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Abstract
Neurofibromatosis type I (NF1) is a genetically determined neurocutaneous disorder
characterized by significant clinical variability and a high incidence of neurological
complications. This study aimed to analyze the spectrum of neurological disorders associated
with NF1 and to evaluate outcomes of surgical treatment for tumors affecting the peripheral
and central nervous systems. A total of 112 patients aged 14-62 years underwent
comprehensive evaluation. Spinal and spinal cord tumors were identified in 58% of cases,
while clinically significant neural compression occurred in 16%. Surgical treatment was
performed in 38 patients with symptomatic disease. Postoperative neurological improvement
was achieved in 71% of cases. These findings highlight the importance of early diagnosis and
timely surgical intervention in progressive NF1-related neurological complications.
Keywords: neurofibromatosis type I; neurological complications; spinal tumors; plexiform
neurofibromas; surgical management.

HeBpoaornyeckue Oci10:xkHeHUSA
Heiipopuopomaro3za I Tunma U CoBpemeHnHbie
IHoaxoasl K Ux Xupyprudeckou Koppexkuun

HcaxoB b.M., UcakoB K.b.
AHJIMKAHCKUI TOCY1apCTBEHHBI MEUIMHCKUI HHCTUTYT

AHHOTALUA

Heiipodpubpomato3s [ tuma (HD-1) oTHOocHTCS K TEHETHYECKH JIE€TEPMUHHUPOBAHHBIM
HEUPOKYTaHHBIM 3200JI€BAaHUSAM C BBIPKEHHON KIMHHUYECKON MeTEPOreHHOCTHIO U BHICOKMM
PUCKOM Pa3BUTHSI HEBPOJIIOTHUECKUX OCIIOKHEHUH. Lenbi0 HacTOsIIIero necaea0oBaHms SIBUIICS
aHAIM3 CTPYKTYpbl HEBpOJIOTMYECKUX HapymeHud npu H®P-1 u omeHka pe3ynbTaTtoB
XUPYPTrUYE€CKOr0 JICYCHUS TMAlMEHTOB C OIyXOJIEBBIM MOpPaKEHHEM Mepudepruueckod u
[IEHTPATbHOM HEpPBHOUM cuctembl. [IpoBeneHo komruiekcHoe obcnenoBanue 112 GONBHBIX B
Bo3pacte oT 14 no 62 ner. OmyxoseBble MOpaXEHUs MO3BOHOYHHMKA M CIIMHHOTO MO3ra
BBISIBIICHBI y 58% MalMeHTOB, KIMHUYECKH 3HAYMMasi KOMIIPECCUs HEPBHBIX CTPYKTYpP — ¥y
16%. Xupyprudeckoe BMEIIaTeIbCTBO BHIIOJIHEHO Y 38 OOJIBHBIX ¢ CUMITOMHBIMU (hOpMaMu
3aboneBanus. [locieonepamoHHOe yIIyqIIeHHEe HEBPOJIOTHIECKOTO CTaTyca oTMedeHo B 71%
cinyyaeB. [lomydyeHHble JaHHBIE TOATBEPKIAIOT BHICOKYIO KITMHUYECKYIO 3HAYUMOCTh PAHHETO
BBISIBJICHHSI HEBPOJIOTMUECKUX OCIOXKHEHHUM U 11e1eco000pa3HOCTh aKTUBHOM XUPYpPrUuecKoi
TaKTUKH [P MPOTPECCUPYIOIIEM TEUSHUHU 3a00JIEBaHUSI.
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KuroueBbie cioBa: HeiipoguOpomaros | Thna; HEBpOIOrHYECKHE OCI0KHEHMS; CIIMHAJIbHBIE
OIyXO0Ju; TUIeKco(GopMHBIE HEHPOPUOPOMBI; HEHPOXHPYPrUYECKOEe JIEUEHUE; KOMITPECCHUS
CIIMHHOT'O MO3ra.

Annotatsiya

I-tip neyrofibromatoz irsiy neyrokutan kasallik bo‘lib, nevrologik asoratlar rivojlanish xavfi
yugqori bo‘lgan klinik jihatdan xilma-xil patologiya hisoblanadi. Ushbu tadqiqotning magsadi
NFI dagi nevrologik buzilishlar tuzilishini tahlil qilish va nerv tizimi o‘smalarini jarrohlik yo‘li
bilan davolash natijalarini baholashdan iborat. 14-62 yoshdagi 112 nafar bemor kompleks
tekshiruvdan o‘tkazildi. Umurtqa va orqa miya o‘smalari bemorlarning 58% ida aniqlandi, 16%
ida klinik ahamiyatga ega siqilish kuzatildi. 38 nafar bemorda jarrohlik amaliyoti bajarildi.
Operatsiyadan keyin 71% holatda nevrologik holat yaxshilandi. Natijalar NFI da erta tashxis
va faol jarrohlik yondashuvning ahamiyatini tasdiglaydi.

Kalit so‘zlar: I-tip neyrofibromatoz; nevrologik asoratlar; spinal o‘smalar; pleyksoform
neyrofibromalar; jarrohlik davolash.

BBenenne

Hefipopubpomaro3 I tuma (HD-1), Takke u3BECTHBIM Kak Ooie3Hb PekinmHrxayseHa,
OTHOCUTCSl K rpynne (pakomMaro30B U SBIAETCS OAHUM M3 Haubojee pacHpoCTpaHEHHBIX
ayTOCOMHO-JIOMUHAHTHBIX HACJIEJCTBEHHBIX 3a00JI€BaHUN HEPBHOW CHUCTEMBI. 3a00JIeBaHUE
o0ycioBieHo myTtanusmu reia NF1, 10kann30BaHHOTrO Ha JUIMHHOM Iuieye 17-i XpoMOCOMBI
(17q11.2), xomupyromero Oenok HEWPOGUOPOMUH — KITFOUYEBOH PETYISTOP CHTHAIBHOTO
nytu Ras. [Torepst pyHkiuu HeilipoduOpomMrHa NPUBOIUT K HEKOHTPOIUPYEMON KIETOUHOU
nponmdepanny, (OPMHUPOBAHUIO OIyXOJNeH mepudepruuecKkux HEPBOB U Pa3BHTHUIO
MHOKECTBEHHBIX CUCTEMHBIX HapYyLICHUH.

[To maHHBIM SMTUIEMHUOJOTHYECKUX HCCIENOBaHUH, pacnpocTpanéHHocTs HP-1 cocraiser
npubmusurensio 1 caydaid Ha 2500-3000 HOBOPOKAEHHBIX, MPUUEM OKOJIO MOJOBHUHBI
cilydaeB OOYCJIOBJICHBI CIIOHTAaHHBIMH MyTanusMu. Kimuudeckuit ¢eHoTHI 3a00s€BaHUS
OTJIMYAETCS 3HAUUTENBHONH BapHaOeNbHOCTBIO M MOXET BKJIIOYATh KOXHBIE MPOSBICHUS
(maTHa «KO()e C MOJIOKOM», KOXHBbIE€ HeHpouOpoMBI), CKelneTHble JedopMaiui,
o(ranbMosornyeckre HapyImeHHst U OIyXOJU HEPBHOM CUCTEMBI.

HecMmoTpst Ha TO 4TO KOXKHBIE MPU3HAKK YACTO CITy>KaT OCHOBOM JUIsl paHHEH JAMarHOCTHKH,
MMEHHO NOpa)kKeHHe LIEHTPAIbHOM U epr(epruuecKoil HepBHOM CUCTEMBI OIPEAETISET TAKECTh
TEYeHHUs 3a00JIeBaHNs, YPOBEHb MHBAJIMIN3AIMN M Ka4eCTBO JKM3HU ManueHToB. Hanbomee
3HaYMMBIMH HEBPOJIOTHYECKUMHU OCJIOKHEHUSAMHU SIBIISIFOTCS 1eKco(OopMHbIE
HEHpoPHOPOMBI, OImyXoyn nepudepruuecKuX HEPBOB, TIIHOMBI 3pUTEIBLHBIX IYTEH, a TaKke
CIHMHAJIbHbIE OIYXO0JIH, CIIOCOOHBIE BBI3BIBATH KOMIIPECCUIO CITMHHOTO MO3Ta ¥ KOPEIIKOB.
Onyxonu HepBHOW cuctempl npu H®-1 Hepenko minMTenbHOE BpeMsl IMPOTEKAIOT
0ECCUMIITOMHO, OJJHAKO IMpPH MPOrPECCHUPOBAHUHU OITyXOJEBOIO POCTa MOTYT NPUBOIUTH K
Pa3BUTHIO XPOHHYECKOTO O0JIEBOTO CHHIPOMA, MOTOPHBIX M CEHCOPHBIX HAPYIICHHH, a TAKKe
BBIPQ)KEHHOTO  HeBposiorndyeckoro naepunura. OcoOyl0 KIMHUYECKYI0 3HAYMMOCTh
MPEACTABISIET  PHUCK  3J10KAYeCTBEHHOW  TpaHcdopmauum  HeiipodudOpom B
MAJMTHU3HPOBAHHBIE OIYyX0JIH 000/104eK nepudepudeckux Hepsos (MPNST).

B cBsI3M ¢ 3TUM paHHSS AUarHOCTHKA HEBPOJIOTHYECKUX OCIOKHEHUH M BEIOOp ONTUMAITEHOU
XUPYPTUYECKON TAKTUKH OCTAIOTCS BaKHEHIIMMHU 3a/1a4aMi COBPEMEHHOM HEHPOXUPYPruu U
KJIMHUYECKOW HEBPOJIOTHH.
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[lenpt0 HACTOSIIETO WCCICIOBAHUS SBIACTCS aHAIU3 KIMHAYECKHX OCOOCHHOCTEH
HEBPOJIOTUYECKUX OCIOKHEHUH Tipu HelpopuOpomaroze [ Tuma, a Takke OICHKA
3 PEKTUBHOCTH XUPYPTUUECKOTO JICUYCHHUS OMyxoJiel nmepudepruIecKux HEPBOB U CITMHHOTO
MO3Ta.

MarepuaJjbl 1 METObI

KOHTHHIeHT ucciienoBaHusl

B wuccnenmoBanue Obutn BKIHOYEHB 112 manMeHTOB C KIMHUYECKH W TCHETHYECKHU
MOATBEP K IEHHBIM JUArHO30M HelipopuOpomaTosa I Tuna, HaXOAMBIIMXCS IO HAOIIOICHUEM
B CHELHUAIM3UPOBAHHOM HEHUPOXUPYPrHUECKOM IeHTpe. JluarHo3 ycTaHaBIuBajiCsi B
COOTBETCTBUM C MeXAyHapoAHbIMu auarHoctuueckumu kpurepusimu NIH (National
Institutes of Health).

Cpennuii Bo3pacT nanuentoB cocrasui 37,4 + 11,8 rona, auanason Bapeuposai ot 18 qo 62
neT. MyxuuHsl coctaBuin 52% o0cnenoBaHHBIX, keHITUHB — 48%. [IpogomkurensHOCTh
3aboJieBaHus KoJjiebanmack otT 2 A0 15 JeT, 4To OTpa)kaeT XPOHHUYECKUN MPOrPeCcCUPYIOUI
XapakTep MaToJIOrUH.

Kpurepusmu BKITIOUEHUS B UCCIEAOBAHUE SIBIISUTUCH:

o MOATBEPKAEHHBIN nruarno3 HO-1;
. HaJU4Me KJIMHUYECKUX MPU3HAKOB MOPAKEHHSI HEPBHOM CUCTEMBI;
. HaJIM4Yue OnyXxoJiel nepudepruuecKux HEPBOB WU CIIMHHOTO MO3Ta M0 JaHHBIM
MPT.
Kputepusimu uckmtodeHus ObLIH THKENBIE COMAaTHUECKHUE 3a00JIEBAaHUS K OTCYTCTBUE JaHHBIX
HEHWPOBU3YaIU3ALNH.

Mertoab1 00cienoBaHust
KomrekcHoe o0cnenoBaHre MAUMEHTOB BKIIOYAJIO KIMHUYECKHE, MHCTPYMEHTAlbHbIE U
MOJIEKYJISIPHO-T€HETUYECKHE METO/IbI UCCIIEI0BAHUS.
[IpoBoauiioch pacHIMpeHHOe HeBpOJOrnyeckoe o00cjeJ0BaHMe, BKIIOUYABIIEE OLEHKY
JIBUTATENIbHBIX, CEHCOPHBIX U KOOPIMHATOPHBIX (DYHKIMHA, a Takke aHaIu3 pedIieKTOpHOU
aKTUBHOCTH.
JU1st KOTMYEeCTBEHHOM OLIEHKH 00JIEBOI0 CHHJIpOMa MPUMEHSUIMCh BAIUUPOBAHHBIE IIIKAJIBL:
. VAS (Visual Analog Scale) — BusyanbHO-aHaIOTOBasI 1MIKaia 00Ju;
. DN4 (Douleur Neuropathique 4) — JMAarHOCTUYECKUH OIPOCHUK
HEBpOIaTU4YeCcKon 00IH.
HelipoBusyanuzanusi  BBINOJHAJACh €  HCIOJNB30BAaHMEM  MATrHHTHO-PE30HAHCHOM
Tomorpapuu (MPT) romoBHOro W CIMHHOTO MO3Ta ¢ KOHTPAacTHBIM ycmieHueMm. Ocoboe
BHUMaHME YJIENSAJIOCh BBISBICHUIO OMyXoJel MHepudepuvyeckux HEPBOB, IIIEKCOPOPMHBIX
HelpohuOpoM U MPU3HAKOB KOMITPECCUU CTUHHOTO MO3ra.
JUi IOATBEPKAEHUS AUAarHo3a MPOBOINIACH MOJIEKYJISAPHO-TeHeTHYecKas Bepuukanus
myTtanuii rena NF1, 4To mo3BOsUI0 yTOYHUTE TEHETHUECKYIO TIPUPOTY 3a00JICBaHUSI.
[locme  Xupypruueckoro  JieYeHMs  NpoBoAWiach  (YHKIHOHAJIbHAA  OLICHKA
HEBPOJIOTMYECKOr0 CTaTyca, BKIIOYaBIIas aHaJIu3 ABUTATEIbHBIX (QYHKIHMA, BEIPaXKEHHOCTH
00JIeBOT0 CHHAPOMA M KaueCTBA KU3HH MAI[IEHTOB.
Xupyprudyeckasi TAKTHKA
Bribop Xupypruueckoil TakTHKH OCHOBBIBAJICS Ha KIMHMYECKOW KapTUHE 3a0o0jeBaHMA,
JAHHBIX HEWPOBHU3YyaJIU3allMU U CTEIIEHU HEBPOJIOIMUECKOT0 Aeduuura.
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OCHOBHBIMH ITOKa3aHUSAMH K XUPYPIrUICCKOMY BMCHIATCIIbCTBY ABJIAINCEH!:

. MIPOTPECCUPYIOLIHI HEBPOJIOTUIECKUN 1e(DUITUT;

. KOMIIPECCHS CIIMHHOTO MO3Tra WJIM HEPBHBIX KOPEIIKOB;

. BBIPQ)KEHHBIA XPOHUYECKUN O0JIEBOI CHHAPOM;

. [I0JI03PEHHUE Ha 3I0KaYECTBEHHYIO TPAHC(POPMALIUIO OITyXOJIH.

OnepaTuBHOE JICYEHNE BBINOIHUIOCH C UCIOJb30BAHUEM MHMKPOXHMPYPrU4eCKOH TeXHHKH,
OINIEPALIMOHHOT0 MHKPOCKOINa U HEWPO(MU3UOJOTMUECKOr0O MOHHUTOPHUHIA, YTO IO3BOJIUIIO
MHUHUMHU3UPOBATH PUCK ITOBPECIKIACHU A (bYHKLII/IOHaJH)HO SHAYUMBIX HCPBHBIX CTPYKTYP.
Pesyabrarsl

AHann3 KIMHAYECKHUX JaHHBIX IIOKa3all, YTO Hambosee dYacThIMHU HEBPOJIOTHYCCKUMHA
IPOSIBJICHUSAMH Y nanueHToB ¢ HO-1 Opuu:

. CEHCOpHBIE paccTpoiicTBa — y 70% manueHToOB;
. XpOHHUYECKasi HeBpomaTtuyeckas 601b — y 56% nanueHToB;
. KOPELIKOBbIN cuHIApOM — Yy 53% nanueHToB.

VY 18 manuMeHTOB JUarHOCTUPOBaHA MUENIONATHS KOMIIPECCHOHHOTO I'eHe3a, CBA3aHHas C
POCTOM CIIMHAJBHBIX OITyXoJsied. KinHuuecku oHa MmposBisiach caabOCThI0 B KOHEUHOCTSIX,
HapyIlleHHeM 4yBCTBUTEIbHOCTH U PACCTPONCTBAMH MOXOIKH.

[lo naHHBIM HeHWpoBU3yaM3allMM Yy 3HAYUTENbHOM 4YacTH NAIMEHTOB BBISBIISIIUCH
njiekcoopmMHble Helpopudpombl, xapakrepusyroumecs 1U( y3HbIM HHOUIBTPATUBHBIM
POCTOM B/10JIb HEPBHBIX CTBOJIOB.

[locne mnpoBeneHUs XUPYPrUUECKOrO JIEUYEHUS OTMEUEHO 3HAYNUTEIbHOE YMEHBIIECHUE
WHTEHCUBHOCTH OOJIEBOTO CHUHIpoMa Tmo Immkaie VAS, a Takke perpecc 0ouyaroBoi
HEBPOJIOTUYECKOH  CHUMNTOMATUKM Yy  OOJBIIMHCTBA  NAlMEHTOB.  YIIydlleHHE
(yHKIIMOHATIBHOTO COCTOSTHUS COITPOBO’K/1aJ10Ch MOBBIIIIEHUEM TOKa3aTeslel KauecTBa )KU3HU.
YacToTa nociaeonepaioHHbIX OCIIOKHEHUH cocTaBuia MeHee 8%, Tipu 3TOM OOJIBIIMHCTBO
OCJIO)KHEHUM HOCHUJIM TPAH3UTOPHBIM  XapakTep U  perpeccupoBajii B  paHHEM
IIOCJIEONIEPALIUOHHOM IIEPUOJIE.

Obcyxxnenue

[losydyeHHBIE pe3yabTaThl IMOATBEPAKAAIOT, YTO HEBPOJIOTMYECKHE OCJIOKHEHUS IpHU
HelpopubpomaTo3e | Tuma SBIAIOTCS OJHUM M3 KIIOUEBBIX (PAKTOPOB, OMPEIEIISIOMINX
MIPOTrHO3 3a00JIEBaHUS U CTETIEHb MHBAJUIN3ALMH MTAIIUEHTOB.

Oco0y1o KJIMHUYECKYIO CIIOXHOCTh HPEACTAaBISIIOT IJIeKcoGopMHbIe HellpoguOpoMbl,
KOTOPBIE XapaKTepPHU3YIOTCs MHPHUIBTPATUBHBIM POCTOM, BOBJIEUEHUEM HECKOJIBKUX HEPBHBIX
CTBOJIOB M BBICOKMM pHCKOM MalluTHU3aluu. VX xupyprudeckoe yjaajaeHHEe HEpPEaKO
CONPSDKEHO C TEXHUYECKUMH TPYIHOCTSIMH W PUCKOM TOBPEXAECHUS (PYHKIHOHAIBHO
3HAYUMBIX CTPYKTYP.

B 10 ke BpeMs IpU COJMTAPHBIX OMYXOJX NepudepuvecKuX HEPBOB M CIHHAJBLHBIX
HelipoguOpoMax CBOEBPEMEHHOE MHKPOXHUPYPTrUYECKOE BMEIIATENIbCTBO  I1O3BOJISET
JTOOHUTHCS 3HAYUTEIBHOTO perpecca 60JIeBOro CHHIpOMa U BOCCTAaHOBJICHHS HEBPOJIOTMUECKUX
GbyHKIUH.

[losrydeHHBIE TaHHBIE COMIACYIOTCS C PE3YJIbTaTaMU COBPEMEHHBIX UCCIIEI0BAHUM, COTIIACHO
KOTOPBIM PaHHSAS IMAarHOCTUKA U UHIMBUIYaIU3UPOBAHHBIN BEIOOP XUPYPrUYECKOU TAKTHUKU
CYIIECTBEHHO MOBBIMAIOT 3(p(PeKTUBHOCTD JIeueHus nanueHTos ¢ HD-1.
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Taxum

o0pa3oM, KOMIUIEKCHBIM  MEXKIUCIUIUIMHAPHBIA  TOIXOJl,  BKJIIOYAIOIIUN

HEHPOXUPYProB, HEBPOJIOTOB U I'€HETUKOB, SIBISIETCS HEOOXOAWMBIM YCIOBHEM YCHEIIHOTO
BEJICHUS MAIIMEHTOB ¢ HelipoduOpomaro3om I Tuma.
3aKa04YeHue

15e Hetipodubpomaros I Tuna conpoBokaaeTcs BBICOKOW YaCTOTON KIMHUYECKH
3HAYUMBIX HEBPOJOTUUECKHUX OCIOKHEHUH.

2 Kommnpeccrs HEpBHBIX CTPYKTYD SIBISIETCS OCHOBHBIM ITOKa3aHUEM K
XUPYPrHUECKOMY JICUCHHUIO.

3 Xupypruueckasi KOppekius 00ecrneyrBaeT yIyqlleHue HeBPOJIOrHUeCKOTro
cratyca 6oisiee ueM y 70% manueHToB.

4. MPT ¢ koHTpacTUpOBaHHMEM — OCHOBHOW METOJ MOHUTOPUHIA TEUEHUS
3a00JIeBaHUSI.

5. Benenue nannentoB ¢ HO-1 tpeOyeT MeXAUCIUIITUHAPHOTO MOIX0A.
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