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Abstract: 145 patients with neurofibromatous scoliosis and 96 patients with neurofibromatosis without scoliosis
aged from 1 year to 75 years were studied.

Clinical, including neurological, radiological and radiometric, clinical and genealogical, anthropometric,
statistical methods of research were used.

The study of scoliosis in neurofibromatosis (Recklinghausen's disease), in comparison with the laws of the
development of idiopathic scoliosis found that it is characterized by all the laws known for idiopathic scoliosis.
However, a distinctive feature is the combination of scoliosis with pronounced kyphosis; earlier development
and a long period of progression associated with late puberty; predominant localization at the upper thoracic
and thoracic levels; decompensated character; early and pronounced wedge-shaped deformation of the
vertebral bodies in two projections; predominance of structural component of deformation over functional;
subluxation of vertebrae; frequent development of ischemic spinal syndrome.

Keywords: neurofibromatosis, scoliosis, peculiarities.

CKOJIN03 TP HEUPODPUBEPOMATO3E (FOJIE3Hb PEKJIMHIXAY3EHA)
ByusitoB P.H. (A3epbaiinxanckas Pecnnyoauka)

bynamos Pamus Hypanu oznvl - kanouoam mMeOUyuHCKUX HAyK, CIMAapuiuil Hayumvlll COMmpYOHUK,
omoen 0emcKol opmoneouu u mpasmbol,
A3epbaiioxcancKull HayyHO-UCCIe008aMENbCKULL UHCMUMYM MPAasMamono2uy U opmoneouu,
2. Baxy, Asepbaiiosxcanckas Pecnybauka

Aunomayusa:. usyuenvt 145 Oonvueix ¢ Helpogubpomamosuvim  ckoauo3om u 96 60nbHLIX  C
Hetipoubpomamosom be3 ckoauoza 6 eospacme om 1 200a 0o 75 nem. Hcnonv3o6ansvl KIUHUYeCKUll, 8 mom
yucne  HeBPONOSUYECKUll, PEeHMECHONOSUYeCKUll U PEeHMeeHOMEMPUYeCKull, — KIUHUKO-2eHeano2udecKul,
AHMPONOMEmpPUYeCcKUll, CIamucmuyeckuti Memoosl UCCIe008aHUsL.

H3yuenue cxonuosa npu uetipogpubpomamose (6onesnv Pexiunexaysena), 8 cpasueHuu ¢ 3aKOHOMEPHOCTHAMU
Pa3sumus UOUONAMUYECKO20 CKOAUO3A YCMAHOBULO, YO eMy CE0UCMEEHHbl 8Ce 3aKOHOMEPHOCHU, U3BECTHbIE
0715 uouonamuuecko2o ckonuosa. OOHako omauuumenvHol 0CoOEHHOCbIO AGNAEMCA COYemanue CKOaUo3d ¢
BLIPACEHHBIM KUPO30M, OONee pannee pasgumue U NPOOOIHCUMENbHBII NePUOO NPOSPECCUPOBAHUS, CEAZAHHDBII
¢ NO30HUM NOJIOGbIM CO3PESAHUEM, NPEUMYUeCMEEHHAs IOKATU3AYUS HA 6EPXHESPYOHOM U 2PYOHOM YPOGHSAX,
OEKOMNEHCUPOBAHHDIL XAPAKMED, PAHHASL U BbIPAJICEHHAS KIUHOBUOHAS Oedopmayus men NO360HKO8 6 08yX
npoexkyusax;, npeodoradanue CmMpyKmypHoO20 KOMNOHeHmA Oeopmayuu HAO (QYHKYUOHATLHBIM, NOOBbIBUX
NO3BOHKO08,; HACMOE PA3GUMUE UMEMUYECKO20 CRUHATLHO20 CUHOPOMA.

Kntoueswte cnosa: neiipogubpomamos, ckoauos, ocobenHocmu.

Heiipoubpomaros (6one3nr PexnmHrxay3eHa) — peako BCTpeHaroIleecs M MallOM3YUeHHOE 3abolieBaHUE,
HOPAXKAIOIIEE KTO- U ME30ePMaIbHbIC CTPYKTYPBI: KOXKY, MATKHIE TKaHH, HEPBHYIO H KOCTHYIO cuctemsi [1, 4, 6].
Heiipodhubpomaro3 mpezcrapisier coboii Hanboyiee pacHpoOCTpaHEHHYIO (OpMy MOHOIEHHOH HaCECICTBEHHOM
MaToOJIOTMM M BCTpedaeTcs B momymamuu ¢ vactotoil ot 1:2000 mo 1:4000 nacenmenus. 3aboneBaHue
XapakTepHU3yeTcsl Pa3BUTHEM OITyXOJeH NPEHMYILECTBEHHO 3KTOJEPMAJIbHOIO MPOUCXOXKACHUS C TOpaKEHHEM
HEPBOB, KOXKM M IIEHTPAILHOI HEPBHOW CHUCTEMBbI, HaJM4YMEM THUIMYHBIX MUIMEHTHBIX IISITEH THIIA «Kode C
MOJIOKOM», aHOMAJIUSIMU Pa3BUTHUSI KOCTHOTO CKEJIETa, a TaKkXKe PAIOM JPYrHX KIMHWYECKUX INposiBieHud. Tum
HaclleJOBaHHs 3a00JIeBaHMs AyTOCOMHO-IOMUHAHTHBIH ¢ TICHETPaHTHOCTBIO Oim3koit k 100% [2, 4].

B HacTosmiee Bpems 3a0oiieBaHIe U3BECTHO Kak Oose3Hb Pexnmarxaysena (Von Recklinghausen's disease,
Von Recklinghausen neurofibromatosis, auri.). NF1 — sBisiercst ohpuIHaabsHpIM MEXKIYHAPOIHBIM
TeHEeTHYEeCKUM CUMBOJIOM Oojie3nn Pexnunrxaysena. NF1 siBisieTcst Han0Oosiee 4acThiM MOHOT€HHBIM
HacJIeJICTBEHHBIM 3a00JIeBaHHEM ¢ 4acTOTOM okoo 1 Ha 3000 Hacenenwus [3, 5].

Ocnooichenust pa3HOOOpa3HbI TI0 XapakTepy M BKIIOYAIOT: CIENOTY BCJIEJCTBUE OIYXOJeW 3PHUTENIBHBIX
HEpBOB (Yallle ONTHYECKUX TIJIMOM); 3JI0KaYeCTBEHHYIO TpaHchopMmanuio (MaJMIHHU3AIMIO) OIyXojeHl, dvarie
omyxoneit IITHC wu muekcudopmubix HelpoduOpom; pa3BuTHE (HEOXPOMOLUTOMBI C CHMITOMaTHYECKOH
3JI0KaYeCTBEHHOH apTepUalIbHOM THUIIEPTOHUEH; JCCEeHLIMalbHAs apTepHaibHas TUIEPTOHUS (JacToe
OCJIO)KHEHHE, MOXET Ppa3BUTHCA B JIIOOOM BO3pacTe); CTCHO3 IIOYCYHOH apTepud M KOApKTaLUsl aopThl,



cBszanHble co cnemuduuabM it NF1 Backymurom; NF1-accomumpoBaHHas BAacKYIJIONMATHS C TOPaKCHHEM
KOpPOHApHBIX W LepeOpalbHBIX apTepuil (cephbe3HOe WM Aaxe (haTalbHOE OCIIOKHEHWE); CHIDKEHUE (TOoTeps)
¢byHKIMKH TepuepUYecKnX HEPBOB 3a CYET JUINTEIBHOTO CHABJICHUS OMYXOJMSAMH (KOMIIPECCHOHHAS
meBponarus); CIBI; xocMeTmueckue nedeKThl BCICACTBHE PACIOIOKEHUS OIYyXOJEeH Ha JIMIE W OTKPBITHIX
yJacTKaX KOXH, B TOM YHCI€ B MeCTaX TIIOCTOSHHOH MHKPOTpaBMATH3alWH; JeQopMarus W/ iiu
MATOJIOTHYECKUE TIEPETOMBI KOCTEH KOHEIHOCTEH; CKOH03 (Ku(oCKoano3) U aehopMartis TpyaHoN KieTku [4,
5].

Heanb. U3yuenue ckonmosa npu Heipopudpomarose.

MeTtoabl. MaTepuaioM HCCICIOBAHUS SBUIHCH 145 OOJNBHBIX ¢ HEUPOGUOPOMATO3HBIM CKOJIHO30M H 96
00JBHBIX ¢ HelipopubpomMaTo3oM Oe3 ckono3a B Bo3pacte oT 1 roga o 75 nert.

Hcnonp3oBaHbl  KIMHUYECKHUH, B  TOM  UHCI€  HEBPOJOTMYECKHH,  PEHTITCHOJIOTMYECKUH U
PEHTI€HOMETPUYECKUH,  KIMHUKO-TCHEAJOTHYEeCKUH, aHTPOIOMETPHYECKUI, CTaTHCTHYECKUH  METOJBI
HCCIICAOBaHMUS.

PesyabraTnl. Pacrpenenenue OOJNIBHBIX CKONHMO30M TIpH  HeWpoduOpomaro3e Mo Bo3pacTy ObUIO
cienyromum: 10 9 ner 5,5+1,9%, ot 10 go 19 ner - 38,6+4,0%, ot 20 no 29 ner - 35,9 +3,9%, ot 30 no 39 ner -
12,4+2.7%, ot 40 mo 49 net - 4,8+1,8%, ot 50 mo 59 met - 2,1+0,2%, 60 net u crapme - 0,7+0,1% OOTBHBIX.
3aKOHOMEPHOCTH, CBOMCTBEHHBIE CKOJIMO3y TpH wHelpodudpoMaTose, HW3ydeHB HAa 3HAYMUTEIFHOM YHCIE
HaOIOCHNH IUPOKOTO BO3PACTHOTO AMANIa30HAa, IPOCIEKECHHBIX B CpeIHEM Ha npoTsokernn 7,3+0,7 net, a ans
CpaBHEHHS HCIIOJIH30BAHBI XaPAKTEPUCTUKN UIHOMATHYECKOTO CKOIHO03a.

Hanbonee mocTOSHHBIM TpH3HAKOM HelpoduOpomaro3a sABIsSeTcs KOXKHAs mHUrMeHrtarus. KoxHas
NUTMEHTALKS B BHIC MUIMEHTHBIX IITCH «Kode ¢ MOJOKOM» BhisBiIeHa B 93,1+2,1% cayuaes,
BeCHym4arocts (3dennaononodHasi MUrMEHTALMsI) B NOAMBILIEYHOH obsacti — y 35,2+3,1%, BuTHimro — y
5,8+1,5%, a haxombl pamyxKHbIX 00osouek ria3 — 11,34+3,5%.

HawnGonee xapakTepHbIM NpH3HAKOM HeWpoduOpomaros3a SBISIOTCS HEHPO(PHOPOMBI, KOTOPHIE HO BHIY
HAIlOMHMHAIOT TIOJIMNBI WJIM OOpOJABKHM, HMMEIOT BHJ CKJIaJOK KOXH, OITyXOjeH, MAacCHUBHBIX KOXKHBIX
pa3pacTaHui.

HefipopuOpoMbl KOKM W TOAKONKHON KIIETUYATKU HaOmomamuch y 77,6+2,7% OONBHBIX, B TOM YHUCIIE
y3noBaras opma 3a0oneBaHus BIsiBIeHa Y 64,7+3,1% O0NbHBIX, MPOSIBICHUS THNA 3nedaHTHa3a (CIOHOBOCTB)
y 16,2+2,4%, nurmentupoBaHHble Helpopubpomsl - y 3,3+1,2% OonpHBIX, B 6,6+1,6% ciydaeB nmenoch
COYETaHUE OITyXOJIeH Pa3HBIX TPYIII Y OJHOTO M TOTO K& 00ipHOTO. CpeHHH BO3PACT IMEPBHYHOTO BBISBICHUS
y370BaThIX HelpopudpoMm coctaBmi 15,3+1,2 met, mposiBieHns Tuma snedanTrasa (cioHoBocTh) — 1,9+1,3 ner,
a MITMEHTUPOBAHHbIE HEHPO(PHOPOMBI OOBIYHO BBISIBIISUIHCEH C POXKICHUS.

Y3noBarsie HEHPOHHUOPOMBI UMEIOT CKIIOHHOCTH K IIEPHOAMYECKOMY YBEIHUEHHIO U TIOSBICHHUIO HOBBIX.

Cpenn 145 uccnenoBanHbix ckoimo3 | crenenu quarnoctupoBad y 12,4%, 1l -y 15,2%, 11l —y 23,4%, IV —
Y 49,0%. Takum o6pazom, ckommuosbl Il u IV cremeneit umenn 72,4+3,4% OonbHBIX. Y4YHUTHIBAA
HE3aKOHYCHHBIH pocT y 35,9+3,9% OO0NbHBIX, Yy HHX MOXHO OBUIO O0XHIAaTh JalibHEHIIero
yBeauueHus gedopmaruu. Y OONBHBIX ¢ 6 n0 18 JeT oTMeyanoch HEYKJIOHHOE IPOTPECCUPOBAHHE
ckoyimo3a 6e3 crajaa, Ipu 3TOM CPEJHETOJI0BOE MPOTPECCHPOBAHNE CKOJIMO3a cocTaBuio 6,5+0,4°.

Bo3spact BeIsIBIICHHS CKOJIMO3a MPU HelpoduOpomaTose Ol caenyromum: 1o 4-x et —y 30,3%
00JbHBIX, OT 5 10 9 net — 42,1%, B 10 neT u cTapme — y 27,6% OOJbHBIX.

Pacmpenenenne ckonmo3a npu HepohubOpomMarose Mo TUIMAM OBLIO CIEAYIOMIUM: IMEHHOTPYIHON
u BepxHerpynHoud — 24,2+3,6%, rpymaHoit — 46,9+4,1%, mnoscHuuHOorpymHou — 12,4+2,7%,
mosicCHUYHBIN — 11,7+£2,6%, komOuHUpOoBaHHbIH — 4,1+1,7%, ToTanpubid — 0,7+0,1% caydaes.

XapakTepHbBIM ¥ BBIPOXEHHBIM INPU3HAKOM CKOJIMO3a TpH Helpodubpomarose SIBISICS
nudby3HbIl 0CTEONMOpPO3 TeJN M IYXKEK IO03BOHKOB, a Takxke pebep. BoIpakeHHas KIMHOBHIHAA
nedopmanust Tesa MO3BOHKOB B ABYX MpOEKIUIX uMesach y 96,7 +£3,2% ucciie10BaHHBIX.

BoiBoabl. M3yuenue ckonuosa npu Helipopubpomarose (0osne3np_PekanHrxayseHa), B CpaBHCHUH
C 3aKOHOMEPHOCTSMH pa3BUTHS HIMOMATHYECKOTO CKOJIMO3a YCTAHOBMJIO, YTO €My CBOWCTBEHHBI BCE
3aKOHOMEPHOCTH, W3BECTHBIE JUII HWAMONATUYECKOro CKONMO030B. OHAKO, OTIMYMTENILHOH OCOOEHHOCTBIO
SBJISIETCS COYETAaHHE CKOJINO03a C BRIPAKEHHBIM KH]o30M; OoJiee paHHee pa3BUTHE U IPOJOIKUTEIBHBIA MEPHOJ
MIPOTPECCUPOBAHNS, CBSI3aHHBIH C TO3JHUM IIOJIOBHIM CO3PEBAHHMEM; NPEHMYIIECTBEHHAs JIOKAIU3alusl Ha
BEPXHETPYAHOM U TPYJHOM YPOBHSX; JEKOMIICHCHPOBAHHBINA XapakTep; PaHHSSA W BBIpAKCHHAS KIMHOBUIHAS
nedopmanus Ten Mo3BOHKOB B JIBYX IPOEKIHAX; MpeodiiajiaHie CTPYKTYPHOTO KOMIIOHEHTa JedopMaliuy Haj
(YHKIMOHAJIBHBIM; TTO/IBBIBUX [I03BOHKOB; YaCTOE Pa3BUTHE UIIEMUYECKOTO CIIMHAIBHOTO CHHAPOMA.
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