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AHHOTauusa. Henpodunbpomatos npenctaBnseT cobON KOMMMeKcHoe 3aboneBaHue reHeTMYecKkon npupopbl C
MHOXECTBOM CMMMNTOMOB Y 3HAauUTESIbHON GeHOoTUNUYECKoW BaprabenbHOCTbI0. Hanbonee TaXenbim ABRAeTCA
BTOpOM TuN HelpodubpomaTosa. OH xapakTeprsyeTca pa3BUTMEM OMyXOsiel LEeHTPaNbHON 1 nepudepuryeckon
HepBHOWN cucTembl. B cTaTbe onmcaH KAMHWYECKU cnyyain HepodmbpomaTtosa BTOporo Tuna. [uarHocTuka u
neyeHue 3Toro 3abonesaHunsA TPebyeT KOMMIEKCHOrO MybTUANCLMIIMHAPHOMO NoAxoda.

KnioueBble cnoBa: HelpodubpomMaTos BTOPOro TWMa, KIMHWYECKUN Ciydyald, CUMMATOMBbI, deHOoTUNrnYecKas

BapVIa6eﬂbHOCTb, ANarHoCTnKa n ne4vyeHue.

Henpodunbpomatos (HO) npepcraBnsaer co-
601 rpynny HacneaCcTBEHHbIX 3a60NeBaHN C Xa-
PaKTePHbIMI NaTONOrNYECKUMIN M3MEHEHUAMM
Ha KOXe, B HEPBHOW CUCTEME, YaCTO B COMETaHMM
C aHOManMAMN B APYrMx opraHax v cMCTeMax.
B nutepatype H® stoporo tuna (HO 2) Bnep-
Bble onncaH B 1822 r. WOTNAHACKUM X1PYProm
N.H.Yncxaptom. HO nepsoro tnna (HO 1) 6bin
n3yyeH B 1882r. yueHnkom ®.[1.Bupxosa — poH
PeknuHrxayseHom. B 1916 r. X.KywuHr B Hayu-
Hon paboTe ob6beguHWMN 3TK 3aboneBaHMA NMoj
o6LWMM Ha3BaHUeM «bonesHb PeknuHrxayseHa.
OpHako nocne MonekynApHoO-reHeTUYeCKnx 1c-
cnefoBaHui (pe3ynbTaTtbl ony6nMKoBaHbl B 1985
1 1987 rr.) 6binn BbIABNEHbI NPUHLMUMNNANbHbIE
otnnumsa B natoreHese HO 1 n HO 2 n gokasaHo,
YTO 3TO COBEPLUEHHO pPa3Hble COCTOAHNUA, TPeby-
owmre andppepeHUNpPOBaHHOIO KIMHNYECKOro
noaxopa [1-51.

B nutepaType BblgeNneHo 1 OnMcaHo BOCEMb
KINUHMKO-MOPQONIOrnyecknx TMNoB Henpoodu-
6pomartosa:

- Helpodunbpomatos nepsoro tmna (HO 1)
n HenpodpnbpomaTo3 BToporo Tnna (HO 2) as-
NATCA ayTOCOMHO-AOMUHAHTHBIMW FreHeTunye-
CKMMM 3a6oneBaHNsAMN 6e3 Kakoro-nmbo paco-
BOrO UK NOI0BOro npeobnaganusa. x nokycol
Haxo[ATCA COOTBETCTBEHHO Ha XPOMOCOMax
17911.2 n 22qg12.2. PacnonoxeHHble 3[ecb
reHbl KOAMPYIOT CUHTE3 CYyNnpeccopoB OMyxoJe-
BOro pocTa (6enkoB HenpopubpommnHa n mep-
NNHA), KOTOpble 0becrneynBaoT AMHAMUYECKNI
KOHTPOJIb KJNleToyHoro pocTta [6]. Hanbonbliee
3HaueHue 3TOT 6eNOK UMeEeT B PErynnpoBaHn
nponudepaLmm KNeToK HenposKToaepMarb-
Horo npowucxoxgeHua [4, 7]. MMpu reHetnue-
CKOM JedeKTe B COOTBETCTBYHOLUX XPOMOCO-
Max AMHamMnyecKoe paBHOBecMe perynauuu
poCTa CMeLLaeTcA B CTOPOHY nponudepaunn u
BO3HMKAeT [OOPOKAYECTBEHHDIN OMYyXONeBbIN
pocT [6]. InAa yKa3aHHbIX 3aboneBaHnin TUNnY-

Ha BbICOKAA YacTOTa CMOHTAHHbIX MyTauun, B
pesynbtate yero 50 % KNMHWYECKNX ciy4yaeB
ABnatoTca cnopagunyeckumn. Oba 3aboneaHuA
xapakTtepusytotca 100 % neHeTpaHTHOCTU W
WNPOKON peHoTMNMYEeCcKor BapuabenbHOCTH.
H® 1 goBOnbHO pacnpocTpaHeH, ero YyactoTa
cocTasnsaeT npumepHo 1:3000. Yactota HO 2
paBHsaeTca 1:40000. JnAa o6onx cOCTOAHNI Xa-
paKTepHa reHeTnyecKasa Mo3anvyHocTb [2, 8, 9];

- HenpodumbpomaTos TpeTbero Tmna (HO 3)
XapaKTepun3yeTca coueTaHemM Npr3HaKoB Hell-
podunbpomatosa nepBoro 1 BTOPOro TUMOB;

- Hepodunbpomatos yetBepToro Tnna (HO 4)
xapakTtepusyetca andpdysHbiMn Hernpodunbpo-
MaMK U NUrMeHTauunen «kode ¢ MONOKOM (Kak
npu nepeom Tune). ipyrmx ocobeHHocTen, npu-
CyLMX HelpodrnbpomaTo3y NepBoro Tumna, HeT;

- Henpodpubpomartos natoro Tmna (HO 5)
npeacTaBnseT cobon cermeHTapHyl dopmy
HelpodubpomaTtosa C Nokanvsaumen cneum-
buryeckoro nopakeHusa B ogHom obnactu Tena
NN B OQHOM OpraHe;

- Helpodumnbpomatos wectoro Tnna (HO 6)
NPOABNAETCA TONIbKO Ha/IuMeMm NATeH «Kode ¢
MOJIOKOMY;

— Helipodunbpomatos cegpmoro Tuna (HO 7)
— TUN Henpodmbpomatosa c 6onee NO3QHUM
HayasoM N HanMunem N30ANPOBAHHON HENPO-
¢dunbpocapkombl;

— Hellpodunbpomatos Bocbmoro Tuna (HO 8)
— CMeLlaHHag rpynna.

OpHako B nocnegHee Bpems GONbLIMHCTBO
13 BblenepeuncsieHHbix Gopm Henpodubdpo-
maTo3a (kpome HO 2) cuntatotca abopTUBHbIMU
dopmamn HO 1 1 B KauecTBe CcamMoCTOATENb-
HbIX HO30JI0rMYecknx Gopm He BbIAENATCA.
WcknioueHnamn moryT ObiTb CermeHTapHbI
Helpopubpomatos (HO 5), Korga TUNUYHbIE
npoasneHna HO 1 nokanusyTca B O[HOM UK
HeCKONbKMX COCeHUX AepMaTomax (BcTpeua-
eTCA KpalHe pefKo, oOblYHO He HacnepyeTcs),
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N He BXOAAWMIN B YNCIO BOCbMU CMUHAJbHbIN
HenpodpnbpomaTos, Npu KOTOPOM CUMMETPUY-
HO MOPa)kalTCA BCE CMNUHANbHbIE KOpPELIKN
(onncaHo HecKonbKo HabnaeHnn) [3].

OcobbIl HTEpEeC C NPaKTUUYECKON TOUKM 3pe-
HUA NpeacTaBnsaeT HelpodpunbpomaTos BTOPO-
ro Tuna (HO 2), KoTopblii paHee Ha3blBanu LieH-
TpanbHbIM HENPOPUOPOMATO30M 1 KOTOPbIN
npegpacrnonaraer K noABneHno pobpokave-
CTBEHHbIX HOBOOOPAa30BaHWI B LIEHTPANIbHOW
HepBHOM cucteme [10]. Ana HO 2 xapakTepHbl
HOBOOOPA30BaHNA LieHTpaNbHON 1 Nnepudepu-
YeCKOoW HEPBHOWM CUCTEMbI (Yalle — LWBaHHOMbI)
NPV MUHUManNbHbIX KOXHbIX U 3KCTPaHeBpasb-
HbIX CUMNTOMaX.

H® 1 xapaktepusyeTcs B OCHOBHOM KOKHbI-
MW NPOABNEHNAMU  (TMNepPnUrMeHTUPOBaH-
HbIMWU MaKynamy LBeTa «Kode C MOJIOKOMY,
KOXXHbIMW 1 MOAKOXHbIMU Henpodunbpomamn),
ONyXoNnAMU HeBpanbHbIX 0b6onoyek (Hempo-
¢MbpPOMBI), FMMOMaMKN 3pPUTENIbHOFO TPaKTa ”
APYTMIMN  HENpPOOHKoNormyeckmumm  3abone-
BaHUAMUW, LENbIM PAAOM KOCTHbIX aHOManuMn,
KOTHUTUBHbIM AeMLIMTOM N MOBbILEHHbIM PU-
CKOM OMyXONeBOro pocTa 3a npefenamu HepB-
HoOW TKaHu [8, 11].

CpefHunin BO3pacT NOABIEHUA CUMMTOMATUKN
npu HO 2 coctaensaet 20 net, cpegHUM BO3pacT
Ha MOMEHT NOCTaHOBKM AMArHo3a — NPMMepPHO
28 net. HO 1, Kak NpaBWNO, HAYMHAETCA B pPaH-
HeM [eTCTBE C KOXHbIX CUMMTOMOB, TOra Kak
H® 2 - B MONogoM BO3pacTe, yalle BCero ¢ pas-
BUTWUA TNyXOTbl B pe3ynbraTe BeCTUOYNAPHbIX
LWWBAHHOM MNWN APYrMX MPU3HAKOB, BTOPUYHbIX
OTHOCUTENIbHO MEHMHIMOM WU CMHANbHbIX
weaHHoM. Oba 3aboneBaHMA AMATHOCTUPYIOT-
CA HAa OCHOBAHUM KIIMHNYECKNX MPU3HAKOB.

YunTtbiBaa Hannume MHoXecTBa Hecneundu-
yecknx cmmntomoB, B 1987 r. HaunoHanbHbIM
NHCTUTYTOM 3a0p0oBbA CLUA Ha KoHdepeHLmn
no Henpodmnbpomatosy Obiv paspaboTaHbl
AnarHocTuyeckne Kputepum Hernpodpmnbpoma-
TO3a, B YaCTHOCTW, A1 MEPBOro 1 BTOPOro Tu-
nos [9, 12, 13].

Helipodunbpomatos nepsoro Tmna — 60ne3Hb
PeknuHrxayseHa - MoeT ObITb YCTaHOBJIEH
npwv HaNNuMn ABYX N 6onee cnegyoWmMx Npu-
3HAKOB:

— WeCTb 1 60sblue NATEH «Kope C MONOKOM»
LAVAMeTPOM CBbiWe 5 MM y aeTen gonybepTat-
HOro Bo3pacta 1 6onee 15 Mmm - y geten noct-
nybepTaTHOro BO3pacTa;

- aBe unu 6onee Henpodpunbpombl N6Oro
TUNa UM oaHa 1 6onee nNnekcUpopmMHasa Hel-
podnbpoma;

— MHOTOYMC/IEHHbIE MENIKME NATHA TUNa BecC-
HyLLeK;

— ONTMYeCKas rMnoma;

— ABa unu 6onee y3enka Jlnwa Ha pagy>kHON

0605104Ke (ramapToma pagy>kHol 0605104KM);

— ANCnnasuna Kpbiaa KNMHOBUAHOM KOCTU UK
NCTOHYEHNE KOPTMKANIbHOrO CN0A NPOAOSTo-
BATbIX KOCTEN C NCEBA0APTPO30M U 6e3 Hero;

— Hanuve y poaCTBEHHNKOB MO NPAMON Nn-
HUK (poauTtenu, aetn, 6par, cectpa) HO 1 co-
rMacHO BblLLIENPUBEAEHHDBIM KPUTEPUAM.

Ob6pallaem BHMMaHMe Ha To, Yto nNpu HO 1
OTMeyvaeTCA HannumMe BacKynonaTun, BKIoYas
aopTaNbHbI CTEHO3, aHEBPU3MbI, NCEBAOAHEB-
pY3Mbl, BO3HUKHOBEHME aAPTEPMOBEHO3HbIX
ceuwen. VI3 aHomannm cocyfoB Novek MoXeT
HabnoJaTbca CTEHO3 NoyeyHou apTepuin. BHy-
TpuopbuTanbHble OMyxonuM MOTYT BbI3blBaTb
NTO3 1 Napanmy rnasHbiX MbiLlL, HACTarm, KOCo-
rnasue, CHUXXeHne oCTPOTbl 3peHUA.

H® 2 guarHocTupyetca y naumeHTa npu Ha-
YUK CegyoWwmx NPM3HaKoB:

— OAHOCTOPOHHME NN ABYCTOPOHHME BECTU-
OynApHble LWBAHHOMbI, BU3YyanM3UpPOBaHHble
Ha MPT;

— Hannume POACTBEHHUKOB MO MPAMON Nun-
HUM c HO 2;

- Henpodnbpoma, MEHUHITMOMA, FNOMA;

— OBEHWIbHOE 3afjHee nofKancynapHoe
yeyeBuLleobpa3HOe MOMYTHEHME XpyCTannka
(paHHAA KaTapakTa) [14-17].

Mpun HO 2 HabniofatoTCA Te ke Camble KOXHble
nposAsneHus, yto n npm HO 1, Ho yacToTa u cTe-
NeHb VX BbIPaXeHHOCTU 3HAYMTENIbHO MEHbLLE.
Tak, nATHa TMNa «kode C MONOKOM» BCTPEYaNINCh
y 28 % nauuneHToB, BeCHYLWKN — Y 19%, noaKoX-
Hble onyxonu —y 24 %. Kak npaBuno, nogobHble
KOXHble NPOABNEHNA ABNAIOTCA €ANHUYHbIMUN U
TONIbKO MHOTAa UMEIOT PacnpPOCTPAHEHHbIN Xa-
pakTep. lNpn rmctonornyeckom mMccnegoBaHUM
COeINHNTENbHAA TKaHb UMeET B/ IEHTOBUAHO
PaCroONOXEHHbIX MYYKOB KOJMIareHOBbIX BOJIO-
KOH, Cpean KOTOPbIX BKpamnieHbl MacTOLUTbI U
$16PO6NACTbI; MHOXKECTBEHHbIE KPOBEHOCHbIE
Ccocyabl VMEIT TMaNMHN3MPOBAHHbIE CTEHKMU
[17-19]. 3% naumeHToB cO WBaHHOMaMK 1 1%
NMauMeHTOB C MeHMHrmomamu crtpagatotr HO
2.20 % naumeHTOB CO MHOXKECTBEHHbIMW MEHWH-
rmomamu umetot HO 2 [13, 20].

Hanbonee xapaktepHoe nposienieHne HO 2 -
Hannume ABYCTOPOHHMX BECTUOYNAPHbIX LIBaH-
HOM [2, 21]. BTOpble MO YacToTe ONyxonu — 3TO
LWUBAHHOMbI APYrMX YepenHblX, CrHANbHbIX U
nepudepuyecknx HepsoB [20, 21]. 3HauUnTENbHO
pexe (MeHee 10%) BCTpPEUYaOTCA MEHVHIMOMbI
(MHTPaKpaHManbHble, BKOYAA MEHMHIMOMbI
3pUTENbHbIX HEPBOB, U CNUHANbHbIE), SNEeHAN-
MOMbl 1 rnombl [20, 22]. B npuHuune, wsaH-
HOMblI MOTyT 06pa3oBbIBaTbCA B NOOOM MecTe
B OpPraHn3me, rae NMeTCA HePBbI CO LWBAHHOB-
CKUMU KneTkamu. M3nobneHHas nokanvsauus
onyxonen Ha VIl Hepse npu HO 2 go HacToAwe-
ro BpemeHu ocTaeTcst HeobbscHUMO [2, 5, 7].
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3auacTyo maumeHTbl 0bpallalTca K Bpayy B
CBA3M CO CHVXKEHMEeM CrlyXa Wi C NMOABNEHMEM
WyMa B YLaX, KOTOpble B Hayane 3aboneBaHus
HOCAT OQHOCTOPOHHUI XapakTep. [laHHbIe Kano-
6bl MOTYT COMPOBOXAATHCA FONTIOBOKPYXKEHNEM U
atakcnen. B 20-30% cnyyaeB y 3TUX NauMeHToB
MOMUMO BeCTUOYNAPHBIX LIBAaHHOM BbIABMAOT
MEHVIHTMOMbI, CMUHaNbHble N nepudepuye-
cKkune onyxonu. Hepenko 3aboneBaHve maHude-
CTUpPYET HemponaTuer NMueBoro Hepsaa (3-5 %),
KOTOpas He MOAJAEeTCA NieueHno. Y HeKoTOpbIX
NALMEHTOB BO3HWUKAET MOMMMUENUTONOLOOHDIN
cuHppom (okono 3%). 60-80 % naumeHToB C
HO 2 vmeloT 3prTenbHble HapyLlleHUsA: KaTapak-
Tbl, PETMHOG/IACTOMbI, FAMAPTOMbI, MEHVHTMOMbI
3puTenbHbIX HepBOB 1 Apyrue [20, 22].

K coxaneHuio, Ha cerogHA He cyulecTByeT
cneyndryeckoro neveHna Hempodpubpomarto-
33, KpOMe XUPYPruyeckoro yganeHusa onyxo-
newn, KoTopble CO BpeMeHeM MOryT BO306OHO-
BUTb POCT.

Huxe npnBOAMTCA oNMcaHme CNOXKHOIO Ku-
Hnuyeckoro cnyyvaa HO 2.

lMayuenm [., 56 net, nusanug Il rpynnobl, 06-
paTunca C »kanobamn Ha HapacTaloLlyl ycTa-
NoCTb, 06LWYy0 cNaboCTb, U3MEHEHME NOXOAKN,
LWATKOCTb Npu Xoabbe, CHUXKeHMe ciyxa C npa-
BOW CTOPOHbI, FONIOBOKPYXKEHME, WYM B rosio-
B, OHEMeHMe A3blKa, c1aboCTb B NpaBoOn pykKe,
NPUCTYNbl BbIPaXXeHHOW rofoBHON 6onu.

N3 aHamHe3a n3BecTHO, 4To 3aboneBaHue
Hayanocb OKoJI0 6 MecALeB Hasafd, Koraa no-
ABUINCb NEePUOAMYECKNe TFONIoBHble 6onu n
o6wwasa cnabocCTtb, KOTopble Bpayu CBA3bIBANIU
C apTepuanbHon runepteHsven. Cnycta 2 me-
cAua NPUCOeANHUINCD BbllLenepeyYncieHHble
Xanobbl. B nocnegHee Bpema 6Gecnokowunu
yCTanocTb, obwaa cnaboctb, nepuopmyeckas
Tynas rofioBHaa 60nb, roflOBOKpPYXeHne, He-

T b

Puc. 1. bonbHou /.
MHoxecmeeHHble 8eCHyWKU

YyCTOMUYNBOCTb Npu Xobbe, OHEMEHME NMpaBom
NOSIOBUHbI N1, CYXOCTb NPaBOro rnasa, no-
TepA BKyca Ha nepefHen 2/3 A3blka cnpasa ”
OTCYTCTBME CJlyXa Ha NnpaBoe yxo.

bonbHon [1. obcnenoBanca B KomapuHcKom
yyacTKoBOW 6onbHULe, bparmHckon LeHTpanb-
HOW pPafioHHOWN GONbHULIE U KNMHUKaX YepHu-
roBa, B pe3ynbTaTe Yero BO3HMKIIO NoJo3peHmne
Ha MUKPOWHCYNbT; C ANAarHo3om «JlakyHapHbIN
NHPaApKT B BepTebpo-OasnnspHoM 6bacceiHe
(ot 12.07.09.) C NPaBOCTOPOHHEN NUpPaMmnaanb-
HOM HEeAOCTAaTOYHOCTbIO, JIErKMM BecTMbyno-
aTaKCNYeCKM CMHAPOMOM, OCTPbI neproay»
MaLMeHT HanpaBfieH Ha roCNUTanu3aunio B He-
Bposiormyeckoe otgeneHne omenbckoro 06-
NaCTHOroO KANHUYECKOro rocnmrtana MHBanngos
Benukon OteuectBeHHOM BOWHbI. [Tocne npose-
peHna MPT ronoBHOro mosra 6bin yCTaHOB/EH
AnarHo3 «MHoXecTBeHHble 06bemHble 06pa3o-
BaHMA». [auMeHT HanpaBneH Ha onepaTuBHOE
neyeHune B Hempoxupypruyeckoe otgeneHme 5-n
FOPOACKON KNMHMYECKON 605bHMLbI I. MHCKa.

O6beKTMBHO: obLlee cocTosiHne OGONbHOro
yaoBneTBopuTtenbHoe. B comatnueckom craty-
ce nauuneHTa nmeeTca crefyoLwas NaTonorna:
nwemmyeckan 6onesHb cepgua, apTepuanbHas
rMNepTeH3nsA, XPOHUYECKUI racTpuT, NMnoma-
TO3 MOOXKENYAOUYHOWN enesbl, XPOHUYECKUi
xoneumctut, anddysHbini MHOroy3noson 3006,
OCTEOXOHApPO3, abJoMeHanbHOe OXMpPeHue,
KWUCTbl NMOYeK, XPOHNYECKNA TOH3UNNWT, Bere-
TO-COCYAMCTaA ANCTOHWA, OCTE0APTPO3 KONeH-
HblX CycTaBoB. [lpy NepBMYHOM OCMOTpe Ha
KOXe TYMOBMLIA U CMUHbI OTMEYEHO MHOe-
CTBO BECHYLIEK N MefIKUX MUITMEHTHbIX NATEH
uBeTa «kode ¢ Monokom» (puc. 1). Ha BHyTpeH-
Hel MOBEePXHOCTN Npeaneyba NPaBon PyKn —
eflHNYHOe MNOAKOXHOe HOBOOOpa3oBaHue

TBEPAON KOHcMCTeHUMn (puc. 2). MNMopobHoe
»
&
ot 4

Puc. 2. boneHoll [].

MoOKOXHOE HOB00OPA308aHUE U MeJIKUe NU2MeHMHbIe
NAMHA HA KOXe CNUHbI Ha BHymMpeHHel nosepxHocmu
npagozo npeonseyos
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ob6pa3oBaHme C HEPOBHbIMI YETKUMW KOHTYpa-
Mn 1,0 x 0,9 x 0,2 CM Ha Ko»ke NpaBon BUCOYHOWN
06nacTn okaszanocb Henpodrbpomoni (B cBA3N
C nocnegylwumMm pocToM yganeHo). Hannume
XapaKTEPHbIX MUTMEHTHbIX MATEH NaUWEHT OT-
MeyaeT y MaTepu 1y cTapLien goyepu.
HeBponornuecknin ctaTycC: CO3HaHMe ACHOE,
OpPVEHTUPOBaH, afileKBaTeH, Ha BOMPOChl OTBe-
yaeT npaBuiibHO. OOLLEMO3rOBON M MEHUHre-
aNbHOW CUMMNTOMATMKM HeT. 3paykn OfMHAKO-
BOW BeNMYMHbI, GOTOPEaKLMA U KOpPHeasnbHble
pednekcbl Xusble. [OPN3OHTANbHBIA HUCTArM,
6onble BNpaBo, claboCTb KPYroBOWM MbiLLbI
npasoro rnasa. Peub n rnotaHve He Hapyule-
Hbl. Habnopaetca oTCyTCTBME Cliyxa Crnpasa.
OnyuweH npasbin yron pta. [lape3os HeT. Bbipa-
»eHa aTakcuA B no3e Pombepra n npu xoabbe.
KoopaunHatopHble npobbl BbINOMHAET C Bblpa-
»KEHHOW MHTEeHUWen C npaBoun cTopoHbl. Cyxo-
KUNbHO-NepuocTanbHble pednekcbl C NIeBon
CTOPOHbI 6ornee pe3Ko BblpaXkeHbl, YeM CNpaBa.
MaTonornueckuin pedpnekc babuHckoro cnesa.
JlononHuTenbHble obcnegoBaHuUA: obume
aHanu3bl KPOBM M MOYM B npefenax HoOpMbl.
B 6uoxmmmueckom aHanmse KpoBu AUCAUMNK-
AemuA C noBblweHeM GppaKkLUN aTeporeHHbIX
nunonpoTtenaoB. PeHTreHorpadua opraHoB

rpyaHon knetkn v SKI natonorum He BbIABUSIN.

Ha rnasHom gHe: AUCKN 3pUTENbHBIX HEPBOB
6neHO-pO30BbIe, TPaHMLbl YeTKUe, apTepuun
CY>KEHbl, U3BUTbI; BEHbl TEMHbIE, MOJIHOKPOB-
Hble, 3BUTbl. OCTPOTa 3peHNs NPaBOro rnasa=
0,5; nesoro rnasa = 1,0. lNpn ocmoTpe Ha Lwwe-
neBow namne obHapyXeH HebONbLLON y3enoK
JInwa Ha 5 yacax no 3paykoBOMY Kpato pagy-
HoW 060N10YKe NeBOro rnasa.

AypnmomeTpuA BbiABMMIA NMOpPaXeHne 3BYKO-
BOCMPUHMMAOLWErO annapaTta C NpaBon CTO-
POHbI. 3aK/oYeHne Cypaosora: ocTpas Tyroy-
XOCTb CMELLaHHOro XapaKTepa crnpasa.

Ha MPT ronoBHoro mo3sra: B NpaBOM MO-
CTO-MO3XKeUKoBOM Yyriy obpa3oBaHue 15 x 16
MM, B IeBOW TeMeHHOW obnactn obpasoBaHue
18 x 19 MM, Hakannmeatwme KoHTpacT. IV xe-
Nygoyek He KOMMPUMUPOBAH, OOKOBblE Xeny-
LOYKM — He pacCLUMpPEHbI.

Tak KaK BblllenepeynciieHHble CUMMITOMbI
6b1IM NPEVMyLLIECTBEHHO Bbl3BaHbl POCTOM OMy-
XONW C NPOEKUMeN B MPaBOM MOCTO-MO3XeYKO-
BOM Yy, TO NepBOHayYanbHO 6blfo peLleHo ee
onepaTnBHOe neyeHue. 1o pesynbratam rucTo-
NOrNYeCKOro UCceoBaHNA 3TO OKa3anacb He-
BPWHOMa C BblPaXXeHHbIM KNTETOYHbIM NONMOpP-
dur3mom (nnekcnpopmHasn weaHHOMma G1).

1M

512x512

Puc. 3. boneHoli [].

TR: 8402
512x512

MPT 20m08H020 Mo32a (Ax T1, Ax T2, Ax Flair, Sag T1 Flair, Cor T2, Ax T1+c).
CocmosiHUe nocJie 0NepamuBHO20 JiedeHUs ONyxosIu NPABo20 MOCMO-MO3XeUK08020 Y2/1a C hopMUPOBAHUEM
KUCMO3HO-py6U08bIX U3MeHeHUU 8 npagoli eemuchepe Mmosxeuyka. Onyxosb 8 esoli memeHHoOU obaacmu
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HEBPONOTIA

MaumeHT BbiNMCaH ¢ guarHo3om: «Henpoodu-
6pomaTo3 BTOporo Tuna». CoctosHMe nocne
XVPYPruyeckoro fieyeHnss HoBoobpasoBaHuA
3afHen yepernHom AMKKU (nnekcnpopmHas
weaHHoma GT1 npaBoro npeaaBepHO-YIUTKO-
Boro Hepsa ot 31.08.09.), Hesponatua VI, VIII
yepenHO-MO3roBbiX HEPBOB CNPaBa, yMEepPeHHO
BbIPa)KeHHbIN Npo3onapes, YMepeHHO Bblpa-
XKEHHbI BeCcTNOYNo-aTakCUYeCKUA CUHAPOM.
[NpaBOCTOPOHHAA CeHCO-HeBpanbHaa Tyroy-
xocTb IV cteneHn no BO3, neBOCTOPOHHAA NK-
pamMugHasa He[foCTaTOYHOCTb. HecMblkaHue
rMa3HOW LWeny NpaBoro rnasa Ha poHe napesa
VIl napbl yepenHO-M03roBbiX HepBoB. HOBOO-
6pa3oBaHMe (MeHMHIMoma?) NeBolt TeMeHHOM
[0 rONOBHOMO Mo3ra (napacarntranbHo) 6e3
HEBPOSIOrMYeCckom CUMNTOMATUKIY.

C uenbio OUEeHKM AVHAMUKKN npouecca bbina
Ha3HayeHa nosTtopHaa MPT ronosHoro mosra.
MNpuBoaum onncaHue gaHHoro MPT-obcnepo-
BaHWSA: NapacarnTTanabHO B JIEBON TEMEHHOW 06-
nactu onpegenserca obbemMHoe obpa3oBaHuMe
pa3mepoM 2 CM B AMameTpe, N3ONHTEHCUBHOE
(BepoATHee BCEro — MEHNHIrMoma). TkaHm mo3ra
C VHTEHCMBHbIM HaKoMnfieHnem KoHTpacTta. [lo
1cm paclwumpeH npasbli BHYTPEHHUW CIyXO-
BOV npoxod. B npaBoii remmchepe mosxeuka
onpegensaeTcA 30Ha MOCTOMEPAUMOHHbIX KU-
CTO3HO-PYOLIOBbIX N3MEHEHUI Pa3MepOM OKO-
no45x 14 x 17 mm (puc. 3).

B 3aknioueHne cnepgyet otmetntb, yto HO 2
BCTpeyaeTcA 3HaunTenbHo pexe, yem HO 1.1lo-

AOOHBIN KIMHUYECKWUIA CNyYall B HEBpOJOrnye-
CKOW NpaKTuKe BCTpPeYaeTCAa HeyacTo.

AnarHoctuka HO 2 3atpygHuTenbHa un3-3a
NPaKTUYECKOro OTCYTCTBUA BHELIHUX U3MeHe-
HUM (NATHA Ha KOXKe, OMyXonu) 1 Hecneundunu-
HOCTM HEBPOJSIOrNMYECKON KapTUHDI.

Y Hawero naumMeHTa UMeNnncb HOBOOOGpa-
30BaHNA LEHTPasiibHOW HEPBHOW CUCTEMDI,
OAHO 13 KOTOPbIX — MNNeKCUPOPMHAA LWBAHHO-
Ma MNpaBoro npeaaBepHO-yINTKOBOro Hepsa.
OnuncaHHoe Ha MPT gpyroe o6bemHoe obpa-
30BaHME B JIeBOW TEMEHHOWN 061acT MOXKHO
C onpeeneHHON fonen BepOATHOCTM TPAKTO-
BaTb Kak MeHUHromy. Takxe y naumeHTta nme-
NNCb cneundmryecKme KoXXHble U3MEHEHNS, YTO
xapakTepHo u gna HO 2. CnegyeT otmMeTuTb
OTCYTCTBUE KOFHUTUBHbIX HapyLleHWin, narto-
NOrNKN CKeneTa, NOpPaKeHWsa BHYTPEHHUX Op-
raHoB, 4To TMnNnyHo anAa HO 2. B 1o ke Bpems
OTCYTCTBOBANIN MHOrMe opTanbmMoNiornyeckme
paccTpONCTBa, XxapakTepHble ana HO 2.

Takum obpazom, HO aBnaetca KomnnekcHom
reHeTUYeCKor MnaTonornen ¢ MHOMECTBEHHbI-
MU NPU3HaKaMm1 1 3HaUNTeNbHOM GpeHoTUNnYe-
ckom BapuabenbHocTblo. HD 2 orpaHuyeH, Kak
NpPaBWIO, HEPBHOWM CUCTEMON, Torga Kak HO 1
ABNAETCA CMCTEMHbIM paccTponcTBoM. Cnox-
HOCTb IMArHOCTUKM W NleYeHna [JaHHbIX 3abo-
neBaHun TpebyeT KOOPAVMHUPOBAHHOIO MEX-
ANCUUMAMHAPHOIo Noaxoaa.
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HENPOOIEPOMATO3 Y HEBPOJIOTIYHIN NPAKTHLY
(3 0MUCOM KJTIHIYHOTO BUNAAKY
HEWUPOOIGPOMATO3Y AIPYTOro TUny)

A. M. OcTpoBcbKuit
YO «[omenbCbKIil fepaBHIn MeAUYHINA YHIBEPCUTET»

AHoTauif. HelipodibpomaTtos sBnse coboo Komn-
NIeKCHE 3aXBOPIOBaHHA TEHETUYHOI MPUPOAU 3
6e3M1i4vi0 CMMNTOMIB | 3HAUHO PEHOTUMIYHOKW Ba-
piabenbHicTio. HanbinbL BaXXKM € APy TUM Hei-
podibpomaTosy. BiH xapakTepur3yeTbca PO3BUTKOM
NYXUH LeHTpanbHoI i neprdepryHOi HepBOBOI CUC-
Tem. Y CTaTTi ONVUCAHUN KITiHIYHIA BUMAZOK HENPO-
dibpomatosy apyroro Tuny. [liarHOCTUKa i NiKyBaHHA
LibOrO 3aXBOPIOBaHHA BYIMara€ KOMMIEKCHOrO MyJib-
TUANCUMNAIHAPHOTO Nigxoay.

KniouoBi cnoBa: HelipodibpomaTos Apyroro tuna,
KNiHIYHWI BUMAOK, cUMMATOM, $deHOTMMIYHa Bapia-
6enbHicTb, fliarHOCTMKa Ta NiKyBaHHS.
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NEUROFIBROMATOSIS IN NEUROLOGICAL PRACTICE
(DESCRIPTION OF A CLINICAL CASE
OF NEUROFIBROMATOSIS 2ND TYPE)

A. M. Ostrovsky
Gomel State Medical University

Summary. Neurofibromatosis is a complex genetic
disorder with multiple symptoms and significant
phenotypic variability. The most severe is second
type of neurofibromatosis. It characterizes by
tumors of central and peripheral nervous system.
The article describes a complex clinical case of
neurofibromatosis type 2. Such a clinical case in
neurological practice can be found infrequently.
The complexity of diagnosis and treatment of these
diseases requires a coordinated multidisciplinary
approach.

Key words: neurofibromatosis type 2, clinical case,
symptoms, phenotypic variability, diagnosis and
treatment.

HYDROCEPHALUS FROM PAST TO NOWADAYS

V.1. Ponomaryov, 0. Yu. Merkulova

V. N. Karazin Kharkiv National University

Summary. The study and treatment of hydrocephalus all time excited the physicians. Understanding the reasons of
appearance and development of this diseases and also accomplish it anomalies of nervous system help create a system
of adequate treatment. Untreated hydrocephalus has a survival rate of 40-50%, with the survivors having varying de-
grees of intellectual, physical, and neurological disabilities. Prognosis for treated hydrocephalus varies, depending on
the cause. Early diagnostic and qualified treatment can improve the outcomes and prognosis of these patients.

Key words: hydrocephalus, anomalies of development nervous system, cerebrospinal fluid, ventricles of brain, shunt system.

Introduction in history development

Hydrocephalus comes from the Greek
words «hydro» meaning water and «cephalus»
meaning head. Hystory studying of
hydrocephalus was long.

The study and treatment of hydrocephalus,
over the centuries, passed three stages of
evolution. During antiquity, middle ages
and renaissance, hydrocephalus was not
understood. Prior to the late 19™ century,

treatment for «water on the brain» included
more observation than intervention. Medical
treatment was useless; surgery was hopeless.
The second stage extends from the 19" century
to the end of the first half of the 20™ century
[1, 2]. Cerebrospinal fluid (CSF) circulation was
not understood; surgery however, remained
inefficient, but some patients survived with
arrested hydrocephalus. The third stage begins
in the nineteen fifties with the development of
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