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nasa 5

MOPOKW PA3BUTUA NO3BOHOYHUKA
N CMAHHOIO MO3rA

MOPOKW PA3BUTUA NO3BOHOYHUKA

KocrHble aHOMaIMM 1103BOHOYHKMKA MHOTOYMC/IEHHBI ¥ B KIWHHUYe-
CKOM IpaKTHKe HeBPOJIOTa BCTPeYaloTes 4acTo. OTAeNBbHO BBIEAIOT Juc-
AIA3UL KPAHU0BepMeOpansioti 0bacmu, BKI0YAlomIei B ce6s HeHTpasb-
HbIe OT/leJIbl OCHOBaHMS yeperia ¥ TPU BEPXHUX IIEHHBIX IO3BOHKA,
06 be/IMHEHHBIX 00ITHOCTBIO PA3BUTUA (3a/{HYUE OT/eJIbl OCHOBAHHS Yepe-
1a pa3sBUBAIOTCH M3 ME3EHXUMbI TPeX BEPXHUX MIEHHBIX CErMEHTOB).
Ob6berHenye ONpaBAaHo U CX0XKeCThI0 KJIMHUYECKUX TIPOSBIEHUH Auc-
JIa3uii 5TON 3HAYMMON JUIA HEBPOJIOTa JIOKaIM3alluH.
KocTHble Auciia3uy NO3BOHOYHUKA ¥ KPAHHOBEPTeOPAIbHOTO CThIKA
bme CJIy4aeB COYETalTCA C AaHOMaIMAMY Pa3BUTHA HEPBHBIX CTPYKTYD,
aKUMU KaK anomanus Apronsda — Kuapu, cupunzomuenus, nepurespans-
e Kucmol, cocyducmele mansgopmayuu u 1p. HeKOTOpbIe KOCTHBIE aHO-
A1V MOTYT He NPOABIATE ce6sl KIMHWYECKH B TeUEHHE BCeil XXU3HH, HO,
KOHCTaTMPOBAHHEIE DEHTTeHOIOTMYEeCKH, OHY CJIyXaT MapkepoM BO3MOX-
IX BPOX/ICHHBIX ZIeeKTOB CTPYKTYpP IIO3BOHOYHOTrO KaHana. HeBpoio-
ecKas jxe CUMITOMATUKA B OOJIBITMHCTBE C/IyYaeB NPOSBIALTCA OCTe
—30 sier 1 cBfA3aHa CO CPLIBOM KOMIIEHCALUU. Beaymas posib B 9TOM

. BeipaxeHHOCTb AucTpodUUecKoro mporecca MpOMOPUHOHA/IEHA
feIleHH BLIPAKEHHOCTH BPOYKIEHHBIX KOCTHBIX HApyIIeHHUH.
K anomanuam no3eonoynuxa oTHOCAT KOJUYECTBEHHBIE 1 Kade-

- Konuuecmesennsie csuezu xapakTepusyoTcs 1u00 yBeIuyeHueM u3me-
HEHHBIX KOCTHBIX 3JIEMEHTOB, JIMO0 UX yMeHbIIeHHEeM 3a CYeT BPOXK/eH-
0ro ciusHUA. KiuHuveckye nposiBleHns: MOTYT NOABIATHCA IPU acCH-
ISV TI03BOHKOB B IIEPEX0/IHBIX 0T/eN1axX. B 061acTu meitHo-rpyHOro
epexozia Moryr chopMUpOBaThCsA LeiiHbIe pedpa. Yamie ouu obpasosa-

51y C,,;, 03BOHKA, pesxe y 106aBounoro Gy, mo3soHka, 1ubo Th, umeer
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Puc. 5.1. Nayvent B., 36 ner. lNpaAmas peHTreHorpamma o6nacTu WeHo-rpyAHOTo:

nepexopa. [IByCTOPOHHWE WCTUHHbIE wWeliHbie pebpa y C, Mo3BOHKa (ykasaHel

cmpenkamu). ACUMMETPUYHOE pasButne. KNMHUYeckn — npaBoCTOPOHHSAA Mneye-
BaA nnekconaTus

Hezopassutbie pebpa (puc. 5.1). Ieinsie pebpa npesCcTaBNAIOT cOOOR
yBEIMYEHHbIE TIONepedHbIe OTPOCTKHU MO0 HacTosmue pebpa, MMeromue
TOJIOBKY ¥ MEHKY ¥ COYIeHAIONMECs C TeJIOM U IONepPeYHbIM OTPOCTKOM
1103BOHKA. [laHHAsA BPOXK/IeHHAs aTOJOTHA CO3/iaeT NPeANoChUIKY K pas=
BUTHIO TUIEKCOTIATHHU ¥ COCYIUCTHIM PacCTPOMCTBAM.

B nepexoziHo¥# oMb0cakpanbHO 061acTi MOKeT chOpPMUPOBATHCH
n06aBOYHBIH MO3BOHOK, HOCANIMHA YepThl KaK MOACHUYHOTO, TaK ¥ KPecT=
1I0BOT'O TIO3BOHKA — NePexo0Hbill NOACHUMHO-KPECMUOBbIU N0360HOK. Y Ta=
KOT0 T03BOHKA M36BITOYHO Pa3BUT OJMH WK 06a MOMePeyHbIX OTPOCTKE,
KOTOpBIE 4acTo 06pasyloT CYCTaBHYIO MM KOCTHYIO CBf3b C KPECTLHOM.
B ciyuae ec/u MATHI MOACHUYHBI [03BOHOK IIPUHUMAET GOpMY KpecT=
110BOT'0 TO3BOHKA, Peub U/eT 0 cakpanusayuy. [Ipy 3TOM B COCTaB KPECT:
11a BMECTO MATH OOBIYHBIX MO3BOHKOB BXOJUT MECTb, B TO BpeMs K
B NOSICHUYHOM OT/IeJIe HACUMTBIBAETCA TOJIBbKO YeThIpe NO3BOHKA BME
nary. Tlpu rrombanusayuu B KPECTIie BMECTO OOBIYHBIX NATH IMOACHUY
HBIX MTO3BOHKOB — YeThIpe, a B MOACHUYHOM BMECTO IIATH [I03BOHKOB —
mecTb. JIaHHBIE U3MEHEHHUs JOJIT0e BPEMA MOIYT HOCUTH GeccHMNTOM=
Hblii xapakTep. B ciyyae ecnu mepexofHbIN MOACHMYHO-KPECTIOBEE
NO3BOHOK TIOZIBY)KEH B aHOMAJIbHOM COYJIEHEHWH, a TaKKe NP Pass
TiM 1eOPMHUPYIONIEro apTpo3a, CY)KeHUH MeXIT03BOHKOBBIX OTBEPCTH
B TOACHMYHOM OT/e/ie TO3BOHOYHMKA pasBuBaeTcss H0JeBOH CHHAPON
KinuHuyeckoe 3HaYeHHe Takxe MMEIT aCHMMeTPUYHbIe O3BOHKH, O
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 IPUBOJIAT K CKOJIMO3Y, HENPaBUIbHOMY X0y KOPENIKOB CIIMHHOIO
2, UX HATSDKEHUIO ¥ TepernbaM, 4To Mpejpacrnonaraer K pa3puTuio
yaonaruit. TIpy CycTaBHOW Cakpaiu3alu B HOBOOGPa3oBaHHOM
28€ PaHO Pa3BUBAIOTCA ABJIEHUS apTPO3a, YTO CONPOBOXKAALTCA I10-
#eM JIOKaJILHOTO 60JIEBOTO CHH/IPOMA B 3TOMH 0671acTH.
HKpPecuenyus — BPOX/IeHHbIH 610K ZIBYX NI03BOHKOB, Yaie BCTpe-
B IEHHOM OT/e/ie I103BOHOYHMKA. MOryT ObITh GIOKHPOBAHbI
JAYTH ¥ OTPOCTKH NO3BOHKOB, WM TOJIKO TeJIa, WM TOJILKO OTPOCT-
yri. Hepeziko Ha ypoBHe KOHKpecIieHIu# GpopMUpyioTcs 6okosble
I9€CK1e UCKPUBJIEHHSA OCH O3BOHOYHMKA, CYy)eHHe 1 ieopma-
MO3BOHKOBBIX OTBEPCTHH. BrinazieHue U3 JBMKEHHs OJHOIO U3
HTOB I03BOHOYHMKA NPUBOAUT K KOMIIEHCATOPHOM meperpyske
LHBIX JIBUraTe/IbHbIX CETMEHTOB ¢ BO3HMKHOBEHMEM B HHMX HeCTa-
: W PaHHUX MCTPOPUYECKUX U3MEHEHUHM, YTO CTAHOBUTCS NIPU-
i KOMITPECCHOHHBIX KOPEIIKOBBIX CHH/IPOMOB.
sapaugerue dydicex sBIsAeTCA OAHOM U3 Hanboee JacTHIX aHOMa-
DasBUTHA W HaOMIOZAeTcs, KaK MpaBWIo, B 06/IACTH YeTBEPTOro,
0 MOACHUYHBIX U MEPBOTO KPECTIIOBOrO 03BOHKOB. BLIENAIOT /iBe
bl AHOMAJIVIH: UCTUHHOe (OMKpPbImMOoe) He3apauerue OYiex no360HK08
2 Izg‘ida vera) Vi ckpeimoe He3apawsenue dysicex noseonka (spina bifida
erior occulta). B nepBoM ciiydae yepe3 BPOXKZIEHHbIH iedekT ayxex
BOHKOB B BHJIe I'PBDKM BBICTYNAIOT 000JI0YKHM CIMHHOIO MO3ra W
¥ MO3T, 3JIeMeHTBI KOHCKOTo XBocTa. [1pu JaHHOM JiedekTe BhIsAB-
mea QriokTyMpyomas NpUIyXJoCcTh B NOACHUYHOM OT/eNie, rumep-
£03, yCUJIeHHAsi IUTMEeHTauus U pyO1ioBble M3MeHeHNs KOXH. JlanHas
pMa TpebyeTr HeHpoXUpPyPruyecKoro JedeHus B paHHeM Bospacre. [Ipu
bifida posterior occulta GeccuMNTOMHBIN aHATOMUYECKUI BapUaHT
peuaercs npumepHo y 20 % 3710pOBbIX Jofied. OfHAKO NP HaJIHYMH
CCeKaloNIero, riLOTHHOOOPAa3HOro He3apalleHus Ayxek obpasyercsa
KT B ZIy’KKe IEPBOr0 KPECTLOBOrO MO3BOHKA U YIMHACTCS OCTUCTHIN
IPOCTOK IATOTO MOSCHAYHOTrO MO3BOHKA. Y UIMHEHHbIH OCTUCTBIA OTPO-
)K TpaBMUpYyeT 000/I09KH CIMHHOIO MO3Ta, KOHCKMI XBOCT, MOT'YT BbI-
ATHCSA CHaiKu 0001049eK ¢ Kpasmu JedekToB, iedpopMaliy KOHCKOro
0CTa, OT/Ie/IbHBIX HEPBHBIX CTBOJIOB. Beiesicraue aToro GopMupyioTcs
AKUE PajiKyJIONaTHH C BBIPOKEHHBIM G0/IeBbIM CHH/IPOMOM M JIBUTa-
HBIMH HaPYIeHHAMH.
‘W3 ipyrux aHOMaJInii pa3BUTHSA AyxkeK 60JbIIoe 3HaUeHHe HMeeT OT-
“TBUE OJJHO- WJIM ZIBYCTOPOHHEro KOCTHOIO CPAalleHUsi B MEXCYCTaB-
4 y4acTke Ay)XKA — cnordunonus (puc. 5.2). Beiencrue 3T0ro Tesio
J03BOHKA BMECTE C NONEePeYHBIMY ¥ BEPXHUMM CyCTaBHBIMU OTPOCTKAMHM
2 UMEeT KOCTHO# CBA3M C 3a/iHel YacThIO iy)KKHU U HHOKHUMH CyCTaBHbIMU
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Puc. 5.2. Nauuent b., 42 roga. bokoBan peHTreHorpamma 06n1acTn NOACHNYHO-Kpe
uoBsoro nepexopa. Cnonawnonus L, No3BOHKa, OCNOXHEHHbIV CMOHAUNONNUCTE3O!
(ykasaHbl cTpenikamm) Ha '/, nonepeuHoro AnameTpa tena Mo3BOHKA. KNMHNYeCKN —

NPU3HaKM KayAOTEHHOM Nepemexalollencs XpomoTbl

oTpocTKamu. B 60/IbIHHCTBE CJTy4aeB JAHHOE COCTOSTHAE ABJIACTCA BPOK/CK
HBIM, OJIHAKO OMMCHIBAIOTCA C/Ty4an PHOOPETeHHOrO CIIOH/MIONN3a BC/IEAS
CTBHE KOCTHO# NEePeCcTPONKY MPH YCHJIEHHOW HArpy3KH Ha Jy)KKW HIKHHX
[IOSICHUYHbIX MO3BOHKOB. K/IMHIYeCK¥e TIPOSABTIEHNSA He BBIPXKEHBI, O/{HAKE

TeJ1a TI03BOHKA BMECTE C BBINIEIKAIUM OT/IeIOM NO3BOHOYHNKA KIIePE/H
TIpH aHHOM COCTOAHMM KIMHUYECKas KapTHHa MOXeT OBITH TIPe/iCTaBJIek
GOJSIMM B TIOSACHWYHOM OT/iejie O3BOHOYHHMKA, CUHAPOMOM Kay/IOreHHOM
nepemMexaioeics XpOMOTbI, KOPEIIKOBBIMH CHH/{POMaMH. :
AHOMANUY PA3GUMUS MeNl NO3BOHK0E — 6ab01K08UOHO0, 3a0He
1 60K08020 KIUHOBUOHOZ0 — BHI3BIBAIOT e OPMALINIO MO3BOHOYHMKA. DOS

JIeHHIO, a 3a/iHIi — K Kudo3y.

AHoManuu Kpanuosepmeopansroi obaacmu. Kak v B Cliy4d
JPYyTUX aHOMAJIUi Pa3BUTHUS, OHM XapaKTepU3ylTCA mb0 KONUYeCcTBeR
HbIMH, MO0 KaueCTBeHHbIMH HapymeHusiMu. Konuuecmeenoie cO8UzE
¢BA3aHHbIE ¢ yMEHBIIEHNEM KOIMYECTBA KOCTHBIX 3/IEMEHTOB MY yMEHE
[IeHHMEeM YHCIa 3TUX 37IEMEHTOB B 06JIaCTH KpaHHOBePTeGPaIbHOTO CTE
Ka, MIPOSIBJIAOTCA aCCUMUIALIMEH aTiaHTa ¢ 3aTHUIOYHON KOCTHIO, KOF
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Masa 11

onyxonau CMMHHOro MO3rA.
CUPUHTOMUENNA

onyxoJiu CMUHHOIo MO3rA

SnuaeMuoiorus. Onyxoju CIMHHOTO MO3ra COCTABJAIOT OKOJIO
% Bcex omyxosneit ITHC (Samartzis D. [et al.], 2015). Berpeyatorca
HI [IPeUMYIecTBeHHO B Bo3pacte 30—55 JieT, HECKOJIBKO Yalle y XeH-
4. YCTaHOBJIEHA OIpe/ie/ieHHas CBA3b MeX/ly BO3PACTOM M BU/IOM OITy-
paiw. Y zieTeil yauie BCTPedaloTca JIMIIOMBI, ePMOM/IHBIE KMCTBI, CAPKO-
51, SIIEHAMMOMBI, aHTHOMBI, y JIML] CPe/JHero BO3pacTa — HEBPUHOMBI

eHUHIMOMBI, Y TIOXKUWIBIX JIIOZIeH, HapAAy ¢ MEHUHTMOMAMH M HEBPH-
u, — Meracratudeckoe nopaxenuve (Wang Zh. [et al.], 2012).
MECTBEHHO [ePBUYHbIE CIMHAJbHBIE ONyXONHW (B OTIMYHE

e KoMrpeccue.

DTHONOrMA W narorese3. BOJBIIMHCTBO TEPBUYHBIX ONyXoOJei
AHHOTO MO3ra sIBJISIIOTCA CIOPafuyecKuMu, X 3THOJIOTHA, KaK U JIpy-
#X HOBOOOpa30BaHMii, He YCTaHOBJIeHa. Pexe OHM pa3BMBAIOTCA B PaM-
X Hacje/cTBeHHOro 3abosieBaHus (Hampumep, Heiipodubpomaros,
yie3ub [unnens — Jiuugay u ap.).

Tlatorexes GopMUPOBAHUA KIMHUYECKUX CUMIITOMOB IIPH ONyXOJIAX
HHOTO Mo3ra 0OYCJIOBJIEH CAaBleHHeM W MOBPEeXACHUeM CIHHHO-
3rOBBIX KOPEUIKOB, BEIeCTBAa MO3ra, JIMKBOPOAMHAMUYECKUMH Hapy-
BHUsAIMY, a TAK)e HapymeHWeM KpPoBooOpameHHs NpH KOMIIPeCcHuu
PENIKOBLIX MM CIIMHAJIBHBIX apTepuii. [1o Mepe yBenYeH!s KOMIpec-
M QyHKIMOHANbLHBIE M MHUKPOCTPYKTYPHbIe H3MeHeHHs Nepexofiar
geobpaTuMble N3MEHeHWs, 3aKaHYMBAIOMIMeECs JlereHepanyeil KIeTok
OJIOKOH Ha yPOBHE PACIIOJIOKeHUs OIYXOJIH, a TAKXKe Ha MPOTHKEeHUH
CTAJILHOTO OTPe3Ka MOBPEX/EHHOIO BOJIOKHA IO TUITY BajlIePOBCKOM
TeHeparyim.

Knaccupuxaums. B xIMHUYECKOH NPaKTHKe B IPYNIy ONyXoJei
MHHOIO MO3ra MPWHATO BKJIKOYATh HE TOJBKO ONYXOJM MO3rOBOrO
ecTBA M €ro 3JIEMEHTOB, HO U OMYXOJH, MPOUCXOAAINIME U3 M03BO-
Ka ¥ MAMKMX TKaHell MO3BOHOYHOro KaHasa. Takke BbIENAIOT
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nepBUYHbIC ¥ BTOPWYHbIE (MeTacTaTH4eckue) omyxoniu. B cooTser
¢ OOmenpUHATEIME KJIacCUPUKALUAMY OIYXOJIM CIMHHOIO Mo3ra

2016 r., KOTOpas ABJIAETCH AKTYalbHON HA CErOAHANIHMI JIeHb, 00bej
HSAET BCE OIyXOJIM LIeHTPajibHON HePBHOM CHCTeMbI ¥ BKJIIOYAeT CJIe
mue pasziesl (MpuBoauTca ¢ cokpamenusmu) (Louis D. [et al.], 201¢
Jupghy3nvie acmpoyumaprsie u onuzodendpoznuansiote onyxonu (acTg
LIMTOMa, I7IH061acTOMa, OJIMrOZICHAPOrIMOMA, OJIMIrOacTPOLUTOMA).
[pyeue acmpoyumapnsie onyxonu (ACTPOLMATOME, KCAHTOACTP
uMToMa). '
Dnendumaprsie onyxonu (Cyo3NEHANOMA, STIEHANOMA).
Jpyeue enuomst (acrpobracroma).
HedlpornansHsie u cMeuanisie HelpoHaNsHo-2IuansHie onyxonu (I
IJIMOLIUTOMA, TAHIJIMOTINOMA, HelpoluTOMa 1 AIP. ).
Dumbpuornanssie onyxonu (Menysuiobnacroma, Heiipobnacroma, Me
JIOBMUTENHOMA U JIP.). ¢
Onyxonu wepennsix U CRUHANGHBIX Hepeog (UIBAHHOMA, HeM
¢ubpoma u ap.).
Menurzuomst.

capkoma, reMaHrioma u zip.).

Menarnoyumapnusie onyxonu.

Jlumgpomet.

Tucmuoyumapnole onyxonu.

Tepmurozennoie onyxonu (repMUHOMA, TePATOMA M ZIp.).

Tlis nepBuaHbIX onyxoseit [IHC Taxxe ofHuM U3 Haubornee B
KJacC(UKALMOHHBIX IPU3HAKOB ABJIAETCS MOP(OIOruyeckuit 7
B YaCTHOCTH CTENeHb 3JI0Ka4eCcTBeHHOCTH onyxoiu (cTagus [—IV B e
BeTcTBUM ¢ Knaccudukanmeit BO3, 2016) (Mauxko /1. E. [u ap.], 2

B KAMHWYECKO¥ NpakTHKe NPUHATO Je/IeHHe OITyXOJeil Mo3B0
HUKAa ¥ CIMHHOTO MO3ra Ha axcmpadypansivie (55 %), unmpadypa:
axcmpamedyansprsie (40 %) u unmpamedyanapuete (5 %).

BDrcmpadypanshvie OMyXonu B abCOMOTHOM GONBIIMHCTBE CII)
pe/ICTaB/IeHbl MeTacTa3aMu paka. MecTo MCXOIHOrO POCTa TaKHUX
o6pa3oBaHMii — MO3BOHKY M 3NM/lypasibHble TKaHU (puc. 11.1). Mes
3Bl B [I03BOHOYHUK pa3BuBaioTcs npuMepHo y 10—30 % oHKoIornge
nanuenToB. Hanbonee 4acTo B NO3BOHOYHMK METAaCTa3upyeT paK A
r0, MOJIOYHO# JKeJIe3bl, POCTAaTHI, TOYKH, IMUTOBU/IHON Kesle3bl
BUYHbIE OMYX0JX MO3BOHOYHUKA /I0CTATOYHO PEJIKU, BCTPEYaOTCH
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Puc. 11.1. MPT-u306paxkeHue MeTacTa3os paka MONIOUYHON Xenesbl
B WEHbIE NO3BOHKN:

L caruTTanbHas npoekums B T,-B3BeleHHOM usobpaxeHnm; 6 — MPT, caruTTanbHan
42 8 T)-B3BeleHHOM U306paxerum: Hebonbume ovarn 8 Tenax C3—Cs No3soHKoB

), ToTasibHOE nopaxeHue Tena Th, NO3BOHKa C NATONOTMHECKIM NEPENOMOM 1 Npu-
3HaKaMU CY)KEHUA MO3BOHOYHOIO KaHana (nyHKmupHble cmpesnku)

B 40 pa3 pesxe, YeM ero MeTacTaTHYecKoe INopaxxeHue, CoCTaB/IAA
OT Bcex HOBOOGpasoBaHuii 1103BoHOuHOrO cronba. K vum otHOCAT
@4eCTBEHHbIE ¥ 3710Ka4eCTBeHHbIe OIYX0IM XOHAPOU/IHOTO U OCTeO-
70 MPOUCXOXKEHUs (XOHAPOMBI, OCTEOMBI, CAPKOMBI, FeMaHTHOMBI
), OIyXOJM, MCXOAANME M3 KOCTHOro mosra (omyxonb HOunra,
)Md, TMCTHOLIUTOMA M JIp.), @ TaKXe Pe30pOTHBHBIE MPOIEeCChl —
5 kucta, pubpo3Has auciasusa u ap. (puc. 11.2).

i60J1ee YACTHIMU UHMPAOYPANLHBIMU IKCTNPAMEOYINAPHOIMU OITY-
4 ABJIAIOTCA MEHWHTMOMBI U HEBPHUHOMBL. /IMarHOCTUPYIOTCA OHU
DHO C 0ZIMHAKOBO# YacTOTOM, BMECTe COCTaB/AA 55 % BceX MHTpa-
BHBIX SKCTpaMeyJUISIpHbIX HOBoOOpasosanmii (puc. 11.3—11.5).
BHO pexe BCTPeyaloTcs JMIOMBI, MeTacTa3bl paKa.

229



a — MPT, caruTTansHas npoekuna B T,-B3BewweHHOM nsobpaxenun; 6 — MPT, caru
npoekuws B T,-B3selieHHOM n3obpaxeHny B pexume STIR; 8 — MPT, akcuanbHan np

8 pexume T,-BU (TotanbHoe nopaxenue Tena Th10 no3soHKa C NpU3HaKamu CyKeHUA N

HOYHOro KaHana u uupkynﬂpuoﬁ KOMIpeccum CnMHHOro Mosra — cmpemra)

OMNISCAN

Puc. 11.3. MPT: cnyuaiiHO BbIABNEHHAsA MEHUHIoMa Ha yposHe Thg No3BoH

pa3mepom 0,7 X 0,5 cm:

a — carvTTanbHas NPOeKuMA: Onyxonb (ykasaHa cmpenkoli) NOKanusyeTca UHTPaaypa

MAOTHO NPUAGKNT K TBEPAON MO3FOBON 060N0YKE, HEe3HAUMTENIBHO KOMINPUMUPYET CIl

MO3r; 6 — Ta e npoekuus: HoBoo6pazosaHue (ykazaHo cMpesiKol) NHTEHCMBHO HaKar

KOHTpAaCTHOE BelwecTBo !
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Fnasa 16

NOPAXKEHWA CMTUHHOTO MO3TA NPU CUCTEMH
3ABONEBAHUAX, NATONOT U BHYTPEHHUX OPTAF
N BONE3HAX KPOBU

MOPAEHUA CMTUHHOIO MO3TA NPU CUCTEMHbIX
3ABONIEBAHUAX U NATONOTU BHYTPEHHUX OPTAHC

TlopakeHus CIMHHOTO MO3ra, BO3HMKAIOMKeE MPH IaTOJIOTHHE
TPEHHUX OPraHOB M CHCTEM OPraHM3Ma, PasHOOGpPasHEL. MOXKHO ¢
JMTh psAl GaKTOPOB, MMEIOMKX 3Ha4eHne B Pa3BUTHHI HEBPOJIOTHS
CHMIITOMOB:

— XpOHHMYECKas ¥ 0CTpas HefIOCTATOYHOCTh KPOBOCHAGKEHHA
HOTO MO3ra;

— ayTOMMMyHHBIE PeaKIiH, IPUBO/ALINE K ieMUeTMHA3a 1M

— HeJ0CTATOK BUTAMUHOB, MUKPO3JIEMEHTOB, Oe/IKOB [Py 3308
HUAX JKeJyA0YHO-KHUIIeYHOro TPaKTa;

— TOKCHYECKOe MOpaKeHWe HepBHOW CHCTeMbI NPH BO3/iel
aJIKOT0Jisl, TOKCUYECKHX BEIIeCTB;

— ropMoHanbHas M pepMeHTaTUBHAA AMCHYHKIMA NPH SHA
HBIX 60J1e3HAX; ]

— W3MeHeHHe COCTaBa M CTPYKTYDPH! (OPMEHHBIX 571eMeHTOB
TPU aHEMUH, IPUTPEMHUH, JIEHKO3aX;

— NapaHeoIIacTHYecKue peakiuu; ,

— MeXaHWYecKoe CIaBjieHue CTPYKTYP CIMHHOTO MO3ra npH
JIfiX, aHeBPU3Max;

— JyueBoe MOpaKeHHe NPy Teparuy OIyXoJieil ey, OpraHe
HOW KJIETKH WA OPIOITHOM MOJIOCTH. ]

Hapywenus cnunansnozo Kpoeooopauerus MoryT Ho
VI XPOHUUECKUi XapakTep. ClMHa/IbHbIE HHCY/IBThI MOTYT Passs
[Ip¥ CepIIOBUTHOK/IETOUHO! aHEMHH, TIOMITEMHUH, TeMO UMM,

Kpoeousnusnus e CHun#oii Mo3z MOTYT ObITh BbI3BAHbI YTIOTP
€M JIeKapCTBEHHBIX (AHTHKOATYJIHTBI, GUOPHHOMMTUKH, HHIMOHTO
rany TPOMGOLTOB) MM HAPKOTHYECKHX (aMpeTaMUHbL, KOKaHH)

Aymoummynnsie 3a6016aHUA U 3AGONEBAHUA COCOUHUN
mKaHu Jaue NopaxaloT KOXY, CyCTaBbl ¥ BHYTPEHHHUE OpraHbl, H
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HO CTpajiaeT HepBHasA cucreMa. ClMHaAbHBIE HAapyIIeHUA MOIYT
HATHCs B BUJIe MUEJIONATHH UM MUJIUTA.
u s36ennoM Konume (6onesru Kpona) BeieICcTBYe ePeKPeCTHBIX
MMYyHHBIX peakiuil nopaxxeHne HePBHOM CHCTeMBbI MOXKET BCTpeyaTh-
—50 % GonbHbIX. [Ipu nposeaerun MPT cnuHHOTO Mo3ra 06Ha-
BAIOTCA OYark JeMUeIMHHU3AIMH, CX0XKHE € PacCesiHHBIM CKJIEPO30M.
unopom Illezperay 25 % GONbHBIX CONPOBOKAAELTCA KMMYHOOIO-
JBAHHLIM [OPaXKEHHEeM I'OJIOBHOTO M CIMHHOTO Mosra. ITopakeHus
Or0 MO3ra MPOSABJIAIOTCA B BUZE OCTPOii MM XPOHUYECKOH MUesIo-
# U MuenuTa. B ocHOBe maToreHesa: JeMHeNMHU3ANWA, BACKYJIAT,
Backynut. Ha MPT nipu MuenuTe MHOXECTBEHHHBIE CJIMBHBIE O4Yary,
pUHTEHCHBHBIE B T,-pexume, HaKaIUIMBAKOMKE KOHTPACT. XapakTe-
SbIPAXKeHHBIN OTeK MOo3ra. JluarHo3 OCHOBBIBAETCA Ha KPUTEPHAX
@uHOro cuHzipoma IllerpeHa: moATBepK/ieHUe CHMIITOMOB CyXOro
2 (Tecramu ¥ GUOIICHel ClIe3HOH Xene3bl), CyXoro pra (CHHHTHIpa-
| CIIOHHBIX KeJsie3, cuanorpaduell OKONIOYIMHON JKeJie3sl), AaHHbIe
@TOPHLIX HccefoBaHui (aHTuTeNna K SS-A u SS-B anTHrenam,
eapHble aHTUTeNa, peBMaTOUAHBIA (aktop). Juddepenumans-
AMArHO3 IIPOBOJAUTCS C PACCESHHBIM CKIepo3oM. B seyennu 6osib-
C HeBPOJIOTMYECKUMH TNPOSABIEHHAMU IPU Pa3BUTUM CHCTEMHOIO
a NIPUMEHAIOT KOPTHKOCTEPOU/IbI, LIUTOCTATHKH.
CUCMEMHOU KPACHOU 8014AHKE HeBPOJIOTMYECKHe OCI0XKHe-
PEYaloTCsl ¥ MOJOBUHBI GONBHBIX M COCTABJIAIOT BTOPYIO NPUYHHY

§THE MUEJIONaTHH C CHHAPOMOM MONePEIHOTO OPAXKEHHs CIIAHHOTO
a. B 23—39 % cnyyae nonepevHslil MUEIUT ABJIACTCA MePBBIM IIPU-
oM Gone3nu. Haumbonee BeposTHbIE NaTOreHeTHHecKue (aKTOPhI
A1 TIOTIEPEYHOTO MUEJIUTA — BAaCKYJIUT U TPOMOO03.
, aHaJIM3e KPOBU YacTO ONpeZie/IloTCa aHeMus, JIeHKONeH s, TPOM-
ronexus. Ceposnoruyeckuil TecT oOHapyXeHUA aHTHHYKJeapHbIX
§TeJ1 ABJISIETCS YyBCTBUTEIbLHBIM, HO HecrenuduaHbiM. OTHOCHTeNb-
terduarble npo6sl: ueeneoBaHue antuTen k JIHK, anTH-Sm-aHTn-
1epe6pOCIMHANBHON KUAKOCTH MOXKET OTMeYaThCs yMepeHHbIH
ouuTo3. Ha MPT 0OHapyuBaioTCsA 04aru B IPyAHOM OTZeJie, CONpo-
aromMecs 0TeKoM M aTpodueil CIMHHOTO MO3ra.
3 JIleYeHUU NPUMEHAIT KOPTHMKOCTEPOU/IbI, UUTOCTATHKY, IIa3Ma-
23. BEICOK PUCK Pa3BUTHA MIIeMHUYeckoro uHcyabTa (okono 50 %),
My OPOQUIMKTHYECKH 11eJeco0OpasHO NpPUMEHATb HelpAMble
MKOaryJIiHThbIL.
Hedocmamounocms eumamuna B,, NpUBOUT K Pa3BUTHIO Mera-
AA4CTHOM TMIEePXPOMHOW aHeMHMH U TOPaXEHHWIO CIIMHHOrO MO3ra,
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nepudepuuecKuX HEPBOB, PeXe — 3PUTENbHBIX HepBOB. JleduiuT B
Ha B, MOXeT pa3BUBATHLCSA BCJIE/CTBYE: 1) HEIOCTATOYHOCTH BHYTPEH
daxropa Kacnia npu arpodpuyeckoM racTpure, pake JKeay/Ka, ToTalb
racTpaKTOMUHM (Yepe3 HecKOJBKO JIeT Tocae onepanuu); 2) Hapyme
BCACHIBAHWSA B TOHKOM KUIIEYHUKE MOCTIe ePeHeCeHHOro SHTepUuTa, |
cripy, UeMakuu, CTeaTopee, HienTe; 3) NaTooruyeckoro norpebae
BUTAMHMHA B,, Py MHBA3MM MHPOKMM JeHTel oM 1M60 Npu M30HITE
PasBUBIIENCs MATONIOTHYECKO QJIope KUIIeyHrKa; 4) UCTOLICHNUs 33
COB NeveHy (SBJIAIONMENHCs OCHOBHBIM JIENI0) I0CJIe epeHeceHHOro
TiTa 1M60 M3-3a HEJOCTATOYHOrO MOCTYIJIeHHs C MUIel npu cobE
HHUM CTPOTOM BereTapuaHCKOW AMeThl (BHYTPEHHMX 3aracoB
NPUMEpPHO Ha 2,5 roza).
MuenonaTys XapaKTepu3yeTcs NopaeHneM 3aZiHUX CT0N00B
KOBBIX KAHATHKOB CIMHHOTO MO3ra (@ yHuxynaproti Muenos).
KauHuYecKas KapTHHA CHava/ia Npe/CcTaBjieHa napecre3usamMi
(pexe KUCTei U CTOIT), HEYCTOHYMBOCTBIO PU X0AB0E, yTpaToi €
CyCTaBHOW ¥ BUOPANMOHHON UyBCTBUTENLHOCTH; OTMeYaeTcs CHM
JlepMUTTa — TIPY HAKJIOHE TOJIOBBI BIEPe/i NAIMEHT OulyiaeT npok
HHe TOKa BJI0JIb [I03BOHOYHMKA, B PyKaX M HOrax. 3aTeM Yepe3 HecKe
Hesleb (MHOT/Ia MECAIIeB) TIPOUCXOAHUT NOpaKeHHe GOKOBLIX KaHATE
Pa3BUBAIOTCS ABUTaTeIbHbIE HAPYIIeHHs B BU/IE CAMMETPHYHOTO 1)
pesa, araKCuu Npy Xozb0e, CHIKEHNA CyX0KUIbHO-MBIIIEYHBIX e
COB M TIOfABJIEHMsI MMPAMU/IHBIX 3HAKOB. B fanbHeliinem Mpu np
cupoBaHuM 60Jie3HM Pa3BUBAETCA HWKHUM CNACTUYECKHi Map:
¢ HapymeHWeM (QYHKIMH TA30BBIX OPraHOB. B OCHOBe MHEJIONZ
ofpaTiMas JeMHeIMHH3aUKMA B Hayaje 3a60/eBaHUs C MOCHEHY
aKCOHANBHOM JlereHepanyeil ¥ BTOPUYHBIM pa3pacTaHueM HEHpE
HeBposorinyeckue NpOsBIeHNsA He KOPeIMPYIOT C reMaToio
CKMMU HapymeHusamu. B GonbmmHeTBe cyyaeB 3aboneBaHue pask
€S IOCTETNEHHO, HO BO3MOKHO 1 ObICTPOE Pa3BUTHE CUMIITOMOB BT
1—2 ey, Y 601bHBIX, IPHHUMAIONHX (ONMEBYIO KUCJIOTY UK UM
xese3oeHIUT, NopaxeHHe CIMHHOTO MO3Ta MOXKET OTMEeYaThCA 2
sSIBJIEHUS TIEPHUIIMO3HON aHeMHUH (3@ HECKOJIbKO MECALIeB WK /a:
JuaraocTuka. J[nar{o3 OCHOBBIBAETCA HA MCCJIE/I0BAHUH
HusA BUTaMuHa B, , B kpoBu (8 Hopme o 100 710 900 r/x). Ec/m Ko
1us B, HAXOANTCS HA HYDKHE! PaHuLle HOPMBI, HCCIIEZYIOT COAeR
METHJIMAJIOHOBOM KHCJIOTHI ¥ FOMOLMCTeHHA, KOTOPbHIE MOBBIL
npy HefocraTouHocT! B, ,. JlaGopaTopHoe UcciieZloBaHe MOXKET 2
JIOKHOOTPHUIATE IbHbIA Pe3y/bTaT, eCl¥ MAlMeHTy paHblle BE
BUTaMUH B,,. B 9TOM Ciy4ae IpOBOJAT TeCT Ha BCAChIBAaHNE BUTAME
110 IIu/LIMHrY: IPY HAPYIIEHUH BCACHIBAHUA NPHHATHIA BHYTPD Bif
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yepe3 TOHKMHM KWINIEYHUK He BCACHIBAfCh, B MOYe HAXOMAT
¢ 10 % ero xomuyecTsa, NIPU UCTUHHOM NEPHALMO3HON aHEMUH —
> MeHee 5 %. ITokasateqn CMXK B npezienax HOpMBI, JIM6O MOXKET
hCs1 HeOOJIbINoe MOBBIMeHue GesKa.
pdepennmanbHbIii AMArHO3 NPOBOAMTCA € 3a60JI€BaHUAMH,
JBOX/IAIONIMMUCSA Tapanape3oM ¢ aTaKCHYecKUMM HapylleHUsIMU:
PAHHBIM CKJIePO30M, IeHHBIM CIIOH/MIE30M, TPONMYECKUM CHacTH-
MM naparape3oM, Muenonarueil Ha pone CIIM[a, cupuIUTHIECKIM
HIOMUE/TUTOM, MeHUHTMOMOM ¥ apTeproBEeHO3HON ManbPopMariu-
EHHOTO 0T/Ze/1a CIIMHHOTO MO3Td, TapaHeoI/IaCTHYeCKUM IIPOLIECCOM.
DCTpas aTaKCUsi MOXKeT HaGIONaThes NPy OTPaBJIeHusAX (Hanpumep,
MTANHOM).
leyenne 3a6onepanua ButraMuHOM B, mo 1000 MKr exefHeBHO
4eHUe /IBYX He/lelb, IPY 3TOM [IPOMCXOJUT 3aN0IHEHHE /IeTI0 BUTaMHU-
HozyiepxuBarommas 103a 1000 MK B Mecsill B TedeHKe XU3HHU NAl[1enHTa.
)pajibHbINA preM HerienecoobpaseH. DPeKTUBHOCTD JiedeHus onpe-
JJIMTENBHOCTBIO M BHIPAXKEHHOCTHIO HeBPOJOIMYEeCKUX pac-
icTB. Ha Haya/lbHOW cTaiuy MPOrHO3 OJAarONPUATHLIN, HA TO3HUX
{AX HEeBPOJIOrMYeCKUe HapyIIeH!s CTAHOBATCS HeOOPaTHMBIMH.
Ilpu cucmemmnoii kpacnoii eonuanxe (CKB) HeBposorudeckue oc-
HEHUA BCTPEYAIOTCs Y TOJNOBUHBI GONBHBIX M COCTAaBJAIOT BTOPYIO
MUHY CMePTU 10c/ie Mo4eyHbIX. Cpefu CNUHAABLHBIX HapyLIeHUH
MOXXHO Da3BUTHE MHeJIONAaTHU C CHHAPOMOM IOTIepevyHoro nopa-
A CIIMHHOIO MO3ra. B KJIMHUYeCKOM aHalu3e KPOBM HacToO OTMe-
TCA aHeMWUsi, JIeHKONeHHs, TPOMOOLMTONEHUA; K OTHOCHTENIHHO
punduueckum npobam oTHOcATCA uccaenoBanue anturen K JHK,
H-Sm-aHTUTEL.
IlonepeyHblii MHUEJUT XapaKTepU3yeTcsi O4YaroBbIM BOCHaJeHUEM
IHHOT'O MO3ra C BOBJIeYeHHeM B GOJIbIeil Wik MeHbIIeH CTeTeHn Beex
BJIEMEHTOB Ha OTHOCUTENIbHO KOPOTKOM BePTHKaIbHOM MPOTAKEHUH.
T nporiecc popMUpYyeTCs NP Pa3IMYHBIX 3a00JI€BAHUAX CIMHHOIO
a: OCTPOM MOTIePEYHOM MHeJIUTe, HEKPOTHIECKOM MUEJIHTE, Y 6onb-
' € CHCTeMHOM KpacHO# BOTYAHKOM, Y3€IKOBBIM IePUAPTEPUUTOM.
DOJILHBIX Pa3BUBAIOTCA C1AGOCTH M OHEMEHHUE CTOM M HOT (PeXke KUCTei
pyk); Gonb B CrMHe, HAPYUIEHUA YyBCTBUTEJLHOCTH Ha TYJIOBHIIE,
30Bble paccTpoiicTBa, cumnToM BaGunckoro. Ilpu MOsIBIEHMH ITHX
MIITOMOB JIMXOpajka OTcyTcTByeT. OGBIYHO NpONecC pa3BUBAETCA
KOJILKO /IHEM, B Pe/IKUX C/ydasX MOJHOE <IOTepedHoes MopaKeHne
HHOrO MO3I'a Pa3BMBAeTCsA 32 HECKOJIBKO YacoB. B TMIIHMYHBIX CIIy4asx
ICXK ormeuaercs nuMoLUTapHbIA mwieouTo3 ot 10 o 100 kieTok
1 Mm?, B Jlerkux ciyyasix — 3—4 kneTku B 1 MM, ypOBeHb IIIOKO3bI —
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B npezieiax HOpMeL [1pu MPT B T,-pesxume BUAHBI H3MEHEHHUS CH
Ha NPOTAXKeHUH JIBYX UJIU TPEX CErMEHTOB.

Jleuenue. Koprukocrepouasl, nuknodocdamuz. Boicok puck pa
THS MIIEMHYECKOT0 MHCY/bTa (0K0I0 50 %), moaToMy npoduiaKTHyecs
HeoOXOMMO NPUMEHATh aHTUKOATYJIAHTBL Y HEKOTOPHIX GOIBHBIX B
I10JIb30BaJIUCH OOMEHHOe MepesvBaHie 11a3Mbl i BHyTPUBEHHOE
HUe UMMYHOTI00y/11Ha, HO 39 )eKTHBHOCTE TAKOTO JIleYeH!s He J0Kasal

BocnanuTtenbHbl IPOLIECC NPU PEBMAMOUOHOM apmpume Vi aHK
JI03UPYIOMEM CIOHAMJIMTE MOXeT BbI3BaTh 3HAYMTENbHOE OciabiieH
CBAI30YHOTO annapara, YTo MPUBOAUT K BbIPAXKEHHOMY CMEIeHUIO O3B0
KOB C pa3BUTHEM [OPaXXeH!s CIMHHOTO MO3ra i Kopemkos. [Toutn y 70
0OJIBHBIX C BBIPAXKEHHOU (GOPMOI PeBMAaTOMIHOTO apTPUTa BO3HUKA
V3MeHeHUs UIeHHOro 0TAeNa Mo3BOHOYHKKA. Hanbonee yacto pa3Bus
IOTCA aT/IAaHTOAKCHAJIbHBIA MO/ABBIBUX, MPOTPY3UM JMUCKOB, YTOJL:
1 pnOPO3 MO3roBBIX 0607104€eK. B GONBIIMHCTBE CllyUaes 3TH M3MEHeH
NPOABJIAITCA OONAMH B IIEHHO-3aThIIOYHON 0671aCTH WM NMPOTeKal
GeccMMITOMHO, HO BO3MOXHO Pa3BUTHE meiHoi MuenonaTuu. Hapye
HUS BO3HMKAIOT CIIOHTAHHO MJIM [IOCTIe TPAaBMBI, Ziake He3HaUMTe IbHE
MoryT nmopaxarbCsi pa3Hble OT/eJIbl I03BOHOYHNUKA, HanboJiee OnacH
¢opmy npezacrasisier coboii cMelenye 3yda BTOporo meHHOro no3sok
TpY KOTOPOM TpebyeTcsi XUpyprudeckoe BMeIaTe bCTBO A1 Tpeylt
JIeHUSl WM YCTPaHeHUsI KOMIIPECCHHU MeHHOro OT/esna CIMHHOTO MO

I1pu NieveHnK HEBPOJIOTUYECKUX OC/IOKHEHNH UCTIONB3YIOT KOPTH
crepouzibl (60—80 Mr peAHU30710Ha B CyTKH), HuTocraTuku (100—150
asatuonpuua) u rasmadepes. [Ipy peBMaTOMHOM NOPaXKEHHH TIEHE
OT/ie/1a [I03BOHOYHHUKA 11e1ec000Pa3HO KOHCePBATUBHOE JIeYeHHe: ak
reTHKH, MHOpeaKCaHThl, IMMOOH/IM3aLus meiHOro orfena. B ciys
3HAUUTENLHOTO MO/IBBIBUXA MO3BOHKOB ¥ MPOrpeccUpylomel MAeJo
TI0Ka3aHa Xupypruyeckas Guicanus meiHoro or/esna No3BOHOYHUKA

Capxoudos — cucreMHOe J0OPOKaYecTBEHHOE TI'paHy/IeMaTos
3aboJieBaHNe HeU3BECTHO# ATHOJIOTMH, IPU KOTOPOM B OpraHax 06pasy
Cs1 STIUTETMOU/IHO-KJIeTOUHBIe I'PaHyJIeMbl 6e3 Ka3e03HbIX (TBOPOXKHCT
M3MeHeHwit. B laibHeimeM rpaHy/1eMbl accachiBalOTCs MM TPAHCHOR
PYIOTCS B TMAIMHOBYIO COEMHUTENBHYIO TKaHb, HAPYIas QyHKIAH i
XKeHHbIX OpraHoB. CryvHajbHbIE IPaHyJIeMbl POABIAIOTCH KIIVHI
KapTUHOM IOZ0CTPOH WK XPOHMYECKON MUeJIONaTHH, OHU MOTYT HHOI
TPUPOBATH MO3TOBbIE 000JI0UKH ¥ KOMIPHMUPOBATD CIIMHHON MO3E.

Hopasicenue cnunn020 M032a npu capxoudo3e NpOABIIAETCA BE
OrpaHM4YeHHOro WM Auddy3HOro MHTpaMe/y/UIAPHOTO IPaHy IeMaTos
Tporecca Wiy MomepevyHoro Muenura. B psasie ciayyaes CliiHa/IbHBI
HyJIEMBI MOTYT MHQUIBTPUPOBATH MO3TOBBIE 0O0JIOYKH.
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