (cnpasa — 7,0 x 7,0 x 2,0 mm, cneea —
8,0 x 11,0 x 7,0 mm). OhTanbMonornieckmin 1 HeBpo-
noruyeckuin ctatyc 6e3 oTpuuatenbHOW OUHAMMKN.
OTmevaeTcsa cTabunmsauus KIMHUYECKUX MposiB-
neHun 6onesHn. C yyetom 0b6beM npoBedeHHON
Tepanuu n AOCTUTHYTOro addekTa pekoMeHa0BaHo
nevyeHne 3aBeplNTb M NPOBOAUTL AUHAMUYECKOE
HabniogeHmne.

3AKIIOYEHUE

OCobBeHHOCTBIO NPOSABMEHUIA AAHHOIO KNUHUYe-
CKOro cryvasi siBfisieTca OTCYTCTBME OTArOLEHHOCTU
CEMENHOro aHaMHe3a; CoYeTaHMe KOXHbIX nposiBne-
HUN, MHOXECTBEHHbIX MOPaXeHWUA HEPBHOW CUCTe-
Mbl, OCNOXHMBLLUNXCA XPOHMYECKON CcybaypanbHON
reMaToMON, SHAOKPWHHBLIX HapyLEeHUN U BHEKOX-
HbIX NPOSABNEHUN (FNasHble CMMNTOMbI, HapyLleHne
cnyxa v peymn); OTCyTCTBME CYLLECTBEHHOW MOMOXMK-
TENbHOW AWHAMUKW, HECMOTPSA Ha HEeOAHOKpaTHO
NPOBOAUMOE XMPYpPruveckoe rnevyeHne u OnuTenb-
HYI0 nonnoxmMmuoTepanuto. HecmoTpsa Ha cTabunu-
3aLM0 KIMHUYECKUX NPOosiBrieHNn 6onesHu, y AaHHO-
ro nauymeHTa mmeetcsa HebNaronpuATHbIN MPOrHo3
C BO3MOXHbIM MporpeccMpoBaHnemM naTtonoruye-
CKOro npowecca.

[na paHHero KnMHU4Yeckoro BbisiBNeHUs 60nb-
HbIX H®I, ¢ ncnonb3oBaHnem Anga 3Ton LEenu gnarHo-
CTUYECKUX KpuUTepueB, pekoMeHaoBaHHbIx Mexay-
HapoAHbIM KOMUTETOM 3KCNepTOB MO Henpodumbpo-
MaTo3y, NPEeeMCTBEHHOCTU BEAEHUS U MpOBeAEHUsI
afeKkBaTHbIX Mep MNEepPBUYHON U BTOPUYHOW MNpodun-
NakTUKKM ocnoxHeHun HOP| BakHO 3HaHME OaHHOWM
naTonorum BpayYamy MNepBUYHOro 3BEHa 34paBo-
OXpaHeHus1, BKINOYasa Bpaden-negmaTpoB, y4acTKOBbIX
N CeMeWHbIX Bpayen, HEeBPONOroB, OEePMaTorioros,
0P TanbMOIOroB 1 XMpPypros.
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