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REKLINQHAUZEN NEYROFIBROMATOZU: PRAKTIK MUSAHIDO
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Neyrofibromatoz (NF) — sinir sisteminin genetik mansali xastaliyidir. Bu xastoliyin asas mahiyyati markazi
sinir sisteminda va periferik sinirlords ¢oxsayl sissakilli toromoalorin amala galmasindan ibaratdir.

Moaqgalado miiadlliflorin klinik praktikada rast galdiklori 2-ci tip neyrofibromatozun manifestasiya edon
formast fonunda insult kecirmis ganc qadinin vaziyyati haqqinda malumat verilmisdir.

Xostaliyin miialica tisulu haqqinda malumat verilir va insUltun inkisafinin asas amillarindan birinin

neyrofibromatoz ola bildiyi asaslandirilir.

Acar sézlar: neyrofibromatoz, nevrinoma, fakomatoz, insult
Kntrouegwle cnosa: netipogpubpomamo3s, He8puHoMa, hakxomamos, UHCY1bm
Key words: neurofibromatosis, neurinoma, phacomatosis, stroke
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HEMPO®UBPOMATO3 PEKJIMHTAY3EHA: B3TJISI] U3 IPAKTUKH

Cymckoti 2ocyoapcmeennviil ynusepcumem, Cymsl, Ykpauna

Heiipogubpomamosz (H®) — smo eenemuyecku 00ycrogieHHoe 3a601e6aHue HepeHOU CUcCmembl, Cymvio
KOMOPO20 18IAEMCsL 00PA308aAHUE MHOICECMBEHHBIX ONYXOLEGUOHBIX 00PA308aAHULL 8 YEHMPATbHOU HEPEHOLL

cucmeme u nepughepuueckux Hepeax.

B oaunou cmamve npugeden cayuaii HabAOOEeHUS MONOOOU HCEHUWUHBL, NepeHeculell UHCYIbM, KIUHU-
yeckou Manupecmayuu Hetpopubpomamosa 2 muna.
Ob6ocHosanbl H00X00bl K AeyeHuio. Bvickazano npednonodcenue o 3uauumocmu Hetpoghubpomamosa Kax

gaxmopa pazeumuuy uHCyILMA.

Heiipodpubpomaroz (H®) — 310 reneru-
4ecKH 00ycIIoBIeHHOE 3a00JeBaHME HEPBHOU
CHCTEMBI, CYThIO KOTOPOIO SBISIETCS 00pa3o-
BaHNE MHO)KECTBEHHBIX OITyXOJIEBUHBIX 00pa-
30BaHUM B LICHTPAJIBHOM HEPBHOM CHCTEME M
nepudeprdecknx Hepsax [1-11]. Ha ceroa-
HSIIHUM JIeHb B JIUTEPAType OMKCAHO 8 THIIOB
3TOro (hakomaro3a U3 KOTOPBIX TOJIBKO HEHWpo-
¢6pomaro3 1 tuna (H®1) u welipopudpomaros
2 tuna (H®2) aBTOpHI CUMTAIOT OTAEILHBIMU
Ho3oJ0rnueckumu equnuamMu. HO1 npossiis-
€rcs XapaKTEepHbIMH aHOMAIMAMHU KOXH H
nepuepruuecKkoii HEPBHOW CHUCTEMBI, B TO
BpeMsi kak H®D2 mnpossisieTcs: BaHHOMaMHU
pa3UYHON JIOKAIW3allud, MEHUHTHOMaMU U
rmuomamu  [3,4,8]. [uarHo3 H®D2 00braHO
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CTaBUTCS Ha BTOPOM U TPETbEM JECATHIIETUAX
KU3HU, U CpelHHH BO3pacT OOJBIINHCTBA
nareHToB cocrasisieT 18-24 roma. Ilo mue-
HHUIO MCCJIEJOBATENeH, AlUEHThl C CEMEHHBIM
anamMHe3oM H®2 nomxHbl IpOXOaUTh HEpBUY-
HBI CKPMHUHI Y)Xe B Bo3pacte 10-12 ner c
NocaenyromM exerotibiM MPT-ckpuHuHrOM
no poctwkeHus umu  40-netHero Bo3pacrta
[1,4,7,8,12,13]. H®2 BbI3bIBacTCA MyTalMEH
rena NF2 B 22-if xpomocome. Cremyer oTme-
TUTb, 4TO 50% ciTydaeB SIBISIOTCS ayTOCOMHO-
JOMHHAHTHBIMH, a ocTajbHble 50% cBs3aHbI C
mytanueil de novo. IIpoayKkT cooTBETCTBYIO-
IIEro reHa u3BecTeH Kak «Mmerliny u sBisercs
cynpeccopoMm omyxosed. Ero momomka wim
OTCYTCTBUE BBI3BIBAET IPEAPACIIONOKEHHOCTD



K Pa3BUTHIO pa3IMYHBIX HOBOOOpa3OBaHUIA
HEHTPATBHOM U Tiepu(epruecKo HEpBHOM
cucremsl [1,2,5,8,9]. Onyxonu, Kak mpaBuiio,
NOOpOKAaYeCTBEHHbIE, HO MOTYT BBI3bIBATh
3HAYUMYIO HEBPOJIOTMUYECKYIO CUMIITOMATUKY B
3aBUCHMOCTH OT UX MECTOIOJNIOXKeHus. [lnarnos
OCHOBBIBACTCSI Ha KIMHUYECKMX JAHHBIX U
BU3yanu3auuu. buoncus, ecnmu oHa MPOBO-
JITCSL, CYMUTACTCSI BCIOMOTaTEIIbHBIM METOIOM,
a TeHETHYECKOe TeCTUpOBaHHE TpeOyercs
penko. He cymectByer npodWIakTUKH WA
neyenus HD2. Xupyprus ocraercss B IIEHTpE
BHHMAHHMSI, KAaK €IWHCTBEHHBI BO3MOYKHBIN
METO/ Tepanuu (CUMITOMaTHYECKOM), XOTs
OTPEICICHHYIO POJIb UIPAIOT BbLKHUATEIbHAs
TaKTHKa W, B HEKOTOPBIX CIIy4asx, JydeBas
tepanus [9,10,11,14]. B Hacrosiiiee Bpemsi Mbl
SIBJSIEMCSL CBUJETENISIMH TOSIBJICHUSI SKCIIEpH-
MEHTAJIbHBIX JIAHHBIX, KAaCAIOIIMUXCS JIeKap-
CTBEHHBIX [MPENapaTroB, JEUCTBHE KOTOPBIX
BO3MOKHO Ha YPOBHE T'€HETHUYECKOTO KOJa, W,
KOTOpBbIE JIOJDKHBI 00ECHeYHTh TMpPOpPHIB B
JICYEHUW HACJICJACTBEHHBIX M  BPOXKICHHBIX
3a00JICBaHHH.

Onucanue ciayyasa. B HeBponornyeckoMm
craimoHape KHII «4-1 ropoackas KivHU-
yeckass OOJIbHUIA» JUIMTEIbHOE BpeMs IO
HaOIIOJEHHEM HaxoAwiack OonpHas M., 33
JIET.

JKanobwvl u anammnes. BriepBbie MocTymnuia B
HEBPOJIOTUYECKOE OT/ICTICHHE B BO3pacTe 22 JieT
C OCTpPOM 0YaroBOW CUMIITOMATHUKOW B BUIE
HapYIIEHHOW KOOPAWHAINH, JWTUIONHUH, HHC-
tarMa. Ha ocHOBaHMYM KIIMHUYECKOTO 00CIeNo-
BaHUS M PE3YJIbTATOB KOMITBIOTEPHOH TOMO-
rpagun  ObLT BBICTABIEH JHAarHO3 OCTPOrO
HapyIIEHUs] MO3TOBOTO KPOBOOOpAIIIEHHUS] CTBO-
noBoi nokanmu3aiuu. Creayer OTMETUTh, YTO
TpaIUIMOHHBIE (DAKTOPHI pUCKa WHCYIbTA (ap-
TepuanbHas TUIMEPTEH3Us, CaXxapHbId auader,
3a0oseBaHMs  cepAlla, AHTH(POCPOIUITUAHBIN
CHHIPOM) Ha MOMEHT MOCTaHOBKH JHarHo3a
BbIsIBIIEHBI He Obumd. [locnme atoro smmzona
MalMeHTKa PErYIIpHO TPOXOAWia peaduiu-
TAIMOHHOE JICYCHHUE B YCJIIOBUSX MPOMUIHHOTO
craioHapa. B 32 roma oOpatunace B
MIPUEMHOE OTJIEJIEHUE B CBS3H C YXYAIICHUEM
coctosHusl. OTMeTUNa «IIOXYACHUE» JIEBOM
PYKH U OIIYIIIEHUE «BBITUPAHUS pedep cieBa.
B Teuenne nByx MecsieB pa3Buiach ciabocTh
BEPXHEH KOHEYHOCTH C TOH JK€ CTOPOHBI.
Kpome TOro, mpucyrcrBoBaiM MOKaJIbIBAHUE,
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OHEMEHHE U CKOBAaHHOCTb.

Obvexmueno. bonbHas CpeaHEro pocTa,
ACTEHHUYECKOTO TeNocnoxeHus. OpHeHTHupo-
BaHa BO BpEeMEHU U Mecre. Peub BHSATHa,
rpaMMaTHYECKH TPaBUIbHAS. IMOIMOHAIHHO
nabunbHa. TOHBI cep/ilia pUTMUYHBIE, IbIXaHHUE
BE3UKYISIPHOE.  ApTepHaibHOE  JaBJeHHE
120/80 MM pT. CT., YacToTa JbIXaTeIbHBIX
IBIoKeHuil 18 B 1 MuH, )KUBOT MSATKHi, 0e300-
ne3HeHHb, [leyenr He yBenuyena. duzno-
JIOTUYECKUE OTIpAaBJICHUs B HOpME. BuzyanbHo
JeBOe IUIEYO OMyIIeHo, OojibHas HE B COC-
TOSIHUM YBEPCHHO TOJHSTH PYKH BBIIIE TOPH-
30HTAILHOW JIMHWUM, HE MOXKET IO0XKaTh IIjIe-
YaMmu, JieBasi JIONaTKa OTCTOUT OT TYJIOBHIIIA.
HccnenoBanue uepenHbIX HEPBOB: HEIOCTa-
TOYHOCTh aKTa KOHBEPI'CHIINH, HETIOCTOSIHHBIN
TOPU3OHTAILHBIA HUCTArM, aCHMMETPUSI HOCO-
IYOHBIX CKIafoK. [TonoKuTenpHBI CUMIITOM
ManHa mTpu JBWKEHUHM TJIA3HBIX SIOIOK B
TOPU30HTAIBLHON TUIOCKOCTH, OOJIE€3HEHHOCTD
TOYEK BBIXOAA TPOMHUYHOTO HEpBa, UTO SB-
JSIETCSl  KOCBEHHBIM  TIPU3HAKOM  JTMKBOPHO-
BEHO3HOM JuicTeH3uU. DYHKIMU OCTAIbHBIX
YepeIHO-MO3TOBBIX HEPBOB B Ipe/IesiaX HOPMBI.
Yro kacaercs IBUraTeNbHBIX (DYHKIMH, TpO-
(bmKa MBIIII] TUIEYEBOrO TIOsiCa CIIEBa U TOHYC
CHIDKEHBbI. MblIllIeyHast cujla CHM)KEHA B IMPOK-
CUMaJIbHBIX ~OTHENax JIeBOM pykd A0 3,5
0a)UToB, B JUCTANBHBIX — OKOJO 4 OamioB. B
HWKHUX KOHEYHOCTSIX MBIIICYHAs CHJIa OIle-
HeHa B 5 6aoB. JlucMeTpus U auaoXxOKUHE3
CIIeBa, TAaKKE BO3MOXKO OOYCIIOBJIICHHBIC CHH-
xeHueM cuibl. CyXOXWIIbHBIE pedIieKChl C
BEpXHUX KOHEUHOCcTel oxuBnensl, D>S. C
HIDKHUX — OXMHBJIEHBI, cUMMeTpuuHbe. [lo-
XOJTIKa OOBIYHASI.

KoHcynpTanust ~ oKynMcTa: — aHTHOMATHUS
ceryatk oboux T1na3. KoucynbTamus Tepa-
NeBTa: HEHPOIMPKYISITOPHAS AUCTOHHS IO
THITIOTE3UBHOMY THIIy C YMEPEHHO BBIpa-
YKEHHBIMHU COCYTUCTBIMU PaCCTPONCTBAMHU.

Knunuko-nabopamopuvie oannvie. OOmUN
aHanu3 kposu: Jp — 4,1 101/,

Hb — 128 t/n, KIT - 0,9, JT — 5,1 10° I'/x,
COD — 2 mm/vac. buoxumHu4ecKkuii aHanu3 Kpo-
BU U OOUMI aHAM3 MOYU 0e3 OCOOEHHOCTEM.
OKI' — 6e3 maronoruu. 29I — muddysubie
W3MEHEHUS OHMO3JICKTPHUYCCKOH  aKTHBHOCTH
TOJIOBHOTO MO3Ta.

Ha MPT romnoBHoro mosra B HpPOEKIHH
CTBOJIa BBISIBJICH YYaCTOK W3MEHEHHs CHUTHala



HerpaBuibHOM  dopmer  0,5x0,4x0,7 cm ¢
YETKUMHU KOHTYpaMH, TUIIEPUHTEHCUBHBIN B T2
n FLAIR B3BemieHHbIX N300paXKeHUsIX, UHTEH-
cuBHbId B T1 B3BemeHHOM m300paxeHuu. Ha
BUJMMBIX CKaHax ILIEHHOro OTAena MO3BOHOY-
HUKa WHTpaIypalibHO ONpenenseTcs 3KCTpa-
MeIyJUISIpHOe 00BeMHOE 00pa30BaHKE B JIEBBIX
OT/eJax MO3BOHOYHOIO KaHaja Ha ypoBHe Cs-
C4 oxpyrnoit ¢opmel muamerpom a0 1,4 cw,
BBI3bIBAIOIIIEE C/IaBJIEHUE CIIMHHOIO MO3ra I0
JIEBOMY KOHTYpPY, UMEIOIIEee MU30MHTEHCHUBHBIN
B Tl m runouHTeHcuBHbI B T2 B3BEHIEHHOM
n3o0pakenun. Hammume — SKCTpagypabHBIX
AKCTpaMEeYIUISIPHBIX OOBEMHBIX 00pa3oBaHUI
M30MHTEHCUBHBIX B T1 M T'MIIOMHTEHCHUBHBIX B
T2 B3BelICHHBIX N300PAKEHUIX B KOPEIIKOBBIX
kaHanmax Cp-Cs cneBa pasmepoMm 1,1x2,0 cM u
Cs-Cg cripaBa pazmepom 1,5x2,5 cM, pacnpocT-
paHsieTcst mapaBepTeOpaIbHO IO X0y COOTBET-
cTByromero kopemika. Takum obpasom, MPT
[I03BOHOYHHUKA MI03BOJIWJIO BBIIBUTH U3MEHEHUS
COOTBETCTBYIOIIME OYary TiMo3a, Kak pe3ylib-
TaTy IEPEHECEHHOI0 HapyLIEHUs MO3rOBOIO
KpOBOOOpaIIeHHsI B  BepTEOpO-0a3HILIAPHOM
OacceitHe. MHOXECTBEHHbIC HEBPUHOMBI IIICH-
HOTO OTJeNia MO3BOHOYHHKA COOTBETCTBYIOT
KaptuHe Heiipopubpomarosa Il tuma. Cnenyer
CKa3aTh, YTO Kakoi JIMOO ceMeWHbIN aHaMHE3,
MO3BOJISIFOLIMN  3aI10/103pUTh HACIIEICTBEHHOE
3aboneBaHre He BbIABIEH. llamueHTka KOH-
CylabTHpOBaHa B HHcTuTyTe HEMpOXHUPYpruu
nmenn A.Il.PomomanoBa HAMH VkpauHsl
BBHly MHOKECTBEHHOTO MTOPAKEHUS, BEICOKON
BEPOSITHOCTH PELMINBA UM TOSBIECHUSI HOBBIX
OITyXOJIEH, a TaKXKe OTCYTCTBUS HMPOTPECCHpPO-
BaHUS (DYHKUMOHAJIBHBIX HW3MEHEHUWH, uc-
ceyeHre He ObLIO BbINOJIHEHO. bonbHON peko-
MEH/IOBaHO HaOJIO/ICHHE.

Xupyprusi SIBIS€TCS OCHOBHBIM METOZOM
JICUEHUS TIPU OIXOJIIX TO3BOHOYHMKA. Pe3ek-
LU0 ONYyXOJIM CJefyeT IUIaHUpOBaTh IIpU
PEHTIEHOJIOTUYECKH OYEBHIHOM IPOTPECCHU

OITyXOJIH, JJaK€ €CJIU OITyXOJIb MO3BOHOYHHKA
MPOTEKAET OECCHMIITOMHO, YTOOBI COXPAaHUTh
HEBPOJIOTHYECKYIO (YHKIMIO M 0OECIeuuTh
XOpolIllee KayecTBO KH3HU. B  HEKOTOpbIX
ciy4asix OOJIbHBIE MOTYT OBITH OECCHMITOM-
HBIMHU.

Ha MOMeHT mocTaHOBKM AMarHo3a y Harieu
NAlMeHTKA ObUIM TPU3HAKU PACHpOCTpaHEH-
HBIX CIIMHAJIBHBIX NOpakeHUH. TeMm He MeHee,
JAHHBIX JIUTEPATypbl O BPEMEHHOM 3aBUCH-
MOCTH TIOSIBJICHHS YEPENHBIX M CIHUHAIBHBIX
CHUMIITOMOB y MalMeHTOB HeMHoro. Omyxonu
II03BOHOYHUKA BcTpedaroTest B 89% ciydaeB
H®2. Opnako MHOXECTBEHHOCTh OOHapy-
XKUBaeTcs nmpuMepHo B 56% u3 Hux [5,6]. Her
IpeIPacioIOKEHHOCTH K Kakoi-1nbo obimactu
MI03BOHOYHUKA — MOT'YT OBITh 3aTPOHYTHI IIICH-
HBbI, TPYOHOM WIM TOSCHUYHBIA OTIENBL
OKcTpaMenysUIsipHble  OPaKEHUsl IpeJCTaB-
JIeHbl MEHUHTHOMaMH{, HEBPUHOMAMHU U IIBaH-
HOMaMH, W OHH COCTABISIFOT OOJIBIIMHCTBO
OITyXOJIEBUIHBIX OOpa30BaHU MMO3BOHOYHHKA.
C npyroil cTOpoHbI, HHTpaMEeYJISIpHbIE TIPO-
[IECChl COCTaBJIAIOT MEHEe OJHOM TpeTH To-
paXEHUI MO3BOHOYHMKA. B pa3nuuHbIX uccie-
JOBAaHHUAX COOOIIAIIOCh O CUMITOMATHYECKHX
NOPAKEHUSAX TTO3BOHOYHUKA, TPEOYIOIINX XH-
PYPrHUYECKOr0 BMEIIATeNbCTBA, C YacTOTON
30% wim MeHee. Y Hamleld MalMEHTKH ObLIU
KaK MHTpaMeAyJUIIpHbIE, TaK M SKCTpamMey-
JsipHbIE NopaskeHUs1. OMyX0JH JTOKaTN30BaINCh
B LIEHHOM U IPYJHOM OT/IeJIax.

Takum o00pa3oM, MBI ONHCATM BapUAHT
JIMAarHOCTUKHU OJHOTO U3 (hakomaro3oB. Kinnnu-
YecKkast KapTHHa U OOHAPY)KEHHBbIE M3MEHEHHS
CTaBiT MpoOieMy Ha CThIKE HEBPOJIOTHMH WU
Helpoxupypruu. Hannuue B aHamHe3e mepe-
HECEHHOI0 HApyLIEHUs MO3IOBOTO  KpPOBO-
oOpallieHusl MO3BOJISIET BHOBb MOJHSATH BOIIPOC
0 HeipopubpoMaroze, Kak O BO3MOKHOM
(dakTope pUCKa WIIEMUYECKHX HapyIICHUN
MO3TrOBOT0 KPOBOOOpAIIEHUS!.

Ha momenm cozoanus om4ema, oaHmubvle o KOHd)JluKme uHmepecoe omcymcmeyront.
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RECKLINGHAUSEN NEUROFIBROMATOSIS: PRACTICE-BASED VIEW

Sumy State University, Sumy, Ukraine

Summary. Neurofibromatosis (NF) is a genetically determined disease of the nervous system, the essence

of which is the multiple tumor-like formations in the central nervous system and peripheral nerves. A case of
clinical observation of neurofibromatosis type 2 in a young woman who had a stroke is presented and
treatment approaches are substantiated. The importance of neurofibromatosis as a factor in the development
of stroke has been suggested.
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