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NpepancnoBue

Iocnenuue 25 ner s paboTan HEHPOPAIMOIOrOM B YHHBEPCH-
TETCKOM MEIUIIUHCKOM LCHTPE, 6nar0)1ap;1 Y€MYy MOT TIOCTOAHHO
MOBBILIATH CBOM MPO(ECCHOHATBHBIA YPOBEHb, & TaKXKe IPero-
JIaBaTh CTyJICHTaM-MEMKaM, OpJIUHATOpAM U aclIupaHTaM, o0yda-
FOIIAMCSI TIO CIICIIHATBHOCTSM «PaJUOIOTHS», KHEUPOXUPYPTHUSY,
CHEBPOJOTHS», «OTONAPHHTOJIOTUS» U «opTomnenns». Bo Bpems
00ydeHns s paboTal ¢ BRIAIONIMMUCS TpodeccopaMi, KOTOphIe
ObUTH OOpa3lamMu A MOAPaKaHUS B KadeCTBE MperoaBareiei
n uccnenopareneil. OT HUX s y3HaJ, HACKOJIBKO HE3aMEHHMBI
Jutsl 00y4YeHHs HallleH CennanbHOCTH IPaBUIIBHO MTO00paHHbIE
KIMHIYeCKue cirydau. 3a mocnennue 30 et st codpa u cucrema-
THU3UPOBAJ OTPOMHOE KOJTMYECTBO MaTepHralia, KOTOPBIH MOIXOIUT
Kak JUIs JISKITUH, TaK U JUTI CO3MaHUS MYIBTUMEINHHOTO 00yda-
roriero cpeacTea. biarogaps stum ganubiM 10 s1eT Ha3a s HaYaI
paboTarh HaJl ceprell KHHUT, ITOCBSIICHHBIX HeHPOpaIuOIOTHH.

[enb 3TUX KHUT — 0000INTH HEHPOPAHOIOTNIECKUE HAXOAKH
TIPH Pa3IIMYHBIX 3200JICBaHUSIX B BHJIE XOPOIIIO MILTIOCTPUPOBAH-
HOTO TMPAKTHYECKOTO PYKOBOICTBA C TIPUMEPaMH.

B xuwure Jugpgepenyuanvnas ouaznocmuxa 6 Hetiposusyaiu-
3ayuu’ 20106a U wiesi COACPIKATCS IIIaBbl, OIHMCHIBAIOIIME T0pa-
JKSHUsI Yeperia 1 BUCOYHOM KOCTH, IVIa3HUI], IPUIATOYHBIX Ma3yX
1 HOCOBOW IOJIOCTH, Ha/- U TOJIOIBI3BIYHOTO OT/IEIOB HIEH
1 TUICYEBOTO CIICTCHUS.

Wudopmanms B kHUTax opopMieHa B Buae TadmuI quddepen-
[IUAFHON JHAarHOCTHKHU 3a00JIeBaHUN B 3aBHCHMOCTH OT JIOKa-
JIN3aluu IMOPaAXKCHUA. B nauaje kHuru KpaTKoO U3JI0KCHA BBOJHAA
nH(OpMAaIKs B CONPOBOXK/ICHUH HEOOXOIUMBIX PUCYHKOB. Ta0mu-
b1 AU PepeHInanTbHON IMarHOCTHKU COCTOST M3 TPEX CTONIOIOB.
B nepBoM ykazaHo 3a0osieBaHIe, BO BTOPOM 0000IIEHBI COOTBET-
CTBYIOIIAE €My BU3yaJIH3allMOHHBIC HAXOIKH, B TPETHEM CONEp-
JKaTcs KOMMEHTApHH, OOBEANHSIONINE KIFOUEBbIC KIMHUICCKHIE
JaHHble. Bee mpu3Haku, nmepedrciieHHble BO BTOPOM CTOJIOIE,
MPOMJUTIOCTPUPOBAHBI TIpUMepaMu. JInteparypHble UCTOYHUKA
MPUBE/ICHEI B aJ()aBUTHOM MOPSIKE B KOHIIC KaXKIOW TIIABHI.
s ymoOcTBa yuTaTeNs HEKOTOPHIE JUAarHO3bI YKa3aHBI B JIBYX

u Oonee TabnuIax, YToOBI B TOMCKAaX HYKHOW HH(OpMAIUY TIPH-
XOJIMJIOCh KaK MOXKHO PEXe BO3BpALIAThCS K MPEIbLIYIIHM Ta-
OMaMm.

YHUKaIBHBIA (OPMAT ATHX KHHUT [MOMOTACT YHTATEIIO IOITY-
quTh HHpOpMaH ObIcTpo u 3ddexruBHO. braromaps oueHb
HADUITHBIM WJUTIOCTPANNAM KHHTA MOXET CTaTh d(PPEKTHUBHBIM
PYKOBOJICTBOM, TIO3BOJIIONINM CY3HUTh IUATHOCTHUYECKHUIT TOUCK,
OCHOBBIBasICh Ha JIOKJIM3AIMK O4Yara MOpaXeHHs U JAaHHBIX JIy-
YCBOM TUATHOCTHKH.

B oty ceputo Bouuwm Takxke KHUTH Juggepenyuanvras oua-
SHOCIUKA 8 HEUPOBU3YAIUZAYUU . 20TI0BHOU MO32 U €20 000N0UKU,
KOTOpasi OXBATHIBACT MOPAKCHUS TOJOBHOTO MO3Ta, KEIyI0d-
KOB, 000JIOYEK M €r0 COCYINUCTOI CHCTEMBI Y JeTEH U B3POCIbIX;
u Jughpepenyuanvras ouazHocmuka 6 Heuposu3yanu3ayuu’ no-
360HOYHUK U CHUHHOU MO32, KOTOpasl BKIIIOYaeT B cedst TaOIuIIbl
T pepeHINaTbHON JUATHOCTHKH BPOXKICHHBIX ITOPOKOB U I10-
POKOB Pa3BHUTHS CITHHOTO MO3T'a U TI03BOHKOB, HHTPA Ty PaTbHBIX
HHTpaMEIyJUIIPHBIX TOpakeHui (MopakeHnit CIIMHHOTO MO3Ta),
QypPaNbHBIX W HMHTPAAYPATBHBIX IKCTPaMETyUIIPHBIX IMOpaXKe-
HUH, 3KCTpaaypaJIbHbIX IOPAXKEHUH, €IUHUYHBIX KOCTHBIX IIOpa-
JKEHUH MMO3BOHOYHMKA, aHOMAJINI TT03BOHOYHUKA, 00yCIIOBIMBA-
FOLIUX MHOXKECTBEHHbIC TIOPAKEHHUST U/ HITH TLIOXO OTIPEIeIISIEMBIX
CpeACTBaMU BH3yallM3aIliH, TPABM MO3BOHOYHHKA, ITOPAKCHUN
KpecTIa.

S1 Hazerock, 3TO PYKOBOJACTBO OYIAET OYEHB [IEHHBIM MCTOYHH-
KOM MH(OpMALKHU sl TPAKTHKYIOIIUX PaIH0JIOTOB, HEWPOXH-
PYProB, HEBPOJIOTOB, OTOJAPHHIOJIOTOB, XHPYProB-OPTOIE/IOB,
CICIUATTI3UPYIOIIUXCS Ha 3200 IEBAaHUAX IO3BOHOYHUKA. X0UCTCS
BEPHTH, YTO KHUTH dTOH CEPUU CTaHYT HACTOIHHBIMH B pabOUnX
kabmaeTax. OHH Takke OyIyT ITOJIE3HBI B Ka4eCTBE 00YJaroIIero
TOCOOHS [T MTOATOTOBKH K 9K3aMEHaM MPaKTHKaHTOB-PAIHOIIO-
rOB, HEHPOXHUPYPIOB, HEBPOJIOTOB, OPTOIE/IOB, OTOJIAPHHTOJIOTOB
U Bpadeil IPyrux CHeIHaaIbHOCTCH.

Steven P. Meyers, MD, PhD, FACR
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1 Yepen n BUCOUYHAA KOCTb

BBepeHune

Yepen

Yepern pa3BUBACTCS M3 ME3CHXUMAJIBbHON TKaHHU (MTepermoHYaThIit
Yeper, WIN JAeCMOKPAHUYM), KOTOpash OKPYKaeT POCTPabHbI
KOHEIl HepBHOW TpyOKH. Ueper 1 KoCcTH yepera pa3/iesieHbl Ha JBe
OCHOBHBbIE YaCTH — HeUPOKPaHuym ¥ ucyepoxpanuym. Helipokpa-
HUYyM (MO3TOBOM Yeper) COCTOMT U3 KOCTEH, KOTOPBIE OKPYXKAOT
TOJIOBHOM MO3T M OpraHbl 4yBCTB. BucIiepokpaHuyMm (JITHIICBOI
Yeperr) — 3TO KOCTH HW)KHEH 4acTH JTHIIEBOTO CKEIETa U YEIFOCTH.

KocTr M03roBoro ueperna pa3BHBaIOTCs JTMO0 HAIIPSMYIO U3 IM-
OpHOHAITBHOW COCITUHUTEIILHOW TKaHU/ME3CHXUMBI MepernoHYa-
TOTrO 4Yepena — 3TO KOCTH, KOTOPbIE OKPYIKAIOT TOJIOBHOW MO3T
1 HOpPMHUPYIOT CBOA ueperna (MeMOPaHO3HBIH MO3TOBOM Ueperr),
7100 OMOCPEIOBAHHO U3 XPSILIEBBIX MPE/IIECTBEHHUKOB, (hopMu-
pPyrommxcsa B IEPEIOHYATOM UEPEIIC, U3 KOTOPHIX B I[aJ'[BHCf/'IHIeM
Pa3BHBAIOTCSI KOCTH OCHOBAHMS Yeperia. DTH JiBa OCHOBHBIX ITYTH
Pa3BUTHSI KOCTEH TaKXKe M3BECTHBI KaK GHYMPUMEMOPAHO3HOE
(nepenonuamoe) u sandoxondpanvroe (xpaujesoe) okocmenenue
(puec. 1.1).

IMepenonyatsiii g4eper (IecMOKpaHuyM) GOPMHUPYETCS K KOHITY
1-ro mecsma recTanuu U3 napaakCHaaIbHON ME30epMBbl U U3 KIle-
TOK HEPBHOTO TpeOHsl, MPUMBIKAIOIIUX K XOpAe, OKPYKaIOIINX
POCTpaJIbHBIA KOHELl HepBHOW TpyOKH. [lepBHUHBIC IIEHTPBI OKO-
CTEHCHUSI B MIEPEIIOHYATOM MO3TOBOM Y€pPEIe MOSBISIOTCS ¢ 9-i
mo 10-to Henemo recranuu, B pe3yibTare dero (GpopMmupyercs
JIOOHAs KOCTh, Yellysl BACOYHOU KOCTH, TEMEHHAsI M 3aThUIOYHAsI
kocTH. OcranbHble KOCTH Yeperna, (POPMHUPYIOIINECS M0CIe BHY-
TPUMEMOPaHO3HOTO OKOCTEHEHUS: HOCOBAsl, CJI€3Has!, CKYJIOBas,
OapabaHHas1, a TAK)KE OT/ICNbI KITHHOBHIHOM KOCTHU (KPBLITOBUTHBII
OTPOCTOK, YaCTh OOJIBIIIOTO KpbLIa). POCT CBOjIA Ueperna HanpsiIMyto
3aBHCHUT OT pOCTa rojioBHOro mosra. Koctu mnmieBoro ueperna,
KOTOpBIE TaK)Ke 00pa3yIoTCs IMyTeM BHYTPIMEMOPAaHO3HOTO OKO-
CTE€HEHU . COIIHUK, Hé6Ha$[ KOCTb, BEPXHAA U HUKHAA YCITIOCTHU.

XpsimeBoid depern (XOHAPOKPaHUYM) Pa3BHBACTCS U3 IIEHTPOB
pa3BUTHSI XPSIIIEBO# TKaHU (IIEHTPOB XOHpUpHUKaIuK) Ha 6—7-if
Hejene recranuu. LIeHTpbl XOHApU(DUKAINY TOSBIISIOTCS MEXKTY
OCHOBaHHEM Pa3BHBAOIIETOCS TOJIOBHOTO MO3ra W MNepeiaHen
KHIIKOW, pactpoCTpaHssCh OT 00iacTH HOca JI0 OOJBIIOTO 3a-
TBUIOYHOTO OTBepCTHs. LIeHTPBI OKOCTEHEHUs! (OCCH(BHUKAIIN)
TIOSIBJISIIOTCSL B XPsIIIeBOM yeperie Ha 6-8-if Henene recranuy.
Ha 6-7-if Henene recTanuu MEHTP OCCHU(HUKAIIMA MOXKET OBITh
0OHapyIKeH B XPSIIEBOM OCHOBAHHH 3aThLIKA, KIIEPEH OT XOP/IbL.
Ha 7-ii Heziene recTaiy MapHble YIaCTKH OKOCTEHEHUs MOSBIIS-
I0TCS B TEMEHHbBIX KOCTSIX U B HAJ[3aThIJIOYHOM OT/IEJIC 3aThLIOY-
HoH kocTH. Ha 8-if Henenie — B J1aTepasibHBIX 3aTHUIOYHBIX KOCTSIX.
Poct u cimsiHEe 5THX M MHOTHX JIDYTHX IIEHTPOB OKOCTEHEHWUSI
MPOUCXOIUT BO BHYTPUYTPOOHOM meprojie. Y HOBOPOXKICHHBIX
MOYKHO YBHUJIETh 13 IEHTPOB OKOCTEHEHUS B KIIMHOBH/IHOM KOCTH
1 6 — B 3aThUIOYHO# KOoCcTH. HecnuBImecs IeHTPbl OKOCTEHEHHS
MOYKHO YBHUJICTh B KJIMHOBH/IHO-3aThIJIOYHOM U KJIMHOBH/IHO-Ka-
MEHHCTOM CHUHXOHAPO3aX, BEPXYIIKE IMTUPpaAMHUJIbI BHCOYHOM KOCTH,
B KIIMHOBH/THOH ¥ 3aTBIIIOYHOM KOCTSIX, KPBUIBSIX HOCA M HOCOBOM
MeperopoKe.

Bonbiast yacth cBOjIa 4eperna GOpPMHUPYETCs U3 YEeThIPEeX 3a-
TBUIOYHBIX COMUTOB Ha 4-# Hemelle recranmu. Kaxkablii COMUT
3areM audhepeHInpyeTcst BO BHEIIHUI JJepMaToM, BHYTPEHHUI
MHUOTOM H MC}IHaHBHLIﬁ CKJIEPOTOM. MesenxumanbHas TKaHb
9THX COMUTOB TIpeoOpasyeTcs B XpAIIeByto. YeTbIpe 3aThI0YHBIX

CKIIepoTOMa (TakXKe M3BECTHBIX KAaK EPBUYHbIC KPAHUATBHBIC MO~
3BOHKH) CITHBAIOTCSI ¥ (GOPMHUPYIOT 3aThUIOUHYIO KOCTh H 33IHIOH0
YacTh OOJIBIIOTO 3aTBUIOYHOTO OTBEPCTHS. J[Ba BEPXHHX CKIIEpO-
ToMa (hOpMHPYIOT XpSIIIEBOE OCHOBAHHUE 3aTblUTKa. M3 TpeTbero
3aTBUIOYHOTO CKIEpoToMa (hopmMupyeTcs JarepaibHas 3aThLIOY-
Has KOCTh U SIpeMHBIN OyTrOpoK, a caMbIif HU3KOPACTIOJIOKEHHBIH
ckieporoM (mpoariac) GopMHUpYyeT MepeaHuii Oyropok ckara
U MIEePEeTHIO0 AYTy OOJIBIIOTO 3aThIJIOYHOIO OTBEPCTHS, a TAK¥Ke
JarepasibHyIo Maccy no3BoHka C1l 1 BepXHe3aJHIOI0 4acTh IyTH
no3BoHka C1. OcHoBaHMeE Yepena pa3BUBACTCS BOKPYT yxke chop-
MHUPOBaHHBIX YEPEIIHBIX HEPBOB U INIABHBIX aPTEPUIl, B PE3yNIbTaTe
4ero 00pa3yroTCsl OTBEPCTHS B deperne. 3aThIIIOUHBIE CKICPOTOMBI
U TnapaxopJajbHble XpsIId 00pa3yloT MBIIIEIKOBBIA U 0a3aiib-
HBIH OTJENbl 3aThlIIOYHON KOoCcTH. [TosApHBIA U TpaOeKyISIpHBIH
XPSIIIU KIMHOBUIHOW KOCTH (DOPMUPYIOT TypPELKOE CEII0 U TEIIO
KIIMHOBHAHOW KocTH. HocoBas karncyna u npecheHOMTHBIH XPSII
(hOpPMHPYIOT pemIeTIaTyIo KOCTb.

BonpmmHCTBO KOCTEH yepena, 3a WCKIIOUEHHEM IIa3HUYHOU
YacTH JJOOHOHM KOCTH U JIaTepalibHOM YacT O0JIBIIOrO Kpblla KIU-
HOBH/IHOHM KOCTH, 00pa3yroTcsi BCIEACTBUE IHIOXOHIPAIHLHOTO
OKOCTEHEHHsI, BKJIF0Uasi KIMHOBHIHYHO KOCTh (0asuchenouns, op-
outoceHonI-Manoe Kpeuio, mpechenon, mocTcheHOU T, YacTu
OOJIBIIOrO KpbLIA), 3aTHUIOYHYIO KOCTH (XPSIIEBOE OCHOBAHHE,
BEpXHSIst M GOKOBBIE 3aTHUTOYHBIC YACTH). Y HOBOPOXICHHBIX 3a-
TBIJIOYHAsI KOCTh COCTOUT U3 6 yacteil. B mepBrie 3 roma ®u3Hu
HAYMHAIOT CIIUSTHUE NEPeHUH U 3aIHUI BHYTPU3aTbUIOYHbIE CUH-
XOHJIPO3bI. 3aThIIIOYHO-COCLEBUAHBIN, KAMEHUCTO-3aThIOYHBIH,
KIIMHOBHTHO-3aTBUIOYHBI CHHXOHPO3bI OOBIYHO OCTAIOTCS Ya-
CTUYHO OTKPBITHIMH 710 20 j1eT. Y HOBOPOXKICHHBIX KIMHOBHIHAS
KOCTh UMeET J10 13 IEHTPOB OKOCTEHEHNS, OOIbIIIast YacTh U3 HUX
CIIMBAETCSI, WJIM aCCUMUIJIMPYeT, K 2 rojam xu3Hu. [THeBMaTu3a-
LSl KIIMHOBM/IHOM Ma3yXu HauMHaeTcs yepe3 1 roj nocie ponos
1 YCUJIMBAETCs B MOCIEAyIOImue 5 JerT.

Poct MeMOpaHO3HBIX KOCTEH CBO/a ueperna oO0yCIIOBIEH yBe-
naeHneM o0beMma M pasMmepa rosioBHoro mosra. I1IBel HaumHa-
I0T Pa3BUBATHCA, KOT/Ia KOCTH 4Yepera pacrojaraioTcs OJIH3KOo
Jpyr K apyry. 11IBsI comepkar BaCKy/IIpU3UPOBAHHYIO IIOTHYIO
(UOPO3HYI0 COCMHUTEIBHYIO TKaHb, KOTOpask OPHEHTHPOBaHA
CBOMMHU CJIOSIMH OTHOCUTEIBHO 30H aKTUBHOTO pocTa. B mBax
OTMEUAETCs JAMHAMHUYECKOE MEXaHWYECKOE COCAMHEHHE MEXKIY
MIPUIETAIONIMMHU KOCTSIMH 4epeTia, TA€ MPOHCXOAUT Pe30pOIus
1 IIporpeccupyroiiee 00pa3oBaHne KOCTHON TKaHH, YTO IPUBOIUT
K pocTy KocTel cBoza uepena. Haubonpimii poct ormevaeTcs
B 00JIaCTH CAaruTTaJbHOTO M BeHeuHOro mBoB. [IIBbI 0ObIYHO
pacHIMpsIIOTCS] B TEX MECTax, IJie OHM TepecekaloTcs U hopmu-
pytoT porandky. Hanbonpmmii mepeaHuit poqHUIOK MOSBISIETCS
Ha MEepecedyeHnH JIOOHOTO, BEHEYHOTO M CAarHTTaJIbHOTO IIBOB
1 3aKPBIBACTCSI K KOHITY 2-TO TOa KU3HH. HauMEHbIIHIA 33 THHi
POIHUYOK 00pa3yeTcst CIMSHUEM CaruTTaILHOTO U JaMOJI0BUI-
HOTO ILIIBOB, KOTOPBIN 3aKPBIBACTCS K 3 MEC. YKU3HHU.

Ilepenonyatelil yepen pa3BUBAETCS BO BHEUIHHMH CION Haj-
KOCTHHUIIBI Ha BHEITHEW KOMITAKTHOH IUIACTHHKE YepENa U BO BHY-
TPEHHUH CIIOM, NPUJIEraloINi K BHYTPEHHEN KOMIIAKTHOM IuIa-
CTHHKE (BHYTPEHHHUII CIIOW HAJKOCTHHIIBI), KOTOPBINA CIMBACTCSI
€ COOCTBEHHOI 00O0JOUYKON, MCXOMSIICH M3 ME30JCPMbI (TaKKe
M3BECTHBIN Kak neprocTanbHbiii cioit TMO). BHyTpenHuit u Ha-
PYXXHBII CIIOM HAJAKOCTHUIBI COEAMHEHBI YePe3 BHYTPHIIOBHEIE
CBSI3KH U OTBEPCTHS Yepera.

XpsiieBoii yepen HadrHaeT pa3BuBarhes Ha 40-ii 1eHb recra-
LIMM C NIEPEX0/la ME3EHXUMAJIbHON TKaHHU, OKPYXKAIOLIEH Xopay,
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MeTywuHbIN rpebeHb

HocoBas (o6oHATenbHas) Kancyna

Mekkenes xpsLy,

[na3sHnyHo-
KINUHOBUAHbBIV XPALL,

3puTenbHoe oTBepCTUE

bonbluoe Kpbino
KNMHOBUAHOM KOCTU

Cnyxosaﬂ Kancyna

. HakoBanbHsa
LinnoBmaHbIN OTPOCTOK
MpownzBoaHble
XpALLen MoabA3bIYHBIN XPALL
»abepHbix ayr LLIMTOBMAHbIN XpALL \ MonoTtouek

MepcTHEBMAHDBIV XPALLY

MeXXTemeHHas 4acTb
3aTbIIOYHOWN KOCTU

JToGHanA KocTb

CkynoBas KoCTb

HocoBas kocTb

BepxHaa uentoctb
Yewyn

BUCOYHOM KOCTU
HwXHAA yentoCcTb

-

XpAwesow yepen

I'Iepenomlarble KOCTN B 9 Hep,.

JlobHas KocTb

HocoBas KocTb x

CnesHas KOCTb

BerHﬂﬂ 4YencTb

CkynoBas KOCTb

HwxHAs yentocTb

bonbLuoe Kpbio

_

XpAweson yepen B 9 Hep.

0O603HauyeHus

KocTu nnuesoro Yepena, passuaioLymecs
13 Me3eHXVMbl abepHbix Ayr

Koctn mo3rosoro yepena,
Pa3BmBaroWmeca n3 me3eHxXnmbl ros1oBbl

BHyTprmem-
6paHo3HOEe
OKOCTEHEHNe

KocTv nMueBoro yepena v xpswm weu,
pasBuMBaOLLMECH U3 XPALLEN XKabepHbIX ayr

KocTn ocHoBaHuA yepena, —
pa3sBuBaoLeca n3 XpﬂU.leVl CKnepoTtomos
nnepegHnX oTAenoB HEPBHOIo rpe6Hn

B E B O

SHOOXOH-
apasnbHoe
OKOCTEHeHNe

3oHa 6yayuiero
/ 60/1bLLIOrO POAHMYKA

3oHa bypyLiero
BEHEYHOrO LWBa

TemeHHas KoCTb

MexTemeHHas YacTb
3aTblIIOYHOWN KOCTHU

Yewwya n ckynoson
OTPOCTOK
BVNCOYHOWN KOCTU

XpsAweBow yepen

bapabaHHoe KonbLo

KNMHOBUAHOWM KOCTU

Puc. 1.1 XpsweBas n KOCTHan CTafuy pa3BuUTMA yepena.

B XPSILIEBYIO TKaHb HA OCHOBaHMH TOJIOBHOTO Mo3ra. B TeueHue
5-i1 Henlenu recTanny Xop/ia 3aKphIBACTCS TEJIAMU BEPXHUX IIIEii-
HbIX IMO3BOHKOB W BXOAUT B XPAMICBOC OCHOBAHUE YCPCIIa, rac
M OKaH4YMBaeTCs B OOJIACTH Tesla KIMHOBHJIHOW KOCTH, TOTYacC
HIDKE THIMO(U3apHON SIMKH, W NPWIIETAeT K SHA0JAECPME SMOpH-
OHAJILHOM IVIOTKH. XPsIIEeBOE OCHOBaHHE yepena (GpopMupyer
OT JIBYX TpeTel A0 TpeX YETBEPTEH HUYKHEHN YacTH CBOJA Yyepena
U TIOTY4aeTCsl U3 CIUSHUS YETHIPEX 3aTBUIOYHBIX CKIEPOTOMOB.
YacTi XOHJPOKPAaHUYMa COXPAHSIOTCS MPH POXKACHUU U JIOKa-
JIN3YIOTCSI HA YPOBHE KJIMHOBHUIHO-3aTBUIIOUYHOTO U KJIIMHOBUIHO-

BUCOYHOW KOCTW

MNepenoHuaTtbie KocTu B 12 Hep.

KaMEHHCTOTO CHHXOHAPO30B, B MpeeiiaX KIMHOBUIHOHN U 3aThI-
JIOUHOM KOCTEH, BEPXYILIKU MHUPaMUIbl BUCOUHOH KOCTH, PBAHOIO
OTBEPCTHSI, HOCOBOH MEPETOPOJIKM U KPbLTbeB Hoca. CHHXOHIPO-
36l MEXJIy KOCTSIMU COZEpKaT XpsiieByto TkaHb. Koctu uepe-
1a YBEJIMYMBAIOTCS B pa3Mepax 3a CUeT allo3UIMOHHOTO pocTa
B DHIOXOHIPANBHBIX 3a4aTKaX MM CHHXOHAPO3aX U CBSI3aHBI
C CHJIaMH, KOTOpBIC HAIMpaBJICHBI Ha paCIIUPEeHNE KOCTEH U poCT
IIBOB B 001acTH cBoa yepena. Koctn ocHOBaHMS yepemna pacTyT
U YUIMHAIOTCA B IIOCTHATaJIbHOM IEPHOAC B OCHOBHOM 3a CHET
KJIMHOBU/IHO-3aThUIOYHOTO ¥ KIIMHOBHIHO-KAMEHHUCTOTO CHHXOH-
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1 Yepen un BuCOYHaA KOCTb

0603HaueHuA

[] Nepennss uepennas amka
[7] Cpeanns yepennas amka

[ 3agHsas yepenHas amka

Puc.1.2 T[lepepHsan, cpeaHAA 1 3agHAA YepenHble AMKW. BHyTpeHHAA no-
BEPXHOCTb OCHOBaHMA Yepena, B1f CBEPXY.

npo30oB. OKOCTEHEHNE KIMHOBH/IHO-3aTHUIOYHOTO CHHXOHJPO3a
MIPOUCXOUT Y MY>KIrH B riepuon ¢ 16 mo 18,5 rona, y xxeHmmH —
mexy 14 u 16 rogamu. OKOCTEHEHHUE MepeIHeBEPXHEi YacTH Ka-
MEHHCTO-3aThUIOYHOTO CHHXOH/IPO3a mpoucxoaut ¢ 16 mo 18 ner,
TOT/Ia KaK HIKHE3a/IHsSl YaCTh OCTACTCS B BUJIE ILEJIH, MMEIOILEH
B CTPYKType (pruOpO3HBIi XpsiLil.

Koctn depema oOBIYHO COCTOST W3 BHYTPEHHEH W Hapy:KHOU
KOMMAKTHBIX TUTACTHHOK, MEKIY KOTOPBIMH PACIOIOKEHO Ty0-
9aToe BEmecTBO (IUIUI03), CofleprKaniee KOCTHBIH MO3T. Y HOBO-
POXICHHBIX KOCTHBIH MO3T OOBIYHO Y4aCTBYET B KPOBETBOPCHUH
(xkpacHblii KOCTHBIA MO3T). KpacHbIil KOCTHBIH MO3T CONCPIKUT
40% Bonpr, 40% xupa u 20% OGenka. Co BpeMeHEM KpacCHBIH
KOCTHBIH MO3T 3aMeIaeTCs KEATHIM, 3TOT MPOIECC OOBIYHO HAUH-
HAeTCs ¢ KOCTEH CKeleTa KOHEUHOCTEH U 3aKaHINBACTCS OCEBBIM.
JKenThlil KOCTHBIN MO3T HE yYacTBYET B KDOBETBOPEHUH U COAEP-
xut 15% Bombl, 80% xupa u 5% Oenka. ITH U3MEHEHHST MOXKHO
MPOCJIEIUTh N0 M3MEHEHUI0 MHTEHCUBHOCTHU curHaia Ha MPT.
I'emaTonosTHUeCcKH aKTUBHBIN KOCTHBIN Mo3r Ha T1-BU umeer
HU3KYIO WJIH MTPOMEXYTOYHYI0O WHTEHCHBHOCTH. KOCTHBINH MO3T,
UMEIOMNN KaK TeMOMOSTHYCCKHH, TaK M KUPOBOW KOMITOHCH-
161, Ha T1-BU mMeeT mpoMeXyTOUHYI0O WHTCHCHBHOCTD: BBIIIE,
YeM OT MBIIICYHOW TKaHH, HO HIDKE, YeM OT jkupa. KocTHBIH
MO3T, COAep KAIIHUI KUPOBYIO TKaHb, Ha T1-BU runepunreHcu-
BeH (M30MHTEHCUBEH KUPOBOM TKaHM). Y jaeTeil Miazmie 3 Mec.
MP-curHan ot KOCTHOTO MO3ra KOCTEH uepena M MMO3BOHOYHHKA

COOTBETCTBYET CUTHAIY OT KPaCHOTO KOCTHOTO MO3ra. XapakTep
mepexojia ¢ KPaCHOTO Ha YKEITHI KOCTHBIM MO3T Pa3JIndeH Kak
B Pa3HBIX KOCTAX, TAK M B Pa3HBIX YaCTAX OAHOH KocTH. 1o Xomy
KOHBEPCHUU KPACHOTO KOCTHOTO MO3Ta B KEJThIii NHTEHCUBHOCTH
curHana Ha T1-BH pacteT. Y HOBOPOXKJICHHBIX Yeper COACPKUT
25% kpacHoro KoctHoro mosra. [lepexox B *KeIThIH KOCTHBIN
MO3T HaUMHAETCS B KOCTAX OCHOBAHMSI Uepena 1 JIMLEBOM ueperne
u MoxeT onpenenstbes Ha MPT yxe B 2-netHeM Bo3pacre. [lepe-
XOII B )KEJITHII KOCTHBIH MO3T B KOCTAX CBOJIA Yeperia HaunHACTCS
B 2 rofa, CHauaa B JIOOHBIX KOCTSIX, 3aT€M B TEMCHHBIX KOCTSX,
B TCUCHHE MOCJICAYIOMHMX 13 JIET 3TOT MPOIECC MOXKHO OICHHUTH
¢ nmomotpto MPT. B ckare curHaia Moxet OBITh CMEIIAHHOTO
XapakTepa B BO3pacTe 3 JIET, IMOJIHAS K€ KOHBEPCHS B JKCITHIN
KOCTHBI MO3T TIpoUcXoauT B 15 met.

BuyTpeHH:S YacTh OCHOBAHHS Yeperna MOXKEeT OBITh paszesie-
Ha Ha TPW OCHOBHBIE YACTH. MEPETHION, CPEIHIOI M 3aTHIOI0
yepenHbie sMku (puc. 1.2). [lepeansst yepenHast sMKa BKIFOYaET
MEPEIHIO YaCTh OCHOBAHUS Yepena, rpaHulei SBIsIeTCs] Malloe
KPBLUIO KIMHOBHUIHON KOCTH. [IHO nepeqHei uepenHon sMK1 Haxo-
JIATCS BBIIIE [Ta3HUIL (BEPXHSS CTEHKA TIA3HUIIBI), [TOJIOCTH HOCA
M perieTyaroro JabupunTa (TIeTyIIHHBIA TpeOeHb U pereTyarast
miactuHka). [lepennss yepenHas ssMka oOpa3oBaHa JOOHBIMH
KOCTSIMH.

CpenHsst yepernHasi siMKa paciojioKeHa K3aJu OT MepeaHei
yepermHoi sMKU. OHaA TPOCTUPACTCS OT OOIBITNX KPBUTHEB KITMHO-
BHJIHOH KOCTH 110 OOKaM M OT BEpXHEH I'PaHHIIBI TYPEIIKOTO Ce/ia
MeINaJbHO K BEPXHEMY Kpar0 KaMEHHCTOTO TpeOHS BHCOYHBIX
Kocted. /[Ho cpenHell yepenHol SMKH — 3TO LIEHTP OCHOBAHUS
yeperna, B KOTOPOM UMEIOTCSI OTBEPCTHS (Uepe3 HUX MPOXOJIAT CO-
CY/Ibl ¥ HEPBBI): BEPXHsIsl [JIa3HUYHAS [1eJ1b, KPYIJIO€ OTBEPCTHE,
BUJIMEB KaHaJ, OBAJIbHOE OTBEPCTHE, OCTUCTOE OTBEPCTHE, KaHA
COHHOM apTepuH, IPEeMHOE OTBEPCTHUE.

3amHsAsA depemHas SMKa paclojoKeHa 3a XPSIIEBEIM OCHOBa-
HHEM Yepena u 0a3ucPeHOUIHON YaCThi0 KIMHOBUIHON KOCTH,
a TaKKe K3aAu OT COCLEBHUJHOM M KaMEHUCTOM YacTel BHCOU-
HBIX KOCTeH. JIHO 3a/IHEl YepernHoi sMKU 00pa3yeT 3aThlIOYHAS
KOCTb, B IPEeIax KOTOPOH MMEETCsl OOIBIIOE 3aThIOYHOE OT-
BEpCTHE.
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Ta6nuua 1.1

yepena

¢ Lledanonere (J100HOe, TEMEHHOE, 3aTBIIIOYHOE, KITMHOBHITHOE)

e Arpernueckoe TeMEHHOE Iedaorene

» ®poHTOHa3aNIbHOE 1edanonene

e OpoHTOdTMOMAANIBHOE Hiedaliolese, NIHoMa HOca, IePMOU/IHAs
KHCTa HOCA

e [lepuxkpaHuanbHbIl CUHYC

e Manbdopmanust Apuosibaa—Kuapu |l/nakynapHabiii uepen

* AXoHaporuiasus

e T'mmorura3us 6a3MIIPHON YaCTH 3aThIIOYHON KOCTH

e Tperuii MbIIIEIIOK

* ATIIaHTO3aTHUIOYHAS ACCUMUIISIIIHS

» Kpanmnocunocros

e CHHJIPOM MHOXXECTBEHHBIX CHHOCTO30B

e Cuagpom Amepa

» Cuagpom Kpyzona

e Jlpyrue CHHAPOMBI C TPEXKAEBPEMEHHBIM 3aKPhITHEM YePEITHBIX
IIBOB: 3a00JI€BaHMsI, CBSI3aHHBIE C MyTaIMsSIMU T'€HOB, KOAUPY-
IOLIMX penenTopsl (aktopa pocra ¢pudpodnacros (FGFRL,
FGFR2, FGFR3)

BpO)K}J,eHHbIe NMOPOKN N NOPOKN Pa3BUTUA

TemeHHBIE OTBEpCTHS

[NoznumoHHas maruonedanus

YepermHo-KIIFOUNYHAS AUCIUIA3Us/ qU30CTO3

Bopmuess (BcTaBOYHBIE) KOCTH

Heiipopubpomaros | tuma

Benosnoe o3epo

I'panynsiuny nayTHHHOW 000IOYKH

Temumeransuuedanus

Bpoxnennas runporedanms

Makporiedanusi, BbI3BaHHAsg HACIEACTBCHHBIMH MeTa0oIn-
YeCKUMH paccTpoiicTBamu (6one3Hp Asekcanzaepa, 00e3Hb
KanaBan, MeramHIepannieckas JIeHkodHIepaaonarus ¢ cyo-
KOPTHKAJIbHBIMH KHCTaMH)

Muxporieanus

Cunpapowm [laitka—/laBunodpp—Maccona

Bonesnu cucreMbl KpOBETBOPEHUS

Ocrteomnetpo3

Okcaino3

HecoseprieHnslii ocreorenes

OnuaepMouIHas KHCTa
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1 Yepen un BuCOYHaA KOCTb

AwnarHos JlaHHble ny4yeBoI ANArHOCTUKN
Lledpanouene (nobHoe, TeMeHHOE, 3a- BbinAuvBaHMe Mo3roBbix obonovek n LICK (MeHuHrouene)

TbUIOYHOE, KNMHOBUAHOE) (puc. 1.3- 1160 Mo3roBbix 06onouek, LICK/kenynoUuKkoB 1 TKaHy rosios-
1.5) HOro Mo3ra (MeHVHrosHuedanouene) yepes gedekrt yepena

Puc. 1.3 TemeHHOe MeHUHrosHuUedanouene. Ha carntranbHoOm
T1-BW onpepenseTtca nokanusoBaHHbI AedeKT KocTel Yepena,
yepes KOTOpPbIiA BbIMAYMBAOTCA NOBPEXAEHHAA TKaHb FOJIOBHO-
ro MO3ra 1 MO3roBble 060JI0UKN.

KommeHnTapun

BpoxaeHHasa manbdpopmaLua, 06ycnoBneHHasa HapyLleHnem
OTLLenIeHnA HeNPOIKTOAEPMbI OT MOBEPXHOCTHOW SKTOAEP-
Mbl, YTO NMPVBOAWT K JIOKa/lbHOMY HapyLLEHWO OCTeoreHesa.
3aTbloyHOE LiedanoLiene Hanbonee pacnpoCTPaHEHO Y Xii-
Tenen 3anagHoro nonylapus, nobHo-pelleTyaToe — cpeau
BbixoaLeB 13 Oro-BoctouHon Asnun. BoamoxkHa apyras no-
Kanusauua: TeMeHHble 1 KNMHOBMAHaA KocTu. Llepanouiene
TaKXe MOXKeT ObITb C/IeACTBMEM TPABMbl MU XUPYPrUYecKo-
ro BMeLlaTenbCcTBa
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Yepen u BUCOYHaA KOCTb

Puc. 1.4 Jlo6Hoe rnuouene. Ha kopoHanbHoi KT ¢ NOBEPXHOCTHOW PEKOHCTPYKLMe n3obpaxeHus (a) Bu3ya-
nunsnpyetcsa aedekt nobHon Koctu. Ha carnttanbHom T2-BU (b) onpepensetca nokanvsoBaHHbI 4edeKT No6HOM
KOCTW, Uepe3 KOTOpbIli BbINAYMBAETCA NOBPEXAeHHas TKaHb rOfIOBHOTO MO3ra 1 MO3roBble 06onoukn. Hag Bepx-
Hell YacTblo CBOAA Yepena PacrnosnoXeHo 6osbluoe ravoLene (BbICTNAHHAA MMeN KUCTa).

Puc. 1.5 [leBywka 17 net. Ha MOCTKOHTpacTHOM
T1-B/ ¢ nopaBneHnem curHana ot »upa BU3yanunsu-
pyeTca MeHuHrouene (cmpesku), pacnpocTpaHaioLLle-
ecsl BHM3 B HOCOMOTKY yepe3 AedeKT KIMHOBULHOWM
KOCTM, PacroNIOXKEHHbIN K3aau oT runodusa.
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1 Yepen un BuCOYHaA KOCTb

AnarHos

ATpeTnyeckoe TeMeHHoe Ledanotie-
ne (puc. 1.6)

(MpoHToHa3anbHoe Ledanowene
(puc. 1.7)

®poHTo3T™MOMAaNbHOE LiedanoLie-
ne, rMOMa HOCa, iIepMOMAHaA K1CTa
Hoca (puc. 1.8)

MepukpaHnanbHbIn cnHyC (puc. 1.9)

JlaHHble ny4yeBoI ANArHOCTUKN

[oAKOXHDIN y3€N0K Ha BOIOCMCTON YacTu FronoBbl, YacTo
MMeET BbICOKUI T2-CUrHan ¢ TOHKMMU GUOPO3HBIMM TAXKaMY,
VMEIOLLVIMA HU3KUIA CUTHas. Y3e/0K NpuMbIKaeT K AedeKkTy
yepena 1 MoxeT copepkatb cuHycbl TMO. Horga npusogut
K BbICOKOMY PacrnoJIoKEHNI0 CMHYCHOTO CTOKa U peHecTpa-
LI BEPXHEro carnTTasbHOro CMHyca

Llepanouene, koTopoe obpasyeTcsi Mexay No6HOW 1 HOCO-
BOW KOCTAMU

DOpoHTo3TMOMAaNbHOE 3HUedanouesne ABNSETCA Hanbonee
pacnpocTpaHeHHbIM TUMOM 3HuUedanouese 1 Bo3HUKaeT
MEXAY HOCOBbIMU KOCTAMU 1 XpAwamu. O6bIYHO TakxKe
06Hapy»XMBaeTcA NepcucTUpyroLee yBeNMYeHHoe crenoe
oTtBepctume (foramen caecum). CBULLEBOV XOF MOXET CO-
epaTb KUCTbl C SNAEPMAsbHbIMY BKIOUYEHUSMA. B Hem
TaKXKe MOXeT HakannuBaTbcst KC v nprcyTCTBOBaTh Npri3Ha-
KN BTOPUYHOW MHGEKLUM C PacripoCTpaHEHIEM B MOMOCTb
yepena unu 6e3 Hero

CoobuieHvie MeXAY paclUMpPeHHbIMI BHE- 1 BHYTpUUYeperHbl-
MU BeHamu nnu cuHycamu TMO yepes fedeKkT yepena mam
3MKCCapHble BeHbl

KommeHnTapun

Heb6onblwow fgedekt cBoga yepena (06bIYHO TEMEHHOW KO-
CTu), Uepes KOTOpPbIN BbINAYMBAETCA ManeHbKoe Ledarnouene
(5-15 Mm), B pe3ysnbTaTe Ha BOJIOCKCTON YacTu FONoBbl 06pa-
3yeTcs NMLLEeHHOe BOJOC BO3BblleHMe. ATpeTuyeckoe Leda-
JioLiene CBA3aHO C MONOCTbIO Yepena GrbPO3HbIMY TAXKAMM.
MoxeT coyeTaTbCA C APYrMU MOPOKaMKM Pa3BUTUA (CUHAPO-
MoM [leHan-Yokepa, Ancnnasnei MO30aNCTOro Tena 1 ap.)

BpoxxaeHHoe 06pa3oBaHyie, PacnosiokeHHoe Mo cpefHen
nvHUKU. O6pasyeTcs B pesysibTate HapyLWeHWs HOPMasbHO-
ro perpecca PofHNYKa, CyLecTBYyIOLEro B SM6PMOHaNIbHOM
nepvioae Mexay NO0GHOM 1 HOCOBOM KOCTAMU. B pe3ynbtate
yepes aedeKT ueperna npovNCXoanT BbiMAYMBAHNE MO3rOBbIX
060/104€eK 1 B pAAE CNyYaes — BELEeCTBa rofIOBHOMO MO3ra

MpepcTaBnsaeT coboi BpoXKAeHHOe CPpeArHHO PacMoNOXeH-
Hoe obpa3oBaHue, BO3HMKaloLee B pe3y/bTaTe HapyLleHus
HOpManbHOro perpecca BbinAYreaHua TMO yepes cnenoe
oTBepcTMe (MeXay HOCOBOW KOCTbIO M HOCOBbIM XPALLOM),
KOTOpoe OObIYHO UMEEeTCA Y IMOPMOHa B MpoLiecce pa3Bu-
TWA, HO 3aTeM 3aKpblBaeTcA. B cnyyae ecnun BbinAumBaHne
TMO He oTAENAeTcsa OT KOXMK, Kak 3TO JOJIKHO ObITb B HOPMe,
MOeT 06pa30BaTbCsA CBULLEBOW XOf, KOTOPbIV B KOHEYHOM
cyerte 3arnoJHAETCA KACTON C SNuAepManbHbIMU BKITOYEHWSA-
MU (AepMOVAHON, SMMAE PMOVAHON) AN SKCTPAKPaHManbHO
PacronoXeHHOW ANCMNACTUYECKOWN TKaHbO FOJIOBHOMO MO3-
ra (HasanbHasA rMMoma), pacrnonararowenca B NonoCcTu Hoca
WM NOJKOXKHOW XMPOBOI KneTyaTke. [pn ocmMoTpe Ha KOH-
YMKE HOCa MOXET ObITb BAHa AMOYKa. CBULLIEBOI XO4 MOXKET
MHOULMPOBATBLCA, YTO CO3JAET PUCK MPOHNKHOBEHUA NHDEK-
L1 B MOSIOCTb Yepena C pa3BUTEM MEHUHIUTA, LiepebpuTa,
cy6aypanbHO SMN1eMbl WIv abcLiecca roloBHOrO Mo3ra

Henynbcupytoue 6eccMMnToMHble MAFKOTKaHHble 0bpa-
30BaHMUA KOXM BOJIOCKCTON YaCTV FOJSIOBbI, PACcMONOXKeHbI
1o cpefiHel INHMN OKOJIO YeperHbIX LWBOB, YacTo JOCTUrAIOT
15 MM. MoryT yBeNMUMBaTLCA B pasMepax npu BbiNONHEHUN
npo6bl BanbcanbBbl. O6pa3oBaHUA COYETAIOTCA C BHyTPUYE-
PenHbIMY aHOMaNUAMM, TaKAMW Kak eJUHNYHbIE aHOManum
pasBUTMA BEH, rMMNomniasva BeHbl [aneHa, aHeBPU3Mbl BEHbI
laneHa, manbdopmauua cuHyca TMO 1 BHYTpUKOCTHas ap-
TepuoBeHo3Haa Manbdopmauusa. MoryT ciy>KuTb BHELUHM
NMPU3HAKOM BEHO3HbIX ManbdopmaLvi

Puc. 1.6 Atpetnyeckoe uedanouene. Ha ca-
rmTTanbHom T2-BW Ha BonocmucTon Yactu ronosbl
B3yasI3NpPYyeTCA NOAKOXKHbIN Y3eN0K, UMeloLnin
BbICOKMI cuUrHan (cmpesika). Y3enok cBsizaH c no-
NOCTbIO Yepena Yyepes MaseHbKn AedeKT cBofaa,
NPOX0OAA BAOJb KOCO OPUEHTUPOBAHHOIO NPAMO-

ro cuHyca TMO.



1 Yepen u BNCOYHAA KOCTb

C

Puc.1.7 ®poHTtoHasanbHoe yedanouene. Ha caruttanbHon KT (a), caruttansHom T1-BU (b) n akcnanbHom T2-BU (c) BU3yanusmpyeTca KOCTHbIN fedekT
MeXy HVKHel YacTblo NOBGHOW KOCTY N KOCTAMM HOCa, Yepes KOTOPbI MponabupyeT MeHHrosHuedanowene (cmpesku).

Puc. 1.8 [lepmounpHas Kncta Hoca. Ha akcnanbHon KT (a) onpefensaeTtca yBennyeHHoe B pa3mepax ciernoe oTsep-
ctne (cmpesnku). Ha akcnanbHom T2-BU (b) B cnenom oTBepcTUm BbiABAAETCA JepMOVAHAA KNCTa, KOTopas BbIrAanuT
Kak HebosbLLIOe 06pa3oBaHye C BbICOKUM CUrHaNom (cmpesika).

Puc. 1.9 [lepukpaHuanbHbIli CMHYC Y AEBOYKN 4 Hep.,
KOTOPbIN BU3yanm3npyeTca Ha akcmanboHom T1-BY B Buge
coobleHns yepes aedeKT yepena Mexay BHeUYepenHbl-
MM BEHaMV 1 NepefiHel YacTblo BEPXHErO carnTTasbHOro
CuHyca (cmpeska).
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1 Yepen un BuCOYHaA KOCTb

AnarHos

Manbdopmauua ApHonbga—Kuapw II/
JlaKyHapHbIn yepen (puc. 1.10)

AxoHpponnasua (puc. 1.11)

[mnonnasuna 6asunapHoON YacTn 3a-
TbIIOYHON KocTu (puc. 1.12)

Tpetuin mbiwenok (puc. 1.13)

JlaHHble ny4yeBoI ANArHOCTUKN

XapakTepusyeTca paclipeHnem 60nbLlIoro 3aTblIOYHOro
OTBEPCTUA, Yepe3 KOTOpPOoe CMELLaeTCA YepBb MO3XKEUKa,
B COYETaHUW C MaTONOrMYeckUM nepervbom B MecTe Co-
UnleHeHUA NPOAOMIroBaTOro U CMMHHOTO Mo3ra. [pakTnyecku
y BCeX NaLMeHTOB BCTPeYaeTca MeNloMeHUHroLene, 06blYHO
B MOACHWYHO-KPECTLOBOM oTgene. YacTo obHapyxmBatoTcs
ruppoLedanua n cupuHromvenua. PaclumpeHbl 3agHue pora
6OKOBbIX XefyAo4KoB (Konbnouedanus). MoryT otmeyatbes
MHOXEeCTBEHHbIe B/IaB/IEHNA Ha BHYTPEHHEN NNacTUHKe Ye-
pena, KOTopble YacTo perpeccrpyoT nocse 6 Mec.

MposBnseTcs paclumMpeHmem CBOLA YEpErna U CY>KEHUEM
OCHOBaHUA yepena 1 60JbLIOro 3aTblIOYHOTO OTBEPCTHS.
B pesynbrate cy>keHusi 6ONbLIOrO 3aTblIOYHOrO OTBEPCTYUS
MO>KeT BO3HMKATb LiepBUKOMEAY IIAPHAA MAEONaTVsA 1/nnn
ruapouedanus. OTMeYaeTcs yMEHbLLEHWE 3afiHEV YEPENHO
AMKY. Cy>KEHHOE APeMHOE OTBEPCTUE MOXKET OrPaHNuMBaTh
BEHO3HbIV1 OTTOK OT rOfIoBbl. [pyrre HaxoAKy BKIIOYaoT
B cebA KOPOTKME WNPOKMEe pebpa, KBagpaTHble NOAB3HOLL-
Hble KOCTy, 6OKanoBuaHyto Gopmy BXxoaa B Masblii Tas, yKo-
POUYEHHbIE HOXKI HECKOJIbKVX MO3BOHKOB W BPOXKAEHHbIV
CTEHO3 NO3BOHOYHOTO KaHana

[vnonnasua HUXKHEN YacTu CKaTa Yyeperna NpUBOAUT K nep-
BUYHOW 6a3uApHON MHBarMHaLum 1 CMeLLeHmio 3yba oceBo-
ro NO3BOHKa 6osiee Yem Ha 5 MM BbiLle NHKUK YembepneHa.
Bo3moXKHO naTonornyeckoe ymeHbLUEHME Yrla MeXay CKa-
TOM Yepena 1 3afHeil NMoBepPXHOCTbIO 3y6a (KpaHoBepTe-
6panbHoro yrna), KotTopbii B Hopme cocTaBnseT 150-180°,
06pa3oBaHne peakTUBHOWN KUCTbI B CIMHHOM MO3re

Menkaa KOCTOUKa MeXxay HVXHe nopumen yKopoyeHHom
6a3nAPHON YacTyX 3aTblIOUYHOMN KOCTU U 3y6om C2 unm aT-
NaHTOM

KommeHnTapun

CnoxHas aHoManus, BoB/eKatLas 6onblure nonyLwapus,
MO3>KeUoK, CTBOJI MO3ra, CIMHHOW MO3T, XeyfouKy, Yepen
1 TMO. HapyweHune HopmanbHOro ¢opmMmnpoBaHnA HepB-
HbIX BaJIMKOB MPUBOAMNT K MHOXECTBEHHBIM ManibGopMaLMsam
LIHC. Ancnna3ua membpaHo3HOro yepena/cBofa yepena
npu manbdopmauum ApHonbaa-Knapu Il (n3sectHa Kak na-
KyHapHbIN yeper, v KpaHNoNaKyHVs) MOXKeT MPOABAATLCA
MHOXECTBEHHbIMY UCTOHYEHUAMMN BHYTPEHHEN MAaCTUHKN.
[laHHOe cocToAHMe BO3HMKaeT BCNeACTBME HapyLIeHUA
OKOCTEHEHUs Yepena, CBA3aHHOTO C aHOMaJslbHbIM CUHTE-
30M KoJlareHa

3aboneBaHue, XapaKTepr3yoLLeecs KapianKoBOCTbIO 3a cYeT
YKOPOYEHMA NPOKCUMasbHbIX OTAENI0B KOHEYHOCTeN, me-
€T ayTOCOMHO-AOMMUHAHTHBIA TUM HacnefoBaHUA. ABnaeTca
Hanbosnee YacTon HeneTanbHOM KOCTHOWN Ancnnasmen, npu-
BOAALLEN K Kap/IMKOBOCTU C YKOPOYEHEM KOHEYHOCTEN.
YacToTa gaHHom aHomanuu coctaenset 1 Ha 15 000 HoBo-
poxpaeHHbIx. bonee 80-90% ciiyyaeB BO3HMKAIOT B pe3ysib-
TaTe CMOHTAHHOW MyTaLMun B reHe, KOAVPYIoLEeM peLienTtop
dakTopa pocta Gpubpobnactos 3-ro Tuna (FGFR3). leH KapTn-
poBaH B nokyce 4p16.3. Kak npaBuio, MyTaLm BO3HNKaOT
Ha OTL0BCKOW Xpomocome. K rpynne prcka OTHOCATCA AeTn
NOKUAbIX OTLOB. MyTUPOBAHHbIA FeH HapyLllaeT 3HXOH-
IpanbHyio occudUKaLIo 1 3aMeasIsieT POCT KOCTeN B ANIUHY

HuXXHAR yacTb cKaTa — yyacToK 6a3UNAPHON YacTH 3aTblIOY-
HOW KOCTV — COCTOWT 13 YETbIPEX CIINBLUKXCA CKIIEPOTOMOB.
HapyLeHrie dopmmpoBaHUA OfHOrO NN HECKONBbKUX CKie-
POTOMOB MPUBOANT K YKOPOUYEHUIO CKaTa U NepBrUYHON ba-
3UNAPHON MHBarnHaLumm (3y6 cmelaeTcs 6onee yem Ha 5 MM
Bbile MHUKM YembeprneHa)

TpeTnin MbILENOK (TPETMI 3aTbIIOYHBIA MbILLENOK) BO3HU-
KaeT BC/IeACTBYE OTCYTCTBMA CIIVAHMA CAMOTO HXKHEro YeT-
BEPTOro CKjiepoToMa (MpoatiaHTa) C NpueratoLiel YacTbio
cKaTa. Takol MbILLLesIOK MOXeT 06pa30BbIBaTh NCEBAOCYCTaB
c nepepHen ayron C1 n/unu 3ybom C2, B pesynbrate Yero
BO3MOXHO YMeHbLUEeHVe 06bema ABVKEHUIA FONOBbI

Puc. 1.10 Manbpopmauuma ApHonbaa—-Knapu ll/nakyHapHbii yepen. Ha 6okoBoi peHTreHorpamme (a) n akcuanb-
Ho KT (b) BbIABNAIOTCA MHOXECTBEHHbIE BAABNEHWA Ha BHYTPEHHEN NNacTiHKe Yepena.



2 [nasHuua

AnarHos

MiHopopaHble Tena rnasHuLbl
(punc. 2.114, 2.115)

OTcnoika ceTyatku (cm. puc. 2.54,
2.55)

OTcrnoiika cocyAmMcToin 060104KM
(cm. puc. 2.56)

JereHepaTnBHbIe NPOLECCb]

Cy6aTtpoduis rnasHoro sabnoka
(cm. puc. 2.57, 2.58)

MNceBpooOnyxonb roloBHOrO Mo3ra
(nguonatnyeckas BHyTpuUepenHas
runepreHsus) (puc. 2.116)

JlaHHble ny4yeBoI ANArHOCTUKN

KT: HaunyuLWwmnin MeToa nccnenoBaHua ansa 6esonacHom gua-
THOCTUKW METa/NTINYECKX MHOPOAHBIX TeJl, KOTOPbI MO3BO-
NAeT 06HaPYXUTb MeTananyeckne GparmeHTbl pasmepom
MeHee 1 Mm. NocnefHMe NMEIOT BbICOKYIO MIOTHOCTb U Jin-
HeliHble apTedaKkTbl. CTeKNAHHbIe dparMeHTbl >1,5 MM yaaeT-
cs1 0OHaPYKUTb 6onee uem B 96% CiyyaeB, a OCKOJIKM CTeKa
MeHblUero pasmepa (<0,5 Mm) — npumMmepHo B 50% cnyyaes.
[lepeBsHHble MHOPOAHbIE TeNa rMMNOAEHCUBHbI, HEKOTOPbIe
13 HUX MOTYT ObITb 30AEHCUBHBI BO3ayXy. B To e Bpemsa
ZMNarHO3 MOXET ObITb MPEANONOXNTENIbHO MOCTAB/EH MO He-
06bIYHOW reomeTpuryeckort Gopme 1 HanMumio BOCManeHus
no nepudepun obbekTa

MPT: BOKpPYr HEMETaINYECKUX NHOPOAHbIX TeNl MOXET OT-
MeyvaTbca HakonneHve KC

CKomnneHne cepo3HOM XUAKOCTU /N KPOBY MO NPUMOA-
HATBIMU TOHKAMU JINHENHBIMI JINCTKaMN CEHCOPHOM YacTu
ceTyaTKy, V-06pasHo CoXpaHAloLLei MecTa CBOEro npuKpe-
NEHVA K 3y6UaTon NMHUM CNEPean 1 K ANCKY 3pUTENIbHOTO
HepBa C3aay Tak, YTO BepLUMHA Yrna NPUXOAUTCA Ha ANCK
3puTenbHoro HepBga. Mpu KT cybpeTtuHanbHas »KUAKOCTb
MO>KET UMETb HU3KYI0, MPOMEXYTOUHYIO U BbICOKYIO NOT-
HOCTb, a Np1 MPT — nepemMeHHbI Mo MHTEHCUBHOCTM CUTHAs
B 3aBVICMMOCTY/ OT COAePKaHUA 6esika Uy KOMNOHEHTOB
KpOoBYI

KT: cepo3Has »uUpKoCTb U/nu KPOBb, CKananBatoLanca nog,
JINCTKaMU XOPUOVAEN, KOTOPbIE COXPAHAIOT CBOIO dUKCcaLmio
K 3y6uaTo NIMHUK CNepean 1 K BOPTUKO3HbIM BeHaM C3aau,
1MeA MpU 3TOM ABOAKOBBINYKYIO UK YeueBMLLEObpasHyo
dopmy. OTCroNnKa NMCTKOB XOPMOULEN HE PacrpOCTPaHAET-
Csl Ha rofIoBKY 3pUTEIbHOrO HEPBA, B pe3yJibTaTe Yero JIMCTKM
nmetot U-o6pa3sHyto popmy. CeposHas KUAKOCTb B Cybxopu-
onfanbHOM MPOCTPAHCTBE UMEET HU3KYIO MIOTHOCTb, B TO
BpPEeMA Kak reMopparmyeckmii KOMMOHEHT rnepaeHCBEH
MPT: cepo3Has X1AKOCTb B CYOXOpronaanibHOM NPoCTpaH-
CTBE VIMEET MOHVIXXEHHBIV cMrHan Ha T1-B/ 1 NoBbIlWEeHHbIN
curHan Ha T2-BW. B cBoto ouepefb, reMopparnyeckas Xunga-
KOCTb MOXET VMETb BapuabenbHbI CUTHAM B 3aBUCMMOCTU
OT cofeprkaHus 6esika 1 kenesa

KT u MPT: ymeHblUeHHbI fepOpMMPOBaHHbIiA a3, B HEKO-
TOPbIX CNyYasAx C KanbLmdrkatamu. [nas MoxeT uMeTb nepe-
MEHHYI0 NIOTHOCTb Ha KT 1 BaprabenbHbIii CUrHan OT BHY-
TpeHHero cogepxmmoro npu MPT

MPT: HebonbluMe Xenyaouku HopMasibHou GopMmbl, BO3-
MOXHO yMepeHHoe pacLumpeHne cybapaxHonganbHbIX Npo-
CTPaHCTB rO/IOBHOrO MO3ra, CMHAPOM MYCTOro TYPEeLKoro
cepna (Bctpeuaetca B 70% cnyyaeB), pacliMpeHmne Tpoi-
HUYHOW nosiocTy 6e3 MeHuHrouene (9% cryyaes), pa3BuTre
MEHUHrouene TPOMHUYHON NONOCTN/BEPXYLIK/ NpaMuabl
(11% cnyyaeB). MasHble CUMMNTOMbI: HAKOTIEHME KUAKOCTN
B PacTAHYTbIX 060M0UKax 3puTeNibHbIX HepBoB (y 67% na-
LIMEHTOB), YNJIOLEHNEe CKepbl B 06/1aCTU 3aHUX MOJIOCOB
rasHbIX A6710K (pacnpocTpaHeHHOCTb 80%, cneundrnyHOCTb
100%), oTeKk ANCKOB 3pUTeNbHbIX HEPBOB (30%), N3BUTOCTb
3puUTesbHbIX HepPBOB U/UNK HakonneHne KC B npenamuvHap-
HOW YacCTy 3pUTENIbHOrO HEpPBa

KommeHnTapun

MNHopopHble Tena rnasHuubl B 20% cyyaes CBA3aHbl C TPaB-
Mamu rnasHuupbl. Mpy Nogo3peHnn Ha MeTananyeckoe
NHOPOAHOE Teno flyywe BbiNnofHATb KT, a He MPT, Tak Kak
Noc/eAHAA B TaKUX CJTyYasx MOXeT ObiTb HebesonacHol. He-
13BJIeYeHHbIE MIHOPOZHbIE TeNa B MepcrneKkTMBe MOryT npuBe-
CTV K HapyLLEeHWIo 3peHus, pa3BuTrio GrerMoHbl 1 abcuecca

OTCoMKa CETYATKI MOXKET ObITb PE3YIbTaTOM TPaBMbI, HOBO-
06pa3oBaHus, BoCnaneHus unu nHoekumn. CeTyaTka npoYHo
NpuVKpenieHa K 3ybuaToi IMHUN, KPOBEHOCHBIM cOoCyAam
1 OVCKY 3pUTENbHOIO HepBa. B ocTanbHbIX MeCTax oHa Kpe-
MUTCA AOCTAaTOYHO CBOGOAHO. B MoTEHUMANbHOM MPOCTPaH-
CTBe MOJ CETYATKOWN 1 COCYANCTON 060/I0UKOV MPOUCXOANUT
CKOMJIeHVEe KNAKOCTM 1 KPOBWU. PermatoreHHasi oTcsionka
CeTYaTKM BbI3bIBAETCA MOMafaHneM XULKoCT B CybpeTu-
HafbHOE MPOCTPAHCTBO Yepe3 pa3pbiB ceTyaTku. MpuunHa
TPAKLMOHHOW OTC/IONKY — OTZe/NleHe CeHCOPHOW YacTu ceT-
YaTKU OT NMUTMEHTHOTO 3MUTENINA CETYATKN 13-3a HEOBACKY-
nAapvsaumm nnm obpasoBaHua GUOPOBACKYNIAPHON TKaHN
B pe3ysibTaTe TPaBMbl UV BOCMANEHNS

CobcTBEHHO CcocyancTaa obonoyKka rnasa (CpeaHuin cnom
rfnasa) UOeT OT FOJfIOBKM 3PUTENIbHOTO HepBa c3afu K 3y6-
yaTon NHUK cnepepmn. Xoprounaesa NPoOYHO NpUKpenaeHa
K Mpuneraiowen ckinepe cnepean Ha 3ybyaton nuHmumn/pec-
HWYHOM Tene 1 C3afu, rae U3 rnasa BbIXoAAT BOPTUKO3HbIE
BeHbl. B pe3ynbrate TpaBMbl MOXET BO3HUKHYTb FMMOTOHMUA
rnasa (CHUXeHue BHYTPUINa3HOro AaBIEHNA) CO CKOMIEHU-
€M CepPO3HOWN XMAKOCTN, SKCCYAATOB /WA KPOBY B NOTEH-
LanbHOM MPOCTPAHCTBE MEXAY COCYANCTON 06ONOYKON
1 CKnepowm

HapyweHne GyHKUMN ra3a B pe3ynbTaTe AaneKko 3allefLumx
[lereHepaT1BHbIX N3MEHEHUI, KOTOpble MOTYT BO3HUKHYTb
B pe3ynbTaTe BOCManeHus, MHGeKLUy nan TpaBmbl

Maronatuyeckaa BHyTprYepenHas runepTeH3na — 3To CUH-
LPOM, NMpY KOTOPOM HabntofaeTcsa MoBbileHVe BHYTpUYe-
perHoro faBfieHus], He CBA3aHHOE C Hannymem o6bEMHBIX
obpazoBaHuii, rugporedpann unm nameHenuamm LCK. MPT
C KOHTPaCTHbIM YCUJIEHMEM MO3BONIAET UCKITIOYUTL OMYyXO-
N1 rofioBHOro mo3ra 1 TMO. Y1o6bl MCKNoUNTb TPOM603
cuHycoB TMO vnn Hanuumne o6CTPYKLUK, Bbi3biBaloLLE
MOBblILIEHNE BHYTPUYEPENHOro [AaBfieHNA, NMPUMEHSAIOT
MP-BeHorpaduto. [Ina neyeHns namonatnieckon BHyTpu-
yepernHou rrnepTeH3ny NCrosb3yoTcA NpenapaThbl, CHUXKa-
lowue pasneHue LICXK, nnbo BMelLaTenbCTBa, ynyudlawLime
otToK LICX (B TOM Umncne WyHTMpPOBaHWE XeNy[ouKoB)
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Puc.2.116 ’KeHwwmHa 26 net. [ceBaoonyxonb rofioBHOro Mmo3ra. Ha KopoHanbHoM nsobpaxeHun B pexume STIR (a) Bua-
Hbl pacll/peHHble 0600UKN 3PUTESNIbHBIX HEPBOB B COYETaHMM C MOBbILLEHMEM NIMKBOPHOIO AaBneHnA. Ha akcnanbHom
nocTkoHTpacTHom T1-BU c nogaeneHrem curHana ot xupa (b) oTmeyaetca ynnoleHve 3aHUX OTAENOB CKNepbl Y BHYTPU-

riasHoe BbINsAYMBaHUE roNOBOK 060X 3puUTENbHbIX HEPBOB.
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3 TMMpwuaaTouHbie Nasyxm N NOJIOCTb HOCA

BBepeHune

[Tonocte HOCa aHATOMUYECKH ITPEACTABISIET COOOH OT/IEN, CHU3Y
OTpaHUYEHHBIA KpPBILIEH MOJOCTH PTa, CBEPXYy — OCHOBAHUEM
yepena, crepeau — HO3APSIMU U c3au — HOCoroTKo#. [TomocTs
HOCa pa3Jie]IeHa Ha JIB€ MTOJOBUHBI BEPTHKAIBHO PACIIONOKEHHON
HOCOBOM neperopo/ikoil. B nepeaHeBepxHei yactu HOcoBas rnepe-
TOpOJIKa MPEACTABICHA XPAIIOM, KOTOPBIA C3aAM COCIMHACTCS
C MEepHEeHUKYIIPHON INIACTUHKON peleTyaToi KOCTH, a c3aau
U CHU3Y — ¢ comtHukoM (puc. 3.1). JlarepanbHas CTEHKa MONIOCTH
HOCa IPE/ICTaBlIeHa BEPXHEN U CpeIHEN HOCOBBIMU PAKOBUHAMH,
HUKHEN HOCOBOM PaKOBHHOM, CIIEpEAN U CHU3Y — BEpXHEH Yelto-
CTBIO, 321 — MEPICHANKYIAPHON TUIACTHHKOW HEOHOM KOCTH,
cBepxy — nabupuHTOM pemrerdaroit koctu (puc. 3.2). [lepennuit
OT/IeN JTHA TIOJIOCTH Hoca (hopMupyeTcst HEOHBIMH OTPOCTKaMHU
BEPXHEH YeoCcTH, pH ATOM HEOOJIBIION 3aAHUH 0TAeT 00paso-
BaH €€ TOPU30HTAIBHBIMH OTPOCTKAMH.

IIpraaTounsle ma3yxu HOCA — 3TO 3aNOJHEHHBIE BO3YXOM U BbI-
CTJIIaHHBIE CIM3HUCTOI 000JI0UKON CTPYKTYPbI, HA3BaHUSI KOTOPBIM
JIAIOTCSl 10 KOCTH, B KOTOPOMl OHM pacroiararorcs. Bulaessror
JOOHBIE, pelIeTIaTbie, BEPXHEUESIIOCTHBIC M KIMHOBU/IHBIE Ma3y-
xu (puc. 3.3). JIoOHBIC Ma3yxu pacmoNOKeHbI MEXKIY BHYTpPCH-
HEHl U BHEIIHEH KOCTHBIMH IUIACTUHKAMU. JIpeHUpOBaHHE Kax-
JIoit TOOHOI Ta3yXu MPOUCXOANUT Yepe3 JTOOHO-HOCOBBIC KapMaH
Y XOJI B OJTYJIyHHYIO PacIIENIMHY U B CPETHUI HOCOBOM XOJ TTOJ
CpellHEel pakoBUHOM. Peleryarslie na3yxu coCTOAT U3 NEPEIHUX
pelIeTyaThIX BO3AYIIHBIX A4YEEK, YCThsI KOTOPBIX JPEHUPYIOTCS
B pEIIETYaTyI0 BOPOHKY, MOIYJIYHHYIO PACLIETUHY U B CPEIHUI
HOCOBOH X07I. 3a/HH€ PEIIETUaThIe BO3AYIIHbBIE TUCHKU OTAEIECHBI
OT MepEeTHUX BEPTUKAIBHON YacThI0 0a3aIbHOMN TUIACTUHKH CPE-
HEl PaKOBMHBI. YCThS 3aJHUX PEHIETYATBIX BO3AYIIHBIX KIETOK
n KJII/IHOBHI[HOﬁ MMa3yXu OTKPBIBAKOTCA HETIOCPECACTBEHHO B BEPX-
HUN HOCOBOM X071. CIM3UCTBIN CEKPET B BEPXHEUEIIIOCTHOM Mazy-
X€ ABMKETCS K OCHOBHOMY YCTbIO, PACIONI0KEHHOMY Y BEPXHETO
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Kpas KpPIOYKOBAaTOro OTPOCTKA pemerdyarol koctu. Ilociennuit
PAacCIIOJIOKEH JlaTepalibHEee CpeHEN HOCOBOM paKOBUHBI.

[Ipouecc pa3BuTHS NMPUIATOYHBIX Ma3yX HOCA TECHO CBA3aH
C pa3BUTHEM KOCTell JHIa U uepena.

[Tazyxu Gpopmupyrorcst Ha 4-M MecsIe TecTaliy B BUJC BHY-
TPUKOCTHBIX BIABICHUH CIH3UCTOW OOOJOYKH MOJIOCTH HOCA.
B nepByto ouepenb pa3BUBaOTCS BEPXHEUEIIOCTHBIE U PELIET-
YaThle Ma3yxH, 3aTeM JOOHbIe U KIIMHOBHUIHBIC. [Ipu poxaeHnn
ANaMETP BEPXHEUYCITIOCTHBIX MTa3dyX COCTABJIACT 8 MM, B TO Bp€-
Msl KaK KJIMHOBHIHBIE W JIOOHBIE Ma3yXd MOTYT OBITH BHJIHBI
TOJILKO ITOCJIE TOTO, Kak peOeHKY HcroiaHuTes 2 roaa. [lasyxu
Pa3BUBAIOTCS IOCTCIICHHO B TCUCHUE TIEPBHIX 3 JIET, 3aTEM Clie-
noyet Ooiiee MEIJICHHBIN POCT IO 7/ JIET, IOCTIe YeT0 HACTYIaeT
eme oxHa (a3a yCKOPEHHOTrO pocTa. Pazmepos, XxapaKTepHBIX
IJId B3POCJIBIX, MPUAATOYHBIC Ma3yXu HOCA JOCTUTalOT K BO3-
pacty 12 nert.

ITosmocTs HOCA BBICTIIAaHA MHOTOCJIOMHBIM IJIOCKUM M PECHUT-
YaTbIM JIbIXaTeJIbHBIM LUJIMHAPUYECKUM 3nuTenueM. Pacrono-
JKEHHBIE B HEM CEPO3HBIE U CIM3UCTBIE JKEJE3bl Pa3/IEIEeHbI 30-
HaMH TIEPEXOJHOTO 3MUTENHs. B BepXHel yacTu MojaocTH Hoca
pacronoxeH OOOHSTEIbHBINH AMUTEINH, COACPIKAIMNA KISTKH
¢ 00OHATETBHBIMHU perienTopaMu (HeHpoHaMH1), aKCOHBI KOTOPBIX
00pa3yIoT 00OHSATENIFHBIE HEPBBI, HAYIINE K OOOHSTEIBHBIM JIy-
KoBULAM. M3HyTpu npuaaTouyHble Na3yXyd HOCA BBICTIAHbI pec-
HUTYATBIM JAbIXaTe€JIbHBIM dnuTeaueM. OyHKIMS PECHUTYATBIX
SIUTEIUAIIBHBIX KIIETOK 3aKII0YAETCS B MEPEMEIIECHUMN CIIU3HU
C MOMAaBIIMMHU B Hee OAKTEPUSIMH W YaCTUIIAMU OKPYKaroIIeH
Cpelbl K YCTBIO Ma3yXd M B MOJIOCTh HOca. OOl qpeHaKHbIN
IyTh JJ1s JIOOHOHM Ma3yXu, MepeaHell YacTH penieTyaTon mazyxu
1 BEpXHEUEIOCTHOM [a3yX1 HOCUT Ha3BaHUE «OCTHOMEATaIbHbII
KOMILIEKC». B HEro BXoIsT KPIOUKOBATBIM OTPOCTOK pELIETYATOM
KOCTH, YCTb€ BEPXHEUEIIOCTHOW Ma3yXH, BOPOHKA pEIIETYATOM
KOCTH, OONBIION peneTyaTslii My3bIpeK, NOMyIyHHAas paciieInHa
U cpenHuil HOCOBOH mpoxox (puc. 3.4).
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JlobHas nasyxa

MeTywuHbI rpebeHb

PewweTyaTtas nnactnHka

MepneHanKynapHas
niacTUHKa
pelueTyaTomn Koctu

BbonbLon
KPbINbHbIA XpALL,
(MegunanbHasa HOXKa)

BepxHss yeniocTb,
HEGHDI OTPOCTOK

Pe3uoBbili KaHan

Bonbloe HEGHOe
oTBepcTme

Puc.3.1 Ha cxeme Me,U,VIaI'IbHOI‘/lI CTEHKM NOMOCTM HOCa NOKa3aHbl KOMMOHEHTbI HOCOBOW neperopogku n npuneravowe aHatToMmmyeckne CTpyKTypbl.

JlobHas nasyxa

BepxHAa HocoBaa pakoBuHa

CpeﬂHHﬂ HOCOBasA pPakoBMHa

KprouKoBMAHbIN OTPOCTOK

JlaTepanbHbIn
OTPOCTOK XpALLa
reperopoaKu Hoca

®unbpo3HO-XMpoBas
TKaHb Kpbifa Hoca

Bonbluon
KPbUTbHbIA XPALLY

BepxHsas yeniocTb,
HEGHDI OTPOCTOK

Pe3L0Bbili KaHan

Puc.3.2 Ha cxeme nokasaHa natepasibHaA CTeHKa NosioCTn HocCa.

KnnHoBugHaa nasyxa

KnrnHoBuaHasa KocTb
CowHmK
HéGHas kocTb

BepxHaa yentoctb

KnuHoBmaHo-HEGHOE OTBEpCTME

HwxHAs
HocoBas
paKkoBuHa

KnuHoBuaHasa KocTb
CoWwHmK
Hé6Han kocTb

BerHﬂﬂ 4YesliluCTb

\ Manoe HEBHOe oTBepCTUE

3aTblIOYHan KOCTb
HocoBas kocTb
JlobHasA KocTb

PeweTuaTas Koctb

XpAwm neperopoakm
1 KpblNbeB HoCa

3aTblIOYHasA KOCTb
HocoBas kocTb
JlobHas KocTb

PeweTuaTas Koctb

XpALwm neperopoakm
1 KpblNbeB HOCa
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MeTylwnHbIN
rpebeHb
Jlo6Has nasyxa
PelueTuaTas nnacTuHKa MepnexpnkynapHas
nnacTuHkKa
[nasHmMyHaA nnacTnHKa BepxHuii xon
BepxHasa pakoBuHa [masHuua
CpegHune CpegHuia xo
pelueTyaTble AYEnKu
YcTbe BepXHEUESTIOCTHOM
nasyxu
CpepfHAn pakoBrHa .
KptoukoBumAaHbI OTPOCTOK
HwxHmin xop
BepxHeuentocTHasn
nasyxa
HukHAR pakoBMHa HEGHbIN OTpOCTOK
BEPXHeN YenocTn
CowHunK

Puc. 3.3 KocTHble CTPyKTYypbl NONIOCTM HOCa 1 MPUAATOYHbBIX Ma3yX HOCa: KOPOHasbHbIV cpes. PelieTyaTtas KOCTb MOKasaHa KpacHbIM LseTom. LinT. no:
THIEME Atlas of Anatomy: Head and Neuroanatomy. © Thieme 2007. lllustration by Karl Wesker.

MNepenHyve pelleTyaTblie AUEKM

bonbuion 3afHue pelueTyaTble AYENKN
pelleTyaTtbin

ny3bipek OcHoBHas nasyxa
JNlo6Han nasyxa

. KneTka Banuka Hoca (agger nasi)
BepxHuin xon

MonynyHHoe
oTBepcTue

KptoukoBuraHbIN
OTPOCTOK

Puc.3.4 Ha cxeme nokasaHbl nyTn 4PeHNPOBaHNA CNN3NCTOIO CekpeTa U3 NPprAaToOUHbIX NMa3syx HocCa.
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Ta6bnuuya 3.1

BpO)KAeHHbIe aHOManMn n NOPOKN Pa3BUTUA

e Jlonocts HOCA

o

o

o

AnarHos

Apunus

®poHTOHA3aTBHOE JHIIE(aonee

DpoHTOITMOHIATBHOE dHITE(DaoIene, IITMoMa TTOJIOCTH HOCA,
JIEPMOUIHASI KICTA MOJIOCTH HOCA

HeiipornuanbsHas rerepoTonust

BpoxieHHbIH CTEHO3 TPYIICBHIHOTO OTBEPCTHS

Pacmenmna ry0sI ¢ pacmennHoi HEOA Mk Oe3 Hee

Kucra HoconébHoro xanana

Hocorybnas xucra

Jakpuouucrouene

ATpesus U CTEHO3 X0aH

HocoBas meperopoaka: oTKIOHEHHE, mepdoparus U ocTeo-
huThl

Bynesnas neopmarys HOCOBOW paKOBHHBI

[laHHble ny4eBoi AUArHOCTUKN

Monoctb Hoca

ApuHuA (puc. 3.5)

runoTanamyce v runopuse

HpI/II[aTO‘IHLIC ma3yxu HOCa

o

o

o

OtcyTcTBrE cHOPMMPOBABLUEFOCA HOCA U MMMOMIa3unA Mo-
JIOCTV HOCa, B HEKOTOPbIX CJTyYasXx B COYETaHUN C pacllyenm-
HoW HEGa. OTCYTCTBME OBOHATENBHbIX A0JEN, 0OOHATENBHbIX
60p037 1 O6OHATENBHbIX TIYKOBUL, HA KOPOHabHbIX T1- 1nu
T2-BW. Bo3MOXHbI Apyrue OTKIOHEHWA B MO30JINCTOM Tene,

DHredarnomnene B KIMHOBUIHON KOCTH

Cunnpom Amnepa

Cungpom Kpysona

lemudanmansuas Mukpocomusi (curapom [onbaenxapa,
CIIEKTP OKYJIO-aypPUKYIIO-BepTEOpaTbHON TUCIIA3HH)
Cunppom Tpuuepa Kommnnsza

CHHAPOM «MOJTYAMIETO CHHYCa»

[NoarmasHUYHBIE PEIIETYaThIe BO3MYIIHBIC SUCHKN (KICTKH
Tannepa)

Kietku Banmka Hoca (agger nasi)

dponTOdITMOHIATBHBIE KiIeTKH (KiaeTku KyHa)

Knerku Ononun

KommeHTapun

ApPUHYA NofgpasyMeBaeT oTCyTCTBrE CHOPMUPOBABLIETOCA
HOCa, apuH3HUedanua — BPOXKAEHHOE OTCYTCTBYE OBOHA-
TefbHbIX JOMEN FONOBHOrO Mo3ra. Kak mpasuio, npu 3Tom
MIMEIOTCA 1 APYrue BPOXAEHHbIE YepernHOo-NLEeBble aHOMa-
MK, TaKMe Kak pacLyenvHa HEGa/ry6bl, rmnepTenoprsm 1 ru-
omnsasunsa NoaocTn Hoca. CYMTAETCs, YTO NPUYUHON ABNAETCA
BHYTPUYTPOGHOE MOBPEXAEHNE UV FTEHETUYECKAA MyTaLs,
OKa3blBatoLLas BnsAHVE Ha GopMMPOBaHe Npo33HLedasno-
Ha y SMBPMOHA 11 MO3rOBbIX My3blpeit Ha 42-e CYTKIW rectauum

Puc.3.5 ApuvHuay HoBopoxzaeHHoro. Ha 3D-peKkoHCTpyKLmmn KopoHanbHbix KT (@) 1 Ha HaTVBHOW KOpOHanb-

Ho KT (b) BuaHO oTcyTCTBME CHOPMUPOBABLLMXCA KOCTEN 1 NONOCTY HOCA.
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AnarHos

@OpoHTOHa3anbHoe 3Huedanouene
(pmc. 3.6)

DOpoHTO3TMOMAANBbHOE SHLEedasoLe-
e, Ha3asbHas rM1oma, iepMouaHas
KINCTa NOIoCTN Hoca (puc. 3.7)

HelpornuanbHasa retepotonusa
(c™m. puc. 4.21)

BpoxaeHHbI CTeHO3 rpyLueBrAHOro
oTBepcTusA (puc. 3.8)

JlaHHble ny4yeBoI ANArHOCTUKN

SHuedanouene, pacnono)xeHHoe Mexay 106HO 1 HOCOBbI-
MU KOCTAMU

DOpoHTO3TMOMAANBbHOE SHLedanoLene aBNseTca Hanbonee
pacnpocTpaHeHHbIM TUMOM 3HLedanouene 1 BO3HUKaeT
MEXAY HOCOBbIMU KOCTAMMU 1 XpAwamu. O6bIYHO Takxe
06HAPY>KMBAETCA MepcucTUpylollee yBeJIMYeHHOe crienoe
otBepctume (foramen caecum). CBULLEBOI XOL MOXET CO-
IepXKaTb KUCTbl C ANUAEPMarnbHbIMY BKIIIOUYEHVsMA. B Hem
TaKXe MoXeT HakannmeaTtbcs KC v npricyTcTBOBaTh Npr3Ha-
K BTOPVYHOW MHGEKLUM C PacnpoCTpaHeHeM B MONOCTb
yepena uam 6e3 Hero

KT: oyar mopakeHVUA MOXXEeT copepaTb 30Hbl C HU3KOW
1 NPOMEXKYTOYHOW NAOTHOCTbIO

MPT: Kak NpaBuWIO, 0Yary¥ NOPaXEHUA UMEIOT YeTKMe Kpas,
MOFYT COAepaTb B Pa3fINUYHbIX KOMOMHaALMAX 1 NPONopLM-
AX 30HbI C MOHWMKEHHBIM U/WV NMPOMEXYTOYHBIM CUTHANIOM
Ha T1-BW, a Takxe NpoMeXKyTOYHbIM, MOBbILLIEHHbIM U/WAN NO-
HWKEHHbIM CUrHanom Ha T2-BW, B Tom uncne c nogaBneHnem
curHana ot xumpa. BoamoxHo HakonneHne KC

KT: CTeHO30M rpyLUEBULHOMO OTBEPCTUA CYMTAETCA ero Cy-
XKeHune <11 Mm (MeXay MefnanbHbIMU KpasMy BEPXHEN Ye-
JIIOCTN Ha YPOBHE HUXKHEro HOCOBOrO Xofa). Takxe MoryT
HabntopaTbca TpeyronbHaa Gopma TBePAOro HEGa, KOCTHbI
rpebeHb BOOSb HUKHE MOBEPXHOCTY HEGA, 06pa30BaBLLMIA-
CA N3-3a HaNOXEHWA NaTepasibHbIX HEOHbIX MNACTUH Ha GoHe
rMnonnasum nepBrYHOro HEGa, N yBennyeHve pasmepos
LieHTpanbHbIX pe3LoB

KommeHnTapun

Bpo)xaeHHOe CpeAnHHO pacnosiokeHHoe obpa3oBaHue,
BO3HMKAIOLLEE B pe3ysibTaTe HapyLeHUsi HOPMasbHOTO pe-
rpecca sM6puronormyeckoro o06Horo poaHuuka (fonticulus
frontalis) mexxgy no6HON U HOCOBOW KocCTAMU. B rpbikeBoe
BbIMAYMBAHME MOTYT MOMafaTb MO3roBble 06ONOYKM, B He-
KOTOPbIX C/Tyyasix — BELECTBO FOJIOBHOrO MO3ra

MpepcTtaBnaet cobon BPOXKAEHHOE CPEAVNHHO PACTIONOXKEH-
Hoe 0bpa3oBaHVe, BO3HMKAOLLEe B pe3ysbTaTe HapyLleHus
HOpPMasnbHOro perpecca BbinAunMBaHua TMO yepes crnenoe
oTBepcTMe (MeXay HOCOBOW KOCTbIO U HOCOBBIM XPALLOM),
KOTOpOe 06bIYHO UMeeTCA Y SMOPMOHa B npoLiecce pa3Bu-
TWA, HO 3aTeM 3aKpbiBaeTcA. B cnyyae ecnun BbinAyMBaHme
TMO He OTAENAETCA OT KOXM, KaK 3TO A0KHO ObITb B HOPME,
MOXET 06Pa30BaTbCsA CBULLEBOW XOf, KOTOPbIVi B KOHEYHOM
cyeTe 3anosHAETCA KACTON C SNuAepPMasbHbIMU BKIOYEHWS-
MU (BePMOUIHON, SNNAEPMOUAHON) UM SKCTPAKPaHUANIbHO
PacnonoXeHHOWN ANCMNACTUYECKON TKaHbO FOIOBHOMO MO3-
ra (HasanbHaa r1Moma), pacrnonaratLLencsa B NoaOCT Hoca
NSIN NOJKOXKHOW XMPOBOI KneTyaTke. Mpn 0cMOTpe Ha KOH-
YIKe HOCa MOXKET BbiTb BiAHA AMOYKaA. CBULLEBOV XOA MOXET
MHOMLMPOBATBLCS, UTO CO3JAET PUCK MPOHNKHOBEHUA NHDEK-
L1 B MOJIOCTb Yepena C pa3BUTUEM MEHVHIITA, LilepebpuTa,
cy6aypanbHo SmMmnnembl Ui abcLiecca ronoBHOro Mo3ra

Pefkve BpOXXAEHHblE ovarn MopakeHusi, BO3HMKaolwue
B pe3ynbTaTe ceKBecTpauum sHuedanouene Ha BHyTpuye-
penHol CTOpoHe OCHOBaHMA yepena. Cogepart 3penble
HelporninanbHble 3eMeHTbl. MOryT BO3HMKaTb B MNOMAOCTW
HOCa VI HOCOTTIOTKE, B HEKOTOPBIX ClyYasX Bbi3blBas Ha-
pYLUEHUA NMPOXOAVMOCTMN AbIXaTeNbHbIX MyTeN Y HOBOPOXK-
[leHHOoro. B ocHoBaHWUM Yepena MOXKeT BO3HMKaTb KOCTHBbII
nedekt. CoegnHeHe C BHyTpUUYepenHbim cybapaxHovaanb-
HbIM MPOCTPaHCTBOM OObIYHO OTCYTCTBYET

O6bIYHO HEGO COCTOUT N3 KOCTHOW YacTV NEePBUYHOTO HEGA,
pacrosioKeHHON Knepean oT pe3LoBOW AMKW, U ABYX na-
TepasibHblIX HEGHbIX MNACTUHOK, KOTOPble MeAuanbHO UayT
K BepxHen yentocTu. MNepBryHoe HEGO obpasyeTca 13 me-
[NanbHbIX HOCOBbIX SMOPUOHASbHBIX BbICTYMOB, KOTOPble
BO3HUKAIOT 113 NepBOV Mapbl FIOTOYHBIX AYT Ha 4-8-11 Hepene
rectauumu. Matonornyeckoe runonnacTnyeckoe pasButne
nepepHein YacTn NepBUYHOTO HEGA NMPUBOAUT K CYKEHUIO
nepeaHVX OTAENOoB MosiocTy Hoca. CTeHO3 rpyLeBUAHOrO
OTBEPCTWA MONOCTU HOCa ABMAETCA HEYaCTON MPUYVHON 06-
CTPYKLMM HOCOBbIX XOA0B Y HOBOPOXAEHHbIX
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Puc. 3.6 ®poHTOHa3anbHoe 3HuUedanoLlene y HOBOPOXAEHHOro Marnbumka 2 fHei. Ha caruttanbHbix KT (a)
1 T2-BU (b) BuAEeH KOCTHbIN fedeKT Mexay HUXHEN YacTbio TIOOHON KOCTW 1 HOCOBBIMU KOCTAMM, Yepe3 KOTOPbIiA
BbIXOAUT MEHUHroLene.

Puc. 3.7 OpoHTO3TMOMZanbHOe 3Huedanoue-
ne. Ha kopoHanbHon KT BuaeH gedekT B npasoi
YacTu pelueTyaTon MNACTUHKK, Yepe3 KOTopbIn
BHI3 BbIXOAUT BELLECTBO FOJIOBHOrO MO3ra 1 MO3-
rosble 0605104KN (cmpesika).

Puc. 3.8 HoBopoxpaeHHbI Manbumk 1 Mmec.
Ha akcuanbHol KT BUAEH BPOXAEHHbIN CTEHO3
rpyLweBMAHOro OTBEPCTUA (CMpesku).
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AnarHos

PacuienvHa ry6bl ¢ pacienvHom
HEGa nnm 6e3 Hee (puc. 3.9)

Kncta HocoHEGHOrO KaHana
(puc. 3.10)

Hocory6Has kucta (puc. 3.11)

[akpuouucrtouene (puc. 3.12)

JlaHHble ny4yeBoI ANArHOCTUKN

KT u MPT: pacwenuHa ry6bl ¢ paclyenvHon Héba nunm 6e3
Hee n/unu gedeKT, NPOXOAALNIA Yepe3 anbBeOIAPHYIO Ayry
BEPXHEl YENIOCTU MeXAY NaTepanbHbIM PE3LIOM U CMEXKHBIM
npemosspom

KT: oBanbHasa unu coepongHas peHTreHomnpo3payHas 06-
NacTb C YETKMMW Kpaamu B Npefenax pe3LoBoro KaHana, ya-
CTO C TOHKWM CK/IepoTYecknm obogkom. ObbIYHO pacrona-
raloTcA Bbllle KOPHeN pe3LoB BEpXHen Yentoctu. B cpegHem
AvameTp K1CTbl cocTaBnaeT 1,5 cm

MPT: oBanbHasa unu coepomnpHan 06nactb C YETKUMU Kpasmm
C NMOHWXKEHHbIM CUTHaNoMm Ha T1-B/, noBbILEHHBIM CUTHAIOM
Ha T2-BW 1 ToHKknMm 30Hamun HakonneHus KC no nepudepun

KT: cpepryeckas unm oBanbHaa CTPYKTypa C YETKUMM Kpa-
AMU 1 HU3KOWM NNOTHOCTbIO. Pacnonaraetcs B HOCOBOW AMKe
B HOCOry6HOV 60p0o3Ae Krnepeam oT BEPXHEN YentocTu

MPT: cbepuyeckan nnm oBanbHasa CTPYKTYpa C YETKMMU Kpa-
AMU, MOHUMKEHHBIM CUTHaNoMm Ha T1-B/ 1 noBbIweHHbIM cur-
Hanom Ha T2-BW. Kak npaBuno, He Hakannueaet KC, 3a ncknio-
YeHuneMm cnyyaeB NpUCcoeauHeHNA NHPEKLMOHHOrO NpoLecca

KT: okpyrnas 30Ha C HU3KOW MNIOTHOCTbIO, 06bIYHO B MeaW-
afibHOM yrily rnasa. B HeKoTopbIx Cilyyasnx coyeTaeTca C pac-
LIMPEHMEM CNIE3HOTO NPOTOKA, ICTOHYEHNEM KOCTHbIX KpaeB
MPT: okpyrnas 30Ha C NOHMKeHHbIM curHanom Ha T1-BU v no-
BbILUEHHBIM CMTrHanom Ha T2-BW, o6bluHO pacrnonoxeHHas
y MefuvanbHoOro yrna rnasHon wenu. Kak npasuno, He Ha-
kannveaeT KC, 3a ncknioueHem cnyyaes NpucoefnHeHns
MHbEKLMOHHOrO npoLecca

KommeHnTapun

PacwennHa rybbl npefctaBnser coboi Havbonee pacnpo-
CTPaHeHHbI MOPOK Pa3BUTUA YeNIOCTHO-NMLEBOW 06/1acTu.
MprynHa ee BO3HUKHOBEHNWA — HEMPaBUIbHOE CANAHNE Me-
[ZManbHbIX HOCOBbIX 1 BEPXHEYEMOCTHBIX HOCOBbIX OYrOpPKOB,
o6pasyoLmxcsa y SM6prioHa 13 NepBoy Napbl MOTOYHbIX
[yr Ha 4-8-11 Hepgene rectauuy. MoXeT BO3HMKaTb M30I1PO-
BaHHO W1 B COYETaHWU C pacLlennHoON HEBa, YTo ABNAeTCA
pe3ynbTaToM HEeMOoJIHOro CAVAHUA MEePBMYHOrO HEGaA C BTO-
PUYHBbIM HEGOM

HeopoHToreHHas dwccypanbHaa KUCTa, BO3HMKalowlas
B MpoLiecce pa3BUTUA 13 INUTENMNANbHBIX OCTaTKOB B Mpeae-
Jlax Pe3LoBOro KaHasa (3MOPUOHasbHbI HOCOHEGHBIN Ka-
Han) B 0bnacTu nepefHero HE6HOro cocouka. CTeHKM KACTbI
BbICT/TaHbl MHOTOC/IOMHBIM MIOCKVM, B HEKOTOPbIX CITyyasx
NCEBAOMHOIOC/IOMHbBIM LIMHAPUYECKUM SNUTENNEM U NPO-
CTbIM LWIMHAPVYECKM 3nuTenvemM. Bo3pacT naymeHToB
konebnetca ot 30 go 60 net (cpeaHuit Bo3pact — 49 ner).
KrcTa 06bIUHO He BbI3bIBAET HUKAKMX CUMITOMOB, HO MOXeT
COMpPOBOXAATbCA OTEKOM HEGA, BblAeNieHNeM CIN3MCTOro
ceKkpeTa 1 6051blo. ITo Hanbonee YacTblv TUM HEOLOHTOTeH-
HbIX KUCT HUXKHEN YentoCTI, Ha [OJTI0 KOTOPOro NPUXOANTCA
10 11% Bcex KWCT 3TON nokanusaumu. JleueHne — xmpypru-
Yeckas peseKkuua

Pepko BCTpevaroLanca HEO[OHTOreHHasA KUCTa, BO3HUKAI0-
was B npouecce pa3BuTuA. Pacnonaraetca B Koxe, npune-
ratvoLien K Kpbily Hoca B6IU3M BEPXHEN YacTu HOCOry6bHoM
CKNafKu, NOBEPXHOCTHEE aNlbBEONIAPHOro OTPOCTKA Haj pes3-
Llamyi BEpPXHEW YeNtoCTU. DTN KUCTbl MeIEHHO PacTyT, YacTo
pocturaa pasmepos ot 1,5 fo 3,0 cm. M3HyTpu BbiCTnaHbl pas-
JINYHBIMY TUMAMM KNETOK: MIOCKVM U MCEBAOMHOTOC/IOMHBIM
LUANHAPUYECKNM SMUTENNEM, a TaKKe B HEKOTOPbIX ClyYaax
BOJIOKHWCTOW COeAVHUTENbHOM TKaHblo. JleueHune — xupypru-
yeckas pesekuma

Hocory6Hbiln MPOTOK pa3BMBAETCA 3a CYET MPOrpeccupyo-
el KaHann3aLumm SKTOAepPMasibHOM TKaHU MO HOCOryBHOM
60po3ae Ha 2-m mecsAue rectaunm. OBCTPyKLUMA cnesHomn
NPOTOKOBOW CMCTEMbI MPUBOAUT K HAKOMJIEHUIO CEKpeTa
B MOJIOCTHOM 06pa3oBaHNN C TOHKUMU CTeHKamu. Mpokcu-
MaJIbHOe MeCTO OOCTPYKLMUN YacTO HAaXOLUTCA Ha YPOBHE
KnanaHa Po3eHmionnepa (coeguHeHNA BEPXHEN YacTh Ka-
Hana co cfie3HbIM MeLIKoM). [JuctanbHas obCcTpyKUMsA, Kak
NpaBwsIo, BO3HMKAET B MECTE COeMHEHUNA KaHaNa C H/XHUM
HOCOBbIM X0fOM. [pyyrHa — HapyLLEHNe NHBOMOLN MEM-
6paHbl (knanaHa) lacHepa

Puc. 3.9 Ha KopoHanbHOM 1306paxkeHnn B pe-
xume STIR BugeH gedekt TBepaoro HEGa, npea-
cTaBnAlLWMNIA cobon pacliennHy Héba (cmpesika).
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BBepeHune

[TredeBoe criereHne NpeCcTaBiIsIeT co0ol ceTh HEpBOB, HHHEP-
BUPYIOIIMX MBIl HAAIUICUbs, IIe4a, MPeAIiedbs U BepXHEi
YacTH TPyAHOM KieTKH (puc. 7.1, 7.2). OcHoBHAS QyHKIIHS MIede-
BOTO CIUICTEHUSI — YyBCTBUTEJIbHAS 1 JIBUTATENIbHASI MHHEPBAIIHS
ieya v npeamiedbs. JTo cruieTeHne GOpMUPYETCst U3 CIIMHHO-
Mo3roBeix HepBoB C5—C8 u Thl u cocTouT u3 KOpHEii U CTBOJIOB
(BBIIE KITFOUMILY), OTHENOB (K331 OT KITFOYHMII), ITyYKOB U BETBEH
(HrKE KITFOUHI).

B mpesienax CIMHHOMO3TOBBIX OTBEPCTHIA TiepeHue (obecmeyn-
BAfOIINE IBUTATENIFHYO (QYHKITHIO) U 3aaHue (0OecmeanBaromnme
qyBCTBUTEIBHYIO (DYHKIIHIO) CITHHHOMO3TOBbIC KOPEIIKH 00pasy-
10T TaHIJINH, & 3aTE€M Pa3JelIsiloTCsl Ha TIePeHUE U 3aJHUE BETBH,
KOTOpBIE COZIEpKAT Kak JIBUraTelbHbIC, TAK M UyBCTBHTEIBHBIC
BOJIOKHA. [lepenHue BeTBH QOPMUPYIOT IUIEYEBOE CINICTCHHE, TOT-
Jla KaK 3aJIH1e HHHEPBUPYIOT IapaBepTeOpaIbHy 0 MyCKyIaTypy
U CTPYKTYPHO HHMKaK HE YYacTBYIOT B 00pa30BaHMH ILICYEBOTO
CIUICTEHHUSL.

JlarepanbHO HEPBHBIE KOPEIIKH TIJIEYEBOTO CIIIIETCHUSI BBIXOST
3a TIpeJiesibl CIIMHHOMO3TOBBIX OTBEPCTHI B 00JacTH BEpXHEU
arepTyphl TPYITHON KIETKH Yepe3 TPEYrojdbHOE MPOCTPAHCTBO
(Tak Ha3pIBAEMOE MEKIICCTHUYHOE IIPOCTPAHCTBO, MU JIECTHNY-
HO-TI03BOHOYHBIN TPEYTONBHKK) 3a TEPEIHEN U MEPE] CpeaHe
W 3aJ{HeW JIECTHUYHBIMHU MbIIIIamMu. Hike HEpBHBIX KOPEIIKOB
B MEKJICCTHUYHOM MPOCTPAHCTBE PACIIONAraloTCs MOAKIIOUNYHAs
apTepus M BEepXyIlKa JIErkoro. B mpernenax 3Toro mpocrpaHncTsa
crmHHOMO3T0BEIe HepBHI C5 11 C6 coequHsIOTCS, 00pa3yst BepXHHUN
crBoit. U3 mepsa C7 obpasyercst cpennwmii creoin, a u3 C8 u Thl
NPU UX CIUSHUHM — HWKHUE cTBOJI. OT BEpXHEro CTBOJIA HAYM-
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HAIOTCS HAJUTOMATOYHBIN W Tomkmoundnbiii Hepsbl (C5 u C6).
Juadparmansaeiii Heps (C3—C5) mpoxoaut Mexiy IepenHei
u cpeﬂHeﬁ JICCTHUYHBIMU MbIIIIAMU U UJACT BHU3 BOJIb ITOBEPX-
HOCTH TIEPe/IHEH JIECTHUYHON MbIIIIbL. TpU HEPBHBIX CTBOJIA UIYT
JIATePaIbHO U T033/1U KIFOUYHIBI U TOAKIFOYMIHON MBIIIIIbI, [0~
CJIe Yero KaXK/bIi CTBOJI Pa3/IeNseTCs Ha OJJMH NEePEeTHUN U OJIMH
3aJHUI OTHEIIBI.

Hwxke xiarounipl ¥ qucTajibHee JaTepabHOro Kpas | pedpa
[IECTh OT/IEJIOB BITOCEICTBUY CJMBAIOTCS B TPHU Iy4Ka. 3aHUM
My4oK 00pasyeTcsi Mpu CIHUSHUHM TPEX 3aJHUX OTIEJOB, Jare-
paJIbHBIN MYYOK — MPU CIUSHUM MEPEAHUX OTICIIOB BEPXHETO
U CPEIHEr0 CTBOJIOB, @ MEIUATIbHBINA My4OK — U3 TIEPEHEro OT-
Jiefia HIDKHEro CTBOJIA. 3aHUIl MYYOK pa3/ielisieTcs Ha JIy4eBOM
U MIOIMBILIEYHBINA HEPBBI. JIaTepalibHbIN My4OK, B CBOIO OYEPE/Ib,
JlaeT Havajo JarepajibHOMY IpyaHoMmy Hepy (Boiokna C5-C7),
JlaTepaJbHOMY KOPEIIKY CPEIHHHOTO HEPBAa M MbIIICUYHO-KOK-
HOMY HepBy. M3 MeIuanbHOTO IMydka 00pa3yroTCsi MeIHabHbIH
KOPEIIOK CPEAMHHOTO HepBa, MeAUANbHbIN rpyaHoii Heps (C8,
Th1), memnanbubIi KoxHBIH HepB Twieda (C8, Thl) u cpenunmbIH
KOKHBIN HepB npeamieubs (C8, Thl).

MPT mnedeBoro cruieTeHUsl MOXKET MPOBOJUTHCS KaK C I0-
MOIIBIO CTaHAPTHBIX METOJAUK, TaK M IOJIydCHHEM TpeXMep-
HbIX (3D) T2-BU ¢ mopaBneHHeM CUrHajia OT )KUpa B COYCTAHUH
C MPOEKIUSIMU MaKCUMAJIbHON WHTEHCHBHOCTH. DTOT METOJI,
TONTyYuBINNA Ha3zBaHue MP-Heliporpadum, mo3BoiseT moiy-
4yarh Ooliee JeTalbHble M300paXkeHus cruiereHus. st oueHku
MaTOJIOTHYECKUX U3MEHEHUH, U3MepsieMbIX KakK (DpaKiMoOHHAs
AQHU30TPOIIHS, IPU MTATOJIOTHHU IJIEYEBOTO CIUICTEHHsI MOTYT HC-
nosib3oBathest JIBU.
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JlyueBoii HepB

MbIlLEYHO-KOXHbIN HepB —————— }_ c5

MoamblweYHbI HepB
: }— c6

MepananbHbIn Nyyok
i - o
3aHUI NyYoK
JlaTepanbHbii ny4yok N }‘ cs8
MNepepHue otgens C5-C7 ﬂi) }_ h
HukHuia cteon (C8-Th1) -
N\

CpegHuii cteon (C7) ——O 3apHue otaenbl C5-Th1
MNepenHuii otgen C8-Th1
BepxHuin ctBon (C5-C6) —

— MepepHue (BEHTPanbHble) BETBU

3agHue
(RopcansHbie) MNopMmblweyHasa apTepus
BETBU
JlokTeBow HepB
3agHun /
KOpeLLOK () CoeanHeHne KOPELLKOB Coentsn
CpeAnHHOro HepBa pen
MNepepHnin . NecTHNYHasA
KOpeLLOK ——— CpeauHHbIN HepB MbILILA \
3agHuin

A. CprKTypa nnae4vyeBoro cruyieTeHuA. NIONAaTOYHbIN HepB

BepxHuia ctBon -~

CpepHun cteon —

HapnonatouHbii Hepp ———
HuxHWIA cTBON
Me>xnecTHMYHOe NPOCTPaHCTBO o

3afHuUN NyyYoK

JlaTepanbHbIn Ny4yoK “\Q'

~ ¥
MopnonaTouHblii Heps

MepavanbHbI Ny4ok

KOpeLLoK
\ MeguanbHbin

iy

MopmbilleuHasn apTepus

MoambliWweYHbI HepB

3agHAA apTepus, /

0FI/I6aIOLL|,aH nneyvyeBylo KOCTb

MblLLIEYHO-KOXKHBIN HEPB

JlyyeBoit Heps

CpeaunHHbIN HepB

MennanbHbIN KOXKHbI /

HepBs npegnneyba JlokTeBow lpynocnnHHOM HepB
Heps

C. Xopg nneyeBoro cryieTeHys (ans NPoCcToTbl 0630pa PacTAHYTO).

MNMopmblweyHas apTepus

NaTtepanbHbii ny4yok
/ 3afHuWi NyyokK
/_/— MepvanbHbIn nyvok

JlaTepanbHbiii

CpepnHHbIA
HepB

KOpeLwoK

JloKkTeBoOW HepB
CpepnHHbIV HepB
JlyueBoii HepB
MoambllweyHbIn HepB

B. Pa3,qeneH|/|e Ny4YKOB Ha KOHEYHblIe BETBWU.

CnunHHomo3roso Heps C5

[unadparmanbHblii HEPB

MepenHAA neCTHUYHaA MblLlLa
BbicTynatowwmin no3soHok (C7)
CnvHHOMO3roBo Heps C8
CnuHHomMo3rosol Heps Th1
O6wan coHHas apTepus
MopkntounyHasa apTepua
BpaxuouedanbHbiii cTBON
HepB K nogkniounyHom
MblLLILie

MNepBoe pebpo

JINVHHBIN FPYAHON HepB

MexpebepHo-nneyeBon Heps

MepawvanbHbI rpyaHOM HepB

MennanbHbIN KOXKHbI
HepB nneya

JlaTepanbHbli rpyfHON HepB

Puc. 7.1 T[lpaBoe nneuyesoe cnneTeHne 1 ero aHaTOMMYecKre B3aMMOOTHOLLIEHMA CO CMEXHbIMU CTPYKTYpaMun: KOpoHanbHbIn cpes. LinT. no: THIEME

Atlas of Anatomy: Head and Neuroanatomy. © Thieme 2007, Illustration by Karl Wesker.
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Puc.7.2 [paBoe nneyeBoe CreTeHNe: KOPOHabHbIN CPes.

Tabnuua 7.1 [atonoruna nneyeBoro cnineTeHUsA
* JloOpokadecTBEeHHBIE OITyXOJIN
o IlIBanHOMa
° Helipopudbpoma
o I'emanrnoma
o Jlumoma
* 3JI0KaYeCTBEHHbIC HOBOOOPA30BaAHMS
o MeracTa3sbl
o OmyxoseBast TUMQaIeHOaTHs
o Pak nerkux/onyxons [lankocta
o Jlmmpoma
° 31m0Ka4eCTBEHHBIE OITyXOJIH 000I04YeK MeprupepuIecKix He-
pBOB
o Capxoma
e Onyxonenoso0HbIe MOPAKEHUS
e Benozno-nmumdarnieckas Manbhopmarms
* Bonesus [llapko—Mapu—TyTa (HacieaCcTBEHHAs CEHCOMOTOPHAsT
HEBPOTIATHSI)
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5

c6

Cc7

(@]

Th1

MepenHuie oTaeNbI I 3agHue otgens

* BocnanuTenpHble NPOLECCH
o Cunzapom [lapconeiimka—TepHepa (HeBpairHyeckas aMHo-
Tpodus)
o XpoHHYecKass IpUOOPETEHHAs ayTOMMMYHHasl MyJIbTH(O-
KaJIbHasl IEMUEITMHU3UPYIOIIas TOJIHMHEBPONATUS
° Mynbrr(oKaabHasi MOTOPHAs HEBPOIIATHS
o IToctiyueBas miuekconarus
° BupycHble nHpEKIuH
° bakrepuanbHble HHPEKINU
* TpaBmaTHueCcKHE TOBPEXKICHUS
o Akymepckwuii mapanud JromenHa—p06a (OTpbIB CIHHHOMO3-
TOBBIX KOPEIITKOB)
° TpakUMOHHBIE TTOBPEXK/ICHUS IJIEYEBOTO CIUICTEHUS
o Ilepenom
* BpoxaeHHBIE MOPOKH/aHOMAITH Pa3BHTHS
o CHHApPOM BEpXHEH arepTypsl TPYIHON KICTKA
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AwnarHos

[laHHble ny4YeBoOil AUArHOCTUKA

[lo6pokauecTBeHHble HOBOO6GpPa3oBaHUA

LliBaHHOMa (pmc. 7.3)

MPT: chepryeckoe unv sAIUNTUYECKoe 0bpa3oBaHue ¢ yeT-
KUMM KOHTYPamu C MOHVIXKEHHBIM WS MPOMEXKYTOUHBIM CUT-
Hanom Ha T1-BW, noBblWeHHbIM CUrHanom Ha T2-BU n Ha
T2-BW c nogasneHvriem curHana ot xupa. O6bIYHO VHTEH-
cmBHO HakannueatT KC. B KpynHbIX onyxonsax BCIeAcTBme
KUCTO3HOW AereHepauun n/wnn KpoBOU3NUAHUA BbICOKNIA
curHan Ha T2-B/ n HakonneHve KC MoryT 6biTb HEOLHO-
poaHbIMMN

KT: coepryeckoe nnv snannTnyeckoe o6pasoBaHme C YeTKU-
MW KOHTYpPamK C MPOMEXXYTOUHOW NNOTHOCTbIO, MHOTAA Haka-
nnuBaeT KC. B KpynHbIx 06pa3oBaHKAX MOTYT ObITb MPU3HAKU
KNCTO3HOW fiereHepaumm U/ unm KpoBoU3NUAHNN

KommeHnTapun

LlIBaHHOMbI — JOGPOKaYeCTBEHHbIE MHKAMCYIMPOBaHHbIE
onyxonu, cogepxative anddepeHLnpoBaHHbIE omnyxose-
Bble LIBaHHOBCKME KneTku. Hanbonee yacto BcTpeyatotca
OAMHOYHblE criopajnyeckre obpa3oBaHuA. MHOXeCTBEH-
Hble LWBaHHOMbI YacTO BCTPeYalTcsa npu Henpodrodbpo-
maTo3e |l Tuna. 3To ayToCOMHO-AOMMHAHTHOE 3aborneBa-
HUWe C MyTauueli reHa B okyce 22q12. lMomymMo LWBaHHOM
y MauMeHToB C HelpodunbpomaTosom Il Tvna Takxke moryT
BbIABNATLCA MHOMXECTBEHHbIE MEHVUHTIOMbI U SMEHANMO-
Mbl. HelipodurbpomaTos Il Tvna BCTpeyaeTca ¢ YyacToTon
1 Ha 37 000-50 000 HOBOpPOXKAEHHDBIX. BbiABNAeTCA B BO3-
pacte 22-72 net (cpepHuin Bo3pacT — 46 net). Muk 3a6o-
JIeBaeMoCTy NMPUXOAUTCA Ha 4-6-e fecATUNIeTUE XKU3HU.
Y 60MbLUMHCTBA NaLMEHTOB C Helipodubpomatosom Il Tuna
B Bo3pacTe 30-40 neT BbIABAAIOTCA [BYCTOPOHHME LBAHHO-
Mbl NPeAABEPHO-YIMTKOBOrO HEpBa

Puc.7.3 LUBaHHOMa y My»umHbl 60 neT. Ha KopoHanbHom T2-BU (a) obpa3oBaHue, nmeloLee OTHOLWEHME K IEBOMY NJIe4eBOMY Cre-
TEHWIO, UMeeT YeTKIe Kpas, B OCHOBHOM MOBbILUEHHbIN CUrHaN 1 HernpaBuibHON GOPMbl 30HbI MOHKEHHOTO curHana (cmpesku). Ha ca-
rMTTanbHOM NOCTKOHTPacTHOM T1-B/ c nogaBneHnem curHana ot xupa (b) obpasosaHne HeogHopoaHo Hakannueaet KC (cmpesika).
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AnarHos
Helnpodubpoma (puc. 7.4, 7.5)

[emaHrnoma

Jlvunoma (puc. 7.6)

JlaHHble ny4yeBoI ANArHOCTUKN

MPT:

ConumapHsle Helipogubpomel NpencTaBnAlT cobon cde-
pryecKkune, OBOVIAHbIE UM AONbYaTble SKCTPaakCuanbHble
006pazoBaHNA C YETKAMU rPaHULLIAMU C MOHVIXKEHHbIM UK
NPOMEXYTOUHbIM CUrHanom Ha T1-BW 1 npomeXxyTouHbIM
VI NOBbILWEHHbIM CUFHaNoM Ha T2-B/. AKTMBHO HaKannnea-
10T KC. B KpynHbix nopaxeHuax Ha T2-B/ moxeT oTmeyaTbca
HEOAHOPOAHO MOBbILEHHBIV CUTHAM Y HEOBHOPOAHOE HaKo-
nnexmne KC. /13-3a 0TNOXKeHWUi KonsareHa/BoSIOKOH B HENPO-
dubpome MOXET NOABAATLCA LIeHTPaslbHas 30Ha MOHVIKEH-
HOro curHana Ha T2-BU (Tak Ha3biBaeMbll CUMNTOM MULLEHN)
MnekcugpopmHble Helipoghubpombl MPEACTaBAAT COOON He-
JINHElHbIE Y MHOFOY3/10Bble 06Pa30BaHNA C MHOXXECTBEH-
HbIM BOBJIEYEHVEM HEPBHbIX BOSIOKOH, C HU3KUM WY NPO-
ME>XKyTOUHbIM CUTHANoM Ha T1-BU 1 npomeXxyTouHbIM, crierka
MOBbILWEHHbIM U BbICOKMM — Ha T2-B u T2-BU ¢ nopasne-
HUEM CUTHana OT XKMPa, C TMNOVNHTEHCUBHBIMU TAXaMU U
6e3 Hux. Ovaru 06blYHO HakanmBaT KC

KT: oBougHble, chepryeckme unm BepeteHoobpasHble 06-
pa3oBaHUA C MNOTHOCTbIO OT HU3KOW AO MPOMEXKYTOUYHOMN.
MoryT Hakannmeatb KC. HacTo Bbi3blBalOT 3p03Kt0 npuse-
ralouien Koctn

MPT: obpa3oBaHMe C YETKMMMN WU HEYETKMMMN KOHTYpamMu
(<4 cm B fuameTpe), pacrnonaratoLieecs B KOCTHOM MO3re uan
MAFKMX TKaHAX. /IMeeT npoMeKyTOUHbIN MIN NOBbILIEHHbII
curHan Ha T1-BU (4acTo M3OMHTEHCMBHbIV XNPOBOW TKaHU
KOCTHOrO MO3ra) 1 NoBblWeHHbI curHan Ha T2-BU, B Tom
yncrne ¢ nogaBneHemM CrrHana ot xupa. Kak npasuso, Ha-
6ntofaetca HakoreHve KC, B HEKOTOPbIX Cllyyasx oTmeya-
€TCA yBennyeHne obbema KocTu

KT: reMmaHrMombl B MATKMX TKaHAX, Kak NMpaBuio, UMeloT Npo-
MEXYTOYHYIO MIOTHOCTb, MHOTAA C 06/1aCTAMY, N30[EHCUB-
HbIMVI XKMPOBOW TKaHU

MPT:HaT1-BU curHan ot nMNom N3oNHTEHCUBEH NOAKOXXHOM
>KNPOBOW KneTyaTKe (MOBbILWEHHbI curHan), a Ha T2-BU npo-
VNCXOAUT NofaBJIeEHME CUTHANa Npu NCNosb30BaHNM YacToT-
HO-CeNneKTBHbIX METOLOB MNOAABIIEHNA CUTHaNa OT XKMpa Unu
nocnegosatenbHoct STIR. Kak npaBuno, HakonneHna KC
unu neprudepryeckoro oteka He HabnogaeTcs

KT: nunombl N304€HCUBHbI MOAKOXHOW »KNPOBOW KNeTyaTKe,
npw 3TomM Npu3HakoB Hakonnexusa KC nnu nepudepnyeckoro
OTeKa He BblABNAETCA

KommeHnTapun

JlobpokayecTBeHHbIE OMyXonu, pa3BrBaloLmeca n3 06o-
noyek HepsoB. CofepaT LIBAaHHOBCKMNE KIETKM, KNeTKu
nepuHeBpuA, Nepemexalolmecs nyykamu ¢prbpobnactos
B COYETaHNM ¢ 60NbLUMM KOSIMYECTBOM KonnareHa. B otnuuve
OT WBAHHOM, B Hellpodnbpomax OTCYTCTBYIOT 30HbI TUMA
AHTOHM A 1 B, NO3TOMY UX FMCTONOTNYECKM HEBO3MOXHO
nnddepeHUMpoBaTb OT NpuneratwLiero Hepea. Hanbonee
4acTo BCTPeYalTCsA Cnopafnyeckune, oKannm3oBaHHble, Co-
nuTapHble obpasoBaHuA, pexe — AUdPy3Hble UK nneKcu-
dopmHble. MHOXXeCTBeHHble HellpodrOPOMbI XapaKTEPHbI
nAa Henpogurbpomatosa | Tna. 370 ayTOCOMHO-AOMMHAHT-
Hoe 3a6oneBaHue (1 Ha 2500 HOBOPOXAEHHbIX), CBA3aHHOE
C MyTauueln reHa HenpodubpomuHa B siokyce 17q11.2.
MpoaBnaeTca nopa)keHnem KoXu 1 HEPBHOW CUCTEMbI 1 CO-
YyeTaeTca C pa3BUTMEM HOBOOOGPa3oBaHWI LieHTpanbHOM
1 nepudepryeckort HepPBHOMN CUCTEMBI (FIMOM 3PUTESIBHOTO
HepBa, aCTPOLIMTOM, NNEKCUPOPMHDBIX N CONMUTAPHbIX HENPO-
$Ubpom), a TakkKe KOXKHbIMU MPOABAEHMAMU (NATHa LBeTa
«KOde C MONOKOM», MHOXECTBEHHbIE MeNKMe MUrMEHTHble
MATHA TVMa IEHTUIO B NMOAMbILLEYHbIX 1 MaXxOBbiX 061acTAX).
Tak»ke BbIABIAIOTCA ANCMIA3MA MO3rOBbIX 060/104EK 1 Yepe-
na, raMapTombl pagyKku (y3enku Jlnwa)

[lo6poKkauecTBeHHblIE 06Pa30BaHMA KOCTEN WA MATKUX
TKaHel, coCTosLMe U3 KanWISPHbIX, KABEPHO3HbIX U/Unn
naTtosiornyecky chbopMmpPOBABLLINXCA BEHO3HbIX COCYAOB.
CynTaeTcsa raMapTOMaToO3HbIM MopaxkeHrem. BcTpeuaetca
y nayuneHToB B Bo3pacTe oT 1 fo 84 neT (MeAuaHa Bo3pac-
Ta-33roga)

YacTo BcTpeyatolymecs [obpoKayecTBEHHbIE raMapTOMbI,
KOTOpbIe COCTOAT 13 3pesiol 6eNoi XNpPoBOKN TKaHW, He Me-
IOLLe MPW3HAKOB KJIETOYHON aTnun. Jlunoma npepcTtaBns-
et coboln Hamboree pacnPOCTPaHEHHYIO OMyXOsb MAMKNX
TKaHel — Ha ee gonio NnpuxoanTca 16% Bcex MArKOTKaHHbIX
onyxosnei. MoxeT cogepaTb Kanbundukatbl n/munm npo-
xofAlme Yepes Hee KPOBEHOCHbIE COCY/bl
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