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IIpeacTaBnen caydarn GbICTPO Pa3BUBILETOCS FPYOOro MIEHOTO KN~
dosza y pebeHka 5 net, SIBUBIIErOCS TEPBBIM KAVMHUYECKUM [TPOSIB-
nennem Hevipopuopomarosa I Tuna (NF1). Xupypruveckas kop-
peKxiusi IpOBeAEHA B ABA JTAllad C IPeABAPMUTENBHON aIapaTHON
rano-Tpakiyeyt 1 MOCAeAYIOIell peKOHCTPYKIJMeN T03BOHOYHMKA
C MICIIOAB30BaHMEM TUTAHOBOI'O Mella C ayTOKOCTBIO U 3aA\HEIT MH-
crpymeHTanun. \octurHyra koppexuus pepopmanmn ¢ 79° oo Boc-
cospanust pusnonorndeckoro nopaposa. OTpaneHHble pe3yAbTATLI
[IPOCAESKEHBI B CPOKM AO 2,5 NeT € MMOAHBIM COXPAaHEHMEM KOpPPeK-
uun pepopmanyn. [IpeacTaBnren 0630p AMTepaTyphl 110 TOPAXKEHN -
SIM meyTHOro otAeaa mo3sonounmka pu NF1 3a 15 ner.

KnroueBble cnoBa: MENHDBIV OTAEN TTO3BOHOYHUKA, A€TU, XUPYPrude-
cKkoe nedeHmne, menHb1 kK1do3, Herpobudpomaros I Tuna, pedop-

mManust TIO3BOHOYHMKA.
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The paper presents a case of rapidly developing severe cervical ky-
phosis in a 5-year-old child which was the first clinical manifestation
of type I neurofibromatosis (NF1). Surgical correction was carried
out in two stages with preliminary hardware halo-traction and sub-
sequent reconstruction of the spine using titanium mesh cage with
bone autograft and posterior instrumentation. The deformity was
corrected from the magnitude of 79° to the restoration of physiolog-
ical lordosis. Long-term results were followed-up for 2.5 years with
full maintenance of the achieved deformity correction. A 15-year
literature review on the cervical spine lesions in NF1 is presented.
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Heripopubpomaros [ tuna (601e3Hb
Pexnunraysena, NF1) — naciencrsen-
HOE 3200JI€BAHNE, B OCHOBE KOTOPO-
TO JIEKUT MYTAIlUA JIOKANTU3YIOMETO-
¢ B 17g-xpomocome rena NF1 [9, 22].
Jlng BepredpanbHbIX nposgsaeHuil NF1
XAPAKTEPHBI KOMOMHUPOBAHHBIE 1EPOP-

MAlM{ MO3BOHOYHUKA (KU(POCKONUO3,
JIOPZOCKOINO3), YaIlE BCETO JIOKAU3YIO-
IMUEC B IPYAHOM M HOACHUYHOM OT/E-
JAX [3]. 3HAYUTENBHO PEXE MOPAKEHUA
BBISB/IAIOTCS B WIEHHOM Y IEHHO-TPY-
HOM OT/€/IAX TTO3BOHOYHHUKA, IPOSABIIA-
ACDH TKEIBIMU KU(PO3AMH, B TOM UHUC-

12

Ji€ OCJIOKHEHHBIMU HEBPOJIOTUYECKUMU
paccrpoiicTsamu [3, 17]. BOIbIMUHCTBO
MYONMUKAIMI Ha 3Ty TEMY KACAETCA OMHU-
CaHUS OTHEIbHBIX KIMHUYECKUX CIy-
9aeB MO0 HEOOMBIINX TPYII MaI[eH-
TOB, TIPY 3TOM TAKTHKA XUPYPIUIECKOTO
JIEYEHHUS JOCTATOUYHO Pa3HOOOPA3HA.
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[IpeacTaBneHHOE HAOMIOEHUE MOXKET
OBITh HHTEPECHO KAK OfJH U3 BAPHAHTOB
TAKOTO JICUCHUSL.

Popurenu naipentku M, 5 sier, Bep-
Bble OOPATUIUCH K BpAUaM B (heBpaje
2015 1. B CBA3U C NOABUBIIENCA OKOJIO
1 MecC. Ha3aJ IIOTHO! IPHUIYXIOCTHIO
B 00JIaCTH 3aJJHEU OBEPXHOCTU MIEU.
[Ipu 06CNENOBAHNY IO MECTY JKUTEID-
CTBa OTMEYEHO OTPAHUYEHNUE JABIDKEHNN
U ie(hOpMALHs MENHOTO OT/ENA MO3BO-
HOYHHUKA. [Ipn JIy4eBOM MCCIIEJOBAHIN
BbIABJICHBI U3MEHEHUA Cs_cé TTO3BOHKOB,
PACIIEHEHHBIE KAK BO3MOKHAA AaHOMATUA
Pa3BUTHA TGO JIECTPYKTUBHBIN IPOLIECC,
OCJIOKHEHHBIN CTEHO30M TI03BOHOYHOTO
KaHAJIa ¥ KOMIPECCUEN CIIMHHOTO MO3Ta
Ha (poHE rpyOOIt KUPOTHIECKO IePOp-
manuu (puc. 1). IIpu 3T0M HUKAKUX
HEBPOJIOTUUECKUX HAPYIEHUN (KIU-
HUYECKUX NPOABJIECHUN MUEIONATUN)
y pebeHKa He oTMeueHO. CONyTCTBY-
Iomee 3200eBaHue — CUHAPOM Becra
(BO3PACTO3ABUCUMBIN SMWIETITUYECKUN
CUH/IPOM), pemuccus. JJabopatopHbIE
UCCIEN0BAHYSA (KIMHUYECKUIT U OMOXU-
MUYECKHUIT aHATU3BI KPOBU U OOIINI aHa-
JIU3 MOYM), PEHTTEHOTPA(HS OPTaHOB
TPY/JHOY KJIETKU TTATONOTUY HE BBIABHIIHL.

[Ipy NOCTYNJIEHUU B KIUHHUKY
(15.04.2015 1) CaMOUYBCTBHE Y peOEHKA
BIIOJIHE Y/IOBJIETBOPUTENBHOE, CYOBEK-
TUBHBIX 4100 HE npeabssisier. O6pa-
I Ha Ce6s BHUMAHUE MHOKECTBEH-
HBIE, PA3TUYHOTO PA3MEPA, JOCTATOUHO
OneHblE TUTMEHTHBIE TIATHA IO THUITY
KoeriHbix (cafe au lait) Ha Tene aepoy-
KU. [Ipy Manbmanyu OCTUCTBIX OTPOCT-
KOB U NapaBepTeOpaIbHO HA YPOBHE

C,~Cs ompepensiercst yMEPEHHO 60J1e3-
HEHHOE IIJIOTHOE 0OPA30BAHUE; KOXK-
HBIE TIOKPOBBI HE U3MEHEHBL. [IBIKEHUA
IENHOTO OT/ENA OTPAHUYEHB, TOCTO-
SHHO HOCUT BOPOTHHUK Pumnanensdud,
NIOXO/KA HE HapymieHa. MimeeTcs He3Ha-
YUTENIbHAS CKOJMOTUYECKAS fehopMa-
WA TPYAHOTO OTAENA NO3BOHOYHUKA,
JUIMHA KOHEYHOCTEN D = §, IBUKCHUA
B CYCT4BaX B IIOJIHOM 00beMe, 6e360me3-
HEHHBIE. HEBPONOrMYeCKUX HAPYIIEHWI
Het (Frankel E).

[Ipu pentrenonornyeckoM u KT-uc-
CIIEOBAHUN BU3YAIM3UPYETCA PE3KO
BBIPAKCHHBIN IENHBIN KO3 ¢ BEp-
muHot Ha Cy. Tema C;, G, MMEIOT KiTH-
HOBHUZIHYIO (popmy, mipr 310M y Tena Gy
TPAKTUYECKU OTCYTCTBYET €0 NEPEAHAL
NOJIOBUHA (PUC. 1), CKOMMOTAYECKAS IyTd
B TPY/IHOM OTJIETIE.

[To panneiM MPT (puc. 2), Ha ¢oHe
PE3KON Ae(OpMAIUN TTO3BOHOYHOTO
KaHaTa OCTATOK Tena C; CMEIIEH K3a/i1
B [I03BOHOYHBIN KAaHAJ, EPEAHE3A/THHI
Pa3Mep CIMHHOTO MO3T Ha 3TOM YPOBHE
YMEHBIIEH, O/JHAKO HUKAKUX JIYYEBHIX
TPOABNECHUN MUETIONATHHN HE BBIABICHO.
[TapaBepTeOpabHbIE TKAHU UHTAKTHBL,
MUKPOIUPKYIATOPHBIE U3MEHEHUS TET
TIO3BOHKOB OTCYTCTBYIOT.

C y4eTOM HECTaOUNBHOCTH IEH-
HOTO OT/e/1A TO3BOHOYHMKA, OBICTPO
IPOTrpeECCUpyomeN KuMOTUIECKON
IeOpMAIIiH, BBICOKOTO PHCKA BO3HHK-
HOBEHHA HEBPOJNOTMYECKUX HAPYIIE-
HMUI, TIPUHATO PEMIECHUE O XUPYPIUde-
CKOM JieueHnH. C LIEbI0 MUHUMU3AINN
PHUCKOB, CBA3AHHBIX C PE3KUM H3MeE-
HEHHUEM AHATOMHUYECKUX COOTHOIIE-

Puc. 1

Pertrenorpammst (2) u KT (6) merHOTO 01/1€/1a TO3BOHOYHNKA MAIUEHTKU M, 5 JI€T,
B [IBYX CTAH/APTHBIX NPOEKIMAX (MOACHEHNUA B TEKCTE)
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HUY B 1Iee, OC/Ie YCTAHOBKM anmapara
«Halo-cast» (21.04.2015 1) B TeueHue 14
JHEN IPOBOAWIN MEJIEHHYIO TPAKLIUIO,
YTO NMO3BOJWIO YMEHBIIUTD KU(PO3 € 79
1o 51° (puc. 3).

C neMOHTaXeM ONHOU HEpefHEn
mranry 05.05.2015 1. BBITOMHIINA IEPEA-
HIOIO PEKOHCTPYKIMIO O3BOHOYHHUKA
C,-Cs ¢ pexkoMmpeccuen mo3BoHOY-
HOTO KaHAJIA, KOpPEKIuer AeopMaIyu
C NEePEHUM CHOHUIOAE30M TUTAHO-
BbIM MEIIEM, 3ATIOJTHEHHBIM (PPATMEH-
TOM I'PEOHS MOJB3/IOMHON KOCTH (BME-
IIATENbCTBO MPOBEJEHO € UCIOIb30BA-
HueM HeripomonuTopunra, NIM Eclipse,
«Medtronic»). [Ipu onepanuy UCIoMb30-
BAIM JIOCTYII IO NIEPEAHEMY KPAIO IPa-
BOI1 m. Sternocleidomastoideus, Markue
TKaHU HE U3MEHEHBI, T€/a TTO3BOHKOB
CS, C4 YAJICHBI MOTHOCTBIO, HA BCEM
NPOTSKEHUY PEKOHCTPYKIIUY OOHAXKE-
HO COJEPKUMOE O3BOHOUHOTO KaH4-
Ja. VIaJeHue MO3BOHKOB IIPOBOUIIN
nyTeM (pparMeHTaluyd U 06PabOTKH
BBICOKOCKOPOCTHBIM GYPOM, P 3TOM
BU3YQJIbHBIX TIPU3HAKOB BOCTIAJICHUA
WU JeCTPYKUUKU He oTMedyeHo. Orme-

Puc. 2

MPT menHOro 0OT/ena NO3BOHOYHH-
K4 AIMEHTKA M., 5 JIET, B CATUTTA/Ib-
HOH NPOEKLMKU: CTEHO3 II03BOHOY-
HOTO K4HAJIA, IEPETHO U CABIEHHE
CIUHHOTO MO3Ta
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Puc. 3

CaruTTaabHEE PEHTTEHOTPAMMBI MEMHOTO OTAENA MO3BOHOYHMKA TAIMEHTKA M., 5 JIET, Ha 3Talax KOPPEKLHH: 4 — HCXOHO KO3
79°% © — K MOMEHTY 3aBEPIIEHUA IIO-TPAKIMU Kuo3 51°% B — 1ocyie nepeHell PEKOHCTPYKIMK Kiu(h03 JIMKBUAUPOBAH OMHOCTBIO;
I' — PE3YNBTAT KOPPEKLUN COXPAHAETCA HOCE 3aHEH (DUKCALMM 1 JEMOHTAKA AIAPATA HADYKHOH (DHKCALIUH

panusd 3aKOHYEHa BOCCTAHOBJIECHU-
€M CTa0MIBPHOCTH ANIapaTd BHEIIHEN
(bUKCAIWN.

Yepes 14 aHeit IpOU3BEAEH 3aKIOUN-
TEJIbHBIA XUPYPIUYECKUH ITall — 334HAs
namuHapHas pukcanus C,—C 1 J1eMOH-
TAX TAI0-AIIAPaTa.

[To pe3ynbraTaM THCTONOTHYECKOTO
UCCNEROBAHNA ONEPAIIUOHHOTO MaTe-
pHana OGHAPYKEHBI JUCTPOPUIECKUE
M3MCHEHUS.

Bce mex- ¥ MOCIE0NnEePalnOHHbIE
TEPUO/IBI TTPOTEKATN 6€3 OCTOKHEHNU],
PaHBl 32KUIN NEPBUYHO. K MOMEHTY
BBIINCKY CYOBEKTUBHBLX KOO HE IPEb-
ABIsUIA. HeKoTopoe BpeMs TIPH JUIUTENb-
HBIX [IEpee3/jax HOCHIA BOPOTHUK Drina-
Jembdus, OT KOTOPOTO MOMHOCTBIO OTKA-
3a71ach yepes 6 Mec. BoeBoro cuupoma
WIN TIOSIB/IEHUSA TIPU3HAKOB HEBPOJIOTH-
YECKOT0 JE(PULNTA HE OTMEYAET.

Habmogaerca mocie onepanuu
[0 MECTY XXKUTENbCTBA U 1O CHCTEME
3409HON KOHCyMbTalu. [10 JaHHBIM
koHTponbHBIX KT uepes 6 u 30 Mmec.
HOCJIE ONEpauyu (PUC. 4), BHYTPH Mela
C(pOPMUPOBAH TIOMHOLIEHHBIN KOCTHBIN
OJIOK, aHKUJIO3UPOBAHBI 34JHUE CYCTa-
BBl [IporpeccupoBanus feopmanun
U CyOBEKTUBHBIX XaJI00 HET.

00cyxIeHue

XapaxTepHble KIMHUYECKUE, PEHTTEHO-
JIOTUYECKUE U CTPYKTYPHO-(PYHKIINO-
HAJIbHBIE (HEAUCTPOPUUECKUE U JUCTPO-
(buueckue) 0COOEHHOCTH IePOPMALIHIT
MIO3BOHOYHUKA TIPU HENpoPpudpoMaro-
3¢ | ThIma JOCTaTOYHO MOAPOOHO OTPa-
JKEHBI B OTEYECTBEHHON MEAULIMHCKON
JUTEPATYPE, KaK U ONBIT UX XUPYPIHU-
YECKOI'O JIEYEHHUH, TIPEKAE BCETO Kaca-
IOIUNCA UHCTPYMEHTAIBHON KOPPEK-
1un [1-4]. O6pammaer Ha ce64 BHUIMAHUE
TO, YTO 3TH MYONUKAIIN MOCBANIEHBI
AeopManyaM IPYAHOTO U MOSICHUYHO-
TO OTJENOB TO3BOHOYHUKA, B TO BPEMS
K4K TTATOJIOTHSA MEHHOTO OT/ENA B JIy4-
IIEM CTy94€e JOCTATOYHO IIOAPOGHO OIH-
CBIBAETCA 6€3 YKA3aHUI Ha BO3MOXKHBIE
BAPHUAHTHI JICUCHNS.

Hanporus, 3apy0exHBIE ABTOPHL
IPEACTABIAIOT PA3TUYHEIE CIIOCOOHI
XUPYPTUUECKON KOPPEKIUN MEHHOIO
ku(oza npu NF1 y seTeit, otMedas Bo3-
MOKHOCTb KOMIIPECCUH CITUHHOTO MO3Id
K4K 32 CYET CMEICHUA TEJ MO3BOHKOB,
TaK 1 34 CYET UHTPAKAHAIBHOTO KOM-
MIOHEHTA ONYXONU (HEUPOPUOPOMBI)
[15]. Camad GOMbIIAs BEIOOPKA BKIIOYAET
JaHHble 0 22 perax [10], a camas paHHAA
OIEPALMA BBIIOJHEHA Y PEOEHKA B BO3-
pacre 21 mec. [20].
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XUpYpruyeckas TaKTUKd OOBIYHO
3AKII0YAETCA B IEKOMIIPECCUU COAiEP-
’KMMOT'O IIO3BOHOYHOTO KAHAM4 32 CYET
KOPIOP3KTOMUM HA BEPIIMHE KU(O3,
MU30JUPOBAHHON NEPEJHEN WU 3A]-
Hell (PUKCAUU IMO0 UX KOMOUHAIUH.
MHOT2 CYUTAIOT JOCTATOYHBIM MOCTIE
JEKOMIPECCUU OTPAHUIUATHCA TOJIBKO
nepefHen (PUKCAUeEN IyTeM 3aMene-
HUA JIe(PEKTa AyTOKOCTBIO (Manas 6ep-
I10BAs KOCTb WU IPEOEHB MOAB3/IOMHON
KoctH) [12], B psjie cydaes JOMONHAL
ee nepezHent macTuHou [7, 18]. Crour
OTMETHTB, YTO B 3THX PaOOTAX MAKCH-
MaJpHAs KUPOTHYECKas AedopMaIiys
cocTaBuiIa 52°, a koppekuus — 25°. OTKa3
OT 3aIHEN (PUKCAIIAU ABTOPBI OOBACHS-
I0T JOCTATOYHOCTBIO TEpeJHEN CTa-
Oum3anuu g pOPMUPOBAHUA KOCT-
HOTO 6JI0Ka U ONACHOCTBIO TTOBPEXK-
JE€HNUA COCYAUCTO-HEPBHBIX CTPYKTYP
TIPU TPAHCTIEAUKYIAPHON (PUKCALINYL.

HekoTopble aBTOPBI UCTIOIB30BANTN
KOMOMHUPOBAHHBIE TEXHUKH C 33THEN
HUHCTPYMEHTANBHON (PUKCALIMEN/KOP-
pexumert iepOpMaIiy TPAHCIEAUKYIIAP-
HBIMU KOHCTpyKImsimi [8, 10, 16, 19-22),
4 B CJIYY2AX BBIPAKEHHBIX UCTPO(UYE-
CKUX U3MEHEHUH MO3BOHKOB ((PECTOH-
YATOCTU KPAEB TEJ, PACIIUPEHUH 1103~
BOHOYHOTO KaHJI4, ICTOHYEHUH KOPHEN
AYXKEK TT03BOHKA) — TPaHCIAMHUHAP-
Hple BUHTHL Gardner et al. [8] ycnemHo
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BBITIOJIHU/IN KOPPEKLHIO MEHHO-TPY]-
Horo Kugosa ¢ 90 o 20° y 17-net-
Hell IeBOYKU 6€3 HEBPOJIOTHYECKUX
OCJIOKHEHUH, HECMOTPS HA KOMIIPeC-
CHIO CIIMHHOT'O MO3r4, IyTeM 2-3Tall-
HOTO JIEYEHNS: C UHTEPBAJIOM B 7 JHEN
IPOBE/IEHA TIEPEHSS PEKOHCTPYKINA
C UCHONb30BAHUEM TPAHCIUIAHTATA
U3 MaJI0OEPIIOBON KOCTH C IIACTHHON
LCP u nocneayomas KOppekuusa cKo-
JM032 C (PUKCAUUEN B MEUHOM OT/e-
Jie BUHTOB, YCTAHOBJIEHHBIX B DOKOBBIE
MaCChl, 4 B IPYIHOM — YCTAHOBJIEHHBIX
Ha K2X/IOM YPOBHE IO OJHOMY TPaHC-
JIAMAHAPHOMY BHHTY JUIS NCKIIOUCHUS
TIEPENOMA Ha CTBIKE OCTUCTOTO OTPOCTKA
U Iyry mo3BOHKA. [Ipy KOHTpOIe Yepes
18 MeC. KOHCTATUPOBAIN (POPMUPOBAHUE
KOCTHOTO 0710Ka. CyOIaMUHAPHYIO (PHK-
CAMIO HE UCTOJb30BANU U3-32 OIAC-
HOCTH TIOBPEAUTD A€POPMUPOBAHHYIO
TBEP/YIO MO3TOBYIO 0060/I0UKy. Kawabata
et al. [13] OmUCBIBAIOT TPHU CTy4as Hell-
podpudpomMaTo3a, B TOM YUCIIE Y ICBOY-

K1 10 JIET ¢ CyOAKCHATIbHBIM KH(PO3O0M,
UCIIPABIECHHBIM NTOCIE OJHOTO MECH-
1a rano-Tpaknuu ¢ 81 po 55° Tpanc-
IUTAHTAT U3 ManoOEpPIIOBOI KOCTH ObLI
(DUKCUPOBAH KOPTUKATHLHBIM BUHTOM
B C,, a 3210 (DUKCAIUs TPOBE/ICHA
C UCIIOIb30BAHUEM JTAMUHAPHBIX BUHTOB.
B Tedenue 1 mec. mocse onepanyy nau-
€HTK4 HOCHJIA TI0-KUJIET. JJOCTUTHYTA
KOoppeKuua Kugosa 1o 15° ¢ popmupo-
BAHKEM KOCTHOTO 6JI0Ka yepes 36 Mec.
ABTOPBI YK43BIBAIOT HA PUCKU OCJIOXKHE-
HHI TIPY KOPPEKIMH MEHHOTO Kugo3a
npu NF1 — BO3MOXHOCTb IIOBPEKACHUA
CIIMHHOTO MO3T4 U3-34 €0 TIPE/IIECTBY-
IOIETO CAABJIEHNS, HAIMIUE ONyXOJIEN
CIIUHHOTO MO3Td U HEUPOPUOPOM, PUCK
OIEPAIIMOHHOTO KPOBOTEYEHNU, TPEOY-
IO 3MOONU3AIUY, U TEXHUYECKUE
TPYAHOCTH 32HEN (PUKCAIIAY PH JIUC-
TPO(PUYECKH NU3MEHEHHBIX TO3BOHKAX.
Kpome Toro, nepef BBIOIHEHUEM T'a/I0-
TPAKIIMK aBTOPBI PEKOMEH/YIOT POBE-
cti MP-anruorpaguio moo KT ¢ kon-

Puc. 4

TOCJIE OIEPALUN

KT meiHOro oT/ea MO3BOHOYHMKA marueHTKH M. uepe3 6 (a) u 30 (6) mec.
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TPACTOM JUIA TIPEAYIPEKACHAA Pa3PbIBa
AHEBPU3MBI TO3BOHOYHO aPTEPHNL

Cpean onnuu, MCHOAb3OBAH-
HBIX /U1 (PUKCALIUK WEHHOTO OTAENA
IIO3BOHOYHHKA § MAJIEHBKOIO PEOEHKA
npu NF1, yIoMUHAETCA TAKKE EPEIHAL
PACCACHIBAIOMAACA OGUOTIONUMEPHASA TIIA-
CTUHKA [14].

M3BecTHBI CTydau, KOria y OONbHO-
IO C KTA3UEN JypPanbHON 000JIOUKH
32THAA UHTPYMEHTALYSA, TIPOBECHHASA
B KAUECTBE CAMOCTOATENIBHOTO BMEIIA-
TEJbCTBA, ObecnedmIa (POpMUPOBIHUE
KOCTHOTO 6JI0Ka yepes 2 roaa [11, 15].
B KpuTHYECKUX CUTyaUUAX (CHIACTHU-
YECKU TETPANApe3) MONOKUTEIbHYIO
JAUHAMUKY HEBPOJIOTHMYECKOTO CTATYCA
MOXKET OOECIEUUTD U TMAIUATHBHOE
BMEMATENbCTBO — JIEKOMIIPECCUBHASL
JIAMUHIKTOMHUS C YACTUYHOH PE3EKIIU-
eit onyxosu [17].

NHTepecHo, YTo, HECMOTPA HA Pas-
JINYHBIE CTTOCOOBI KOPPEKIUU KUPOTH-
YECKOI JIe(POPMAIINH, BCE dBTOPHI YKa-
3BIBAIOT HA XOpolee (pOPMUPOBAHUE
KOCTHOT'O OJI0K2 6€3 IPOTPECCUPOBAHUA
AeOpMalK B OTAANIEHHOM NIEPHOJIE
IIOCJIE ONEPAIIUH, XOTA BBICOKAS YdCTO-
Ta MCEB0APTPO30B, OTEPA KOPPEKINH
1 HAPACTAHUE JIEPOPMALAN B IIPOLIECCE
POCTA XapAKTEPHBI VI IETEN € IPYAOIIO-
ACHUYHBIMU CKOMMo3amu nipu NF1.

Hame knnHHYECKOe HAOII0AeHNE
OT NPUBE/ICHHBIX B 0030p€ OTINYAETCA
CTIEAYIOMUAMH OCOOEHHOCTAMHU:

- nedopMmanusg mMeUHOro OTJeNa
TIO3BOHOYHHMKA SBWIACH EPBBIM MAHU-
(dectapM cumnromom NF1, 0 aToro
TPOSB/IABIINAM CEOA TOIBKO MUHUMAJIb-
HBIMH JJUATHOCTUYECKUMHU TIPU3HAKA-
MU — MHOKECTBEHHBIMU IIATHAMU 11BETA
cafe au lait; ;pyrue npu3HaKK 326071€Ba-
HU, IPEKAE BCETO €10 BEPTEOPAILHOTO
CHH/POMA [6], BBIIBIIEHBI YKE TIPU 06CTIE-
JIOBAHUH B KIMHUKE;

— YCTAHOBJICHHBII IEPBUYHO AUATHO3
AHOMAJIUM PA3BUTHSA MENHHOTO OT/ENA
TIO3BOHOYHUKA TIPE/ICTABIACTC JOCTA-
TOYHO THIIMYHBIM: IIPH JTY9EBOM HCCIIE-
JIOBAHUM M3MEHEHNA TTO3BOHKOB PaCIie-
HEHBI KaK HAPYIIEHUA (POPMUPOBAHUA
U3-34 TOIO, YTO HUKAKUX HAPyUIEHUI
CTPYKTYPBI, U3MEHEHUH Pa3MEPOB M03-
BOHOYHOT'O KAHAJIA ¥ BHYTPUKAHATBHBIX
00pa30BaHNH, 32 UCKITIOUEHHUEM (DOPMBI
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TEJI MENHBIX TIO3BOHKOB ¥ HCTOHYEHHA
TI03BOHOYHBIX KOHIIOB PEOEP B IPYAHOM
orgene (puc. 1a), He BBIABILIOCH; CIEHY-
€T BCE K€ YTOYHUTD, YTO BPOXKJICHHBIE
IEUHBIE KA(PO3BI MPEACTABIAIOT COOO0M
KA3YMCTHKY: TUITMYHBIM I 3TOTO OT/E-
JIa ABAETCA PEAUIN3ALMA PA3HBIX TTOPO-
KOB B BU/Ic GOKOBBIX WM KOMOUHUPO-
BAHHBIX UCKPHBJICHUI; OOHAPYKCHHBIE
py MOP(OIOTUYECKOM HUCCIE/JOBAHUH
JUCTPOPUUECKNAE NU3MEHEHWS JIUITHUI
Pa3 MOATBEPKAAIOT OTCYTCTBUE CBA3U
HATOJIOTMH C BPOXIEHHON AaHOMAIUEY],
— BBIOPAHHAS XUPYPrUYECKas TAKTHKA
OOBACHAETCA, BO-TIEPBLIX, PUCKOM OJIHO-
MOMEHTHOTO BMEMIATENLCTBA U KETAHU-
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